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BBEAEHHE

KapkacHo-gBuratenbHas cuctema (LMTOCKENET) KNEeTKN OCYLLEeCTBNS-
eT MKCaLMI0 COCTaBHbIX YaCTEN KMNEeTKM B ONpeaerieHHOM MOSOXKEHWM
n obecnevmBaeT KneTtouyHble hopmbl ABWXKEHUA. Bbonblylo pornb 3Ta
cucTemMa urpaet B NpoLeccax, CBA3aHHbIX C AeneHneM knetku. Onop-
Ho-OBWratenbHas cuctemMa Krnetku obpasoBaHa TpemMsi OCHOBHbIMMW 3ne-
MEHTaMM1: MUKPOTPYyOoUYKamMmn, MUKpoUnamMmeHTamMmm U NPOMeEXYTOYHbIMU
dmnameHTamm.

OTM anemMmeHTbl BXOOAT B cocTaB boree CroXHO OpraHu3oBaHHbIX
opraHenn (pecHMYeK, XXryTMKOB, MUKPOBOPCUHOK, KIIETOYHOIO LieHTpa) 1
KNEeTOYHbIX COeQUHEHUI (4EeCMOCOM 1 Ap.).



MHKPOTPYBOYKH

CTpykTypa MUKpoTpybodek Gonee cnoxHas no CpaBHEHMIO C aKTU-
HoBbIMY dounameHTamu. OHY BbICOKO OUHAMUYHBI U UFPAKOT pasnmyHble
Ba)XHbIE PO B KNETKE.

MukpoTpy6oukn — aTo nonumepsl 6enka TybynuHa. Cam TyoynuH —
3TO retepoanmep, obpa3oBaHHbIN N3 ABYX OMM3KOPOACTBEHHBIX rNoby-
NSApHbIX 6EnkoB — a- 1 B-TyOynuHa, B KaXX4ON N3 KOTOPbIX HACHMTLIBAET-
¢ 445-450 aMMHOKNCINOTHBIX OCTATKOB, CyObeanHULbI CBSA3aHbI MPOYHO
Opyr C APYrom KoBarieHTHOW cBaA3bto (puc. 1).

O1n aBa TybynMHOBLIX Oenka HaxogAaTCsl TONbKO B reTepogMMeEpPHON
dopme, N Kaxabli MOHOMEP — O U 3 UMEET CalT CBSI3bIBAHUS C O4HOMN
mMornekynon 'To.

Monekyna 'T®, cBA3aHHas ¢ a-TyOynuHOM, 3anepTta B NIOBYLUKE, MO-
CKOIMbKY HaxoOuTCst BHYTpY Aumepa — B MecTe B3aMMOAENCTBUS MOHO-
MEpOB, U OHa HUKOrAa He rMaponmnayeTcst 1 He obMeHMBaETCs, NO3TOMY
€€ MOXHO paccMaTpmBaTb Kak COCTaBHYHK (MHTerpasnbHyl0) 4YacTb Aau-
MEPHOW CTPYKTYpbI. A BOT HyKneoTuna B B-TyOynmHe MoxeT ObiTb Nnbo B
dopme MO, nnbo B AP 1 Takke MOXET 0OMEHNBATLCH B paCTBOPUMON
(HenonmMmepusoBaHHoOW) opme TyOynUHOBOro Avmepa. TyOynuH npu-
CYTCTBYET BO BCEX 3yKApMOTUYECKMX KINETKaXx, OH CYyLLECTBYET BO MHOXe-
cTBe u3odopM. TyOynNuHbI OPOXCKEN M YenoBeKa OEHTUYHbI Ha 75 % no
aMUWHOKUCITOTHON NOCneaoBaTeNbHOCTU. Y MIIEKONUTAOLNX CYLLECTBY-
€T KaKk MMHUMYM 6 cbopm a-TyBynmHa n Takoe e 4ncno B-TyOynumHoB,
KaXkKabIN MX KOTOPbIX KOAUPYETCHA CBOMM reHoM. PasnuyHble hopMbl Ty-
OynuHa o4eHb NOXOXMW, U B OOLLEM crny4ae OHWM MOryT COMonMMepu3o-
BaTbCS B NPOOMpPKE B CMEeLLaHHbIE MUKPOTPYBOUKN.

TemM He MeHee 3T pasHble TyOYyNUHbI MOTYT HaXOAUTLCS B KIETKE B
pa3sHbIX MECTax U TKaHsIX, a Takke BbINOMHATbL Crerka oTnnyaroLmecs
dyHKLMKN. B KadecTBe HarmagHoOro npumepa MOXHO NPUBECTM Mapanuy
rnasHoro sibnoka us-3a napanv4ya oKynsipHOro HepBa, MPUYMHOM KOTOPO-
ro cnyxart MyTauuu B onpegeneHHoM reHe B-tybynvHa. MHorne HeBpo-
normdeckue 6onesHn YenoBeka CBsI3aHbl CO cneunuUIecKUMmn MyTaum-
SIMW B pPa3HbIX TYOYNIMHOBBIX reHax.

MukpoTpybouka — 9TO nornasi uunnHapuyeckas CTpyKTypa, NocTpo-
eHHas u3 13 napannenbHbiX NPOTOUNIAMEHTOB, KaXabl N3 KOTOPbIX
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Puc. 1. CTpykTypa MUKpOTPY6OUKM 1 eé cybbeamHu.

A — cybbeanHuLa kaxaoro npotodunameHTa — 310 TyOynMHOBLIN reTepoanmep,
COCTOSALLMIA U3 MPOYHO CBA3aHHOW Napbl O- U 3-MOHOMepOoB TybynuHa.
Monekyna 'T® B a-TyBynvHe HACTONbKO NMOTHO CBA3aHa, YTO MOXHO NogyMarb,
YTO OHa — UHTerpanbHas YacTb 6enka. Monekyna 'T® B B-TybynmHoBOoM MOHOMEpe
MeHee MNMNOTHO CBA3aHa 1 UrpaeTt BaXKHylo porb B AUHaAMUKe punameHToB.

Ob6a HykneoTnaa NokasaHbl KPacHbIM.

B — ogHa TybynunHoBas cybbeamHuua (aB-retepogumep) v oguH npotocmnameHT
nokasaHbl cxematuyecku. Kaxapin npotodunameHT COCTOUT U3 MHOTUX MPUMbIKAIOLLIMX
OpYr K Apyry cyb6beamHuL, B 0AMHaAKOBOW OpUeHTaLmu.

C — MukpoTpyboUKa — 3TO MOnbIf YNpYruin CTepXXeHb, CHOPMUPOBAHHbIN
13 13 napannenbHbIX NPOTOUNaMEHTOB.

D — KOpOTKUIA CErMeHT MUKPOTPYOOUKM (ANEKTPOHHAS MUKPOCKONWS).

E — anekTpoHHas mukpodhoTorpadmsa cpesa MUKpOTpyOoUku. BugHo konbLo,
cocTosiee 13 13 npotodnnameHToB.

COCTOUT U3 QP-TYOYNMHOBLIX TETEPOANMEPOB, YITOXKEHHBIX CTOMKON
crnocobom «ronosa K XBOCTY», a 3aTeM obpasytowux Tpyoky (puc. 1B).
Mpn cbopke MukpoTpybouek dopmupytoTca aBa HoBbix Gerok-6ern-
KOBbIX KOHTakTa. Bgonb npogonbHOM ocuM MUKpOTPYOOYKM BepxyLuka
B-TyGynuHoBOM Monekynbl o6pa3yeT MecTo B3auMOLENCTBUSA C HU3OM
a-Ty6ynnHoBOM Monekynbl cocegHero retepogumepa (puc. 2). Takoe
B3aMMOAENCTBME YOEPKMBAET O U [3-MOHOMEpPbLI BMECTE B AUMEPHOWN
cybbeavHuue, Npu 3TOM 3HEPrusi CBs3W Bbicoka. [MepneHanKkynsipHo
3TOMY B3aMMOAEWCTBUIO cOceaHne npoTodunaMmeHTbl OpMUpYIOT na-
TeparnbHble KOHTaKTbI. [MOCKONbKY NPOAOMNbHbIE U NaTeparsibHble KOHTaK-
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Tbl MOBTOPSIOTCS BO Bpems COOpKW, HEOOMbLUOW CABUT B nateparnbHbIX
KOHTaKTax NpMBOAUT K CNpaneBuMaHOM hopme yKknagkm (B peluéTke) B
MUKpOTpyBouke. MNMOCKONbKY MHOXECTBEHHbIE KOHTaKTbl BHYTPW peLueT-
KN MUKPOTPYBOUKM yoepKuBatoT 60MbLIMHCTBO CyObeanHuIL, B MUKPOTPY-
0ouke, gobaBneHne n yaaneHne cyobeanHuL, NPOMCXOANT MPaKTUYECKU
WCKIMIOYUTENBHO Ha KOHLaX.

OTW MHOXECTBEHHbIE KOHTaKTbl MpuaaT
MUKPOTPYBOUKe yNpyrocTb, U €€ TpyaHO N30-
rHyTb. MUKpOTpy6OUYKM — 3TO cCamble ynpyrue
N NPOYHbIE CTPYKTYPHbIE 3NIEMEHTbI N3 BCEX
B 6onbLunHCTBE KneTok. CyGbeanHuLbl Kax-
Joro npotodunaMmeHTa B MUKpPOTpybouke
OPVMEHTUPOBaHbI B OAHOM M TOM >Xe Harnpas-
neHun, a camu npotodmnameHTbl napan-
nenbHbI Apyr Apyry.

Takum obpa3som, pelleTka MUKpOTpyOou-
kv cama no cebe MMeeT CTPYKTYPHYIO nonsip-
HOCTb: O-CyObeanHMLUbl HaxogdaTcs CO CTo-
POHbI MMHYC-KOHLA, a B-cyObeamHuLbl — CO
CTOPOHbI MIIKOC-KOHUA.

Kak n ana aktMHoBbIX (bunameHToB, pe-

rynsipHas napannesibHas opveHTaums cybb- npotoduaaMent
eAVHUL, NpUAAeT MUKPOTPYyBOoUKam CTpyK- Puc. 2. MukpoTpy6oua
TYPHYIO NONAPHOCTb: MJKOC-KOHUbI PacTyT 1 BXodsline B eé coctas
nnn ykopaunsatotcs 6eicTpee (puc. 3). npoToMnamMeHThI

opMupyHOImHAEcHs MEKPOTPYO0IKH

Puc. 3. lMpeanoyTuTenbHbIA pOCT
MUKPOTPYOOYEK C NMC-KOHLA.
T MwukpoTpy604km pacTyT BbicTpee
: C OJIHOTO KOHLLa, YeM C Apyroro.
CTabunbHbIN My4OK MUKPOTPYBOUEK,
B LIEHTPe PeCHWYKM (HasbliBaeMbl
axoneme | aKcoHemol) MHKyGMpoBsanm
(akcomeMa) | KOpOTKOe BpeMsi C TyOynMHOBbIMU
‘ cybbeanH1Lamm B yCrosus
g nonumepusaumm. MukpoTpy6oukm
¥ pocnu BbicTpee ¢ NMC-KoHLA Nyyka
MUKpOTpYyGoUek —
Ha MukpodpoTorpadmu
3TO 8EPXHSA YacTb

(nIroCc-KoHE)

minus

3 (MHHYC-KOHeII)

[

1 MEM



AAHAMHAYECKAS HECTABHABHOCTbD
MHKPOTPYBOYEK

Ha anHamuky mukpoTpybodek, Kak U Ha AMHAMWKY akTUHOBbLIX (u-
nameHTOB, rmybokoe BfusiHAE OKa3blBaeT CBA3bIBAHWME W rMOPONU3 Hy-
kneotngos — TP B gaHHOM crniyyae. ['naponus 'O NpoucXoanT TONbKO
B B-cybbeamHuuax TybynnuHoBbIX AMMEPOB. [MAPONn3 NpoTekaeT OYeHb
MeaneHHo B cBOBOAHLIX TYOYNUHOBLIX CyObeauHuLax, HoO CKOPOCTb ero
noBbIWaeTCd, Korga aTu cybbeanHuubl BKIIOYaTCS B MUKPOTPYBOY-
kn. MNMocne rmgponunsa MO BbicBoGOXaaeTCss cBobogHasa docdaTHas
rpynna (HeopraHmdeckun pocdar), a ¢ B-TybynnHoM B peLueTke MUKpo-
Tpyboukn octaetcs cAsaHHbIM [[P. Takum 0BpasoM, kak 1 B criyvae ¢
aKTMHOBbLIMKU hUNaMeHTaMn, MOryT CyLLeCTBOBaTb ABe Pa3HbIX CTPYK-
Typbl MUKpoTpybouek, ato T-dhopma (cBsizaHHas ¢ 'TP) n [O-dopma
(cBazaHHas ¢ [O®P). SHeprnsa rugponusa HykneoTuaa 3anacaeTcs B
BMAE anacTuyHou gedopmMauum B pelueTke nonumepa, 4Yto Aenaet us-
MeHeHune cBoboAHON aHeprum anccoumnaumm cyobeanHuubl 3 [-popmel
nonumepa 6onee oTpuuaTtenbHbIM, YeM Ans Aguccounaumm cyobeanHu-
ubl M3 T-cbopmbl nonvmepa. Ha ogHOM 1 TOM e MUKPOTPYBOoUKe OAUH
N3 KOHLOB MOXET pacTu HEKOTOPOE BPeMS, NOCKOIbKY OH HaXoauTCs B
T-chopme, HO 3aTeM OH BHe3arnHo okasbiBaeTcs B [1-dhopme n HaunHaeT
OLICTPO yKOpauMBaThbCs, AaXe eCcrnn KOHUeHTpaumsa cBoboaHbIX cybbe-
AVHUL, nogaepXuBaeTcsa NOCTOSHHON. HeMHOro nosxe aTOT e KOHeL,
MOXET ONsATb oka3aTbcs B T-hopme, 1 CHoBa Ha4YHeT pacTu. Takas 6bl-
CTpas MHTEPKOHBEPCUSA Mexay pacTyLMM MU YKOpaYnmBaloLWMMCst COCTO-
SAHMEM MPU OOHOW U TOW Xe KOHUEHTpauum cybbanHUL, HasbiBaeTca an-
HaMm4yecKon HecTabunbHOCTLIO (puUc. 4).

CmeHa pocTa Ha ykopauMBaHWe HasbiBaeTcs kamacmpodgol
(catastrophe), a Bo306HOBNEHME POCTa Ha3bIBAETCS criaceHuUeM (rescue).
B nonynsaumm mnkpoTpyboyek B Kaxablii MOMEHT BPEMEHU HEKOTOPOE KO-
NYECTBO KOHLOB HaxoauTcs B T-hopMe, a HekoTopoe — B [1-chopme B npo-
nopumu1, onpeaensiemMon CKOpoCTbio rMaponun3a n KoHUeHTpaumen cybne-
AvHuu. In vitro CTpyKTypHas pasHuua mexay koHuamu B T- n [-copme
OYeHb cyllecTBeHHa. TybynmHoBble CybbeanHuLbl Co cBA3aHHbIMK ¢ [ TP
B-MOHOMepamMu AalT NPOoYHbIE NPOTOUNaMEHTLI, KOTopble obpasyloT
HaZexXHble U perynspHble natepanbHble KOHTaKTbl Apyr ¢ gpyrom. Ho npum
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Puc. 4. QnHamnyeckas HeCTabunbHOCTb, BO3HMKAKOLLAS U3-32 CTPYKTYPHbIX Pa3nuyuni.
MeXay pacTyLMMKN N YKOPaYMBaIOLLIMMUCS KOHLL@MW MUKPOTPYBOoUKN
A — ecnu KOHUEHTpaumsa cBoboaHoro TybynvHa B pacTBope SBMAETCA NPOMEXKYTOYHON, TO
OfIMH 1 TOT Xe KOHeL, MUKPOTPYOOUKM MOXET noaBepratbcs TpaHcopmaLmm oT pacTyLue-
ro COCTOSIHUS K yKOpa4MBatoLLLeMycsl.

B — mopenb nocnepgoBaTenbHOCTY CTPYKTYPHBIX U3MEHeHU npu rugponuse M.
Mpwn pobasneHun M'MO-TyGynuHa NpoToUNamMeHT pacTeT B NIMHENHYIO KOH(OPMaLIMO,
KOTOpasi MOXET N1erko BKIH0YaTLCA B LIMIIMHAPUYECKYHO CTEHKY MUKPOTPpyBouku. Maponua
['T® nocne cbopku n3meHsieT KOHOPMaLIMIo CyEbeaANHULL U CTPEMUTCS NPUAATL UM UC-
KpPMBIEHHYI0 (DOpMY, KOTOPYIO TPyAHEE yrnakoBaTb B CTEHKY MUKPOTPYOOUKH.

C — B MHTaKTHON MUKPOTPYBOUKe nNpoTodmnameHTsl, coctosime 3 [Ad-cybveanHuu,
YAEPXKUBAKOTCH B NMMHENHOW KOHOPMaLMKM 3a CHET MHOTUX NnaTteparbHbIX CBA3EN BHYTpU
CTEHKM MUKPOTPYBOYKM, MMes cTabunbHbIi konnadok u3 [MTd-cy6beamnuy. Motepsa MMO-
Konnayka nossonseT [AP-npoTodmnameHTam paccnabutbca n NPUHSATL Gonee NCKpmB-
TIEHHYI0 KOHOPMaLIO, YTO NPUBOAMT K NPOrPECCUBHOMY Pa3pyLUEHWNIO MUKPOTPYBOUKH.
Ha anekTpoHHoM Mukporpacum nokasaHbl peanbHble MUKPOTPYBOUKY B KaXaoM U3 nepe-
YNCIIEHHbIX COCTOSHWIA.



rmapornuae 'O go MNP npoucxogat He3HauMTeNbHbIE KOHGOPMAaLMOH-
Hble M3MeHeHus B Gernke, KOTOpble 3acCTaBnsOT NPOTOUNAMEHThI U3MW-
batbcsa (puc. 4B). Ha ObicTpopacTywen MukpoTpybouke Td-konnavok
OorpaHn4YnBaeT NCKPUBMEHNE NPOTOUITAMEHTOB, 1 MOTOMY KOHEL, KaXXeTcs
POBHbIM. HO KOrga oKoHeYHble CybbeanHuLbl rMgponmayoT CBOU HyKe-
OTWabl, 3TO OrPaHUYEHNEe CHUMAETCS, N UCKPUBIEHHbIE NPOTOMIIamMeH-
Thbl OTNPY>XUHMBAIOT B CTOPOHY. Takoe KoonepaTuBHOE BbICBODOXOEHME
3HEprnmn rmgponunaa, 3anaceHHoe B peLueTke MUKPOTPYOOoUKK, Bbi3biBaeT
ObICTpOEe cnylmBaHWe WCKPUBMAEHHbBIX NMPOTOUIIAMEHTOB, a WCKPUB-
NeHHble onuromepsl, cogepxawme [OD-TyOynmH, YacTto obHapyxmBa-
0T No6nmn3ocTy BO3Ne AEenONMMEpU3yLLErocst KOHLA MUKPOTPYOO4Ku
(punc. 4C).



AHUHAMHAKA MHKPOTPYBOYEK B KAETKE

OnHammka MUKpOTPYOOYEK B XKMBbIX KINeTKax mMano oTnmMyaeTca ot
NX OUHaMUKN MUKPOTPyboYek B npobupke. B niobon MOMEHT BpeMeHU
MNMC-KOHEL, MHOXeCTBa MUKPOTpyboyek ckopee Bcero byaeT pacTtu, kak
310 6bINO ycTaHOBMNEHO Briarogapst HaNMYMK GEenkoB, CBA3LIBAKOLLMXCS
C KOHL.aMn MUKpoTpybouek (puc. 5).

HecmoTpst Ha To, 4TO KaTacTpodbl Ha Tpybodkax MPoOMCXoasT npu-
MEPHO pa3 B MUHYTY, MUKPOTPYOOoYkM BbicTpo cokpaiiatotcs. MHoxe-
CTBO WHTepcpasHbiXx MUKpPOTpybBodek ocTarTcst ANMHHbIMK Bnarogaps
TOMY, YTO BEPOSATHOCTb «CMaceHusi» Bbicoka (MpUMeEpPHO B 5 pas Bbille
katacTpodbl). MMOCTOSAHHBIV POCT BO BPEMS 3OHraLMOHHON dhasbl (COo
ckopoctamm 0.11 MKM/C) BoCcCTaHaBNMBaeT ANMHY MUKPOTpybodek ewé
[0 TOoro, Kak npousonaet cnegytowasa katactpoda. Pe3ynstaTtom Takomn
ONHaMMYeCcKkon HecTabunbHOCTU SABNSETCH TO, YTO Y Macchbl MHTEpdas-
HbIX MUKpPOTPYOo4eKk BpeMsi monypacnazga (NonyXunsHu) cocTaBnsaeT npu-
MepHO 10 MUHYT. Y 6OMbLIMHCTBA MUKPOTPYBOYEK MUHYC-KOHLbI CTabu-
NM3NpoBaHbl Y-TyOYNMHOBBIM KOMbLEBLIM KOMMMEKCOM (cMm. Oasnee) B
LIOMT (puc. 6) nubo apyrumm 6enkamu, o4HaKO HEKOTOPbIE MUKPOTPY-

Puc. 5. BpemeHHON paa MUKPOOoTorpadunin N3 KNeTok SUYHNKa KMTanNCKoro XoMsiuka
(Chinese Hamster Ovary, CHO), akcrnpeccupyrowmx 6enok, CBS3biBaloLLMNCS
C NMC-KOHLOM MUKpoTpy6oyek CLIP-170, noMeyeHHbIN 3eneHbIM (rioopecLeHTHbIM
6enkom (Ha pucyHke n3obpaxeH kpacHbIM). B kneTku Takke Gbin BBeAeH TyOynuH,
MeyeHHbIn kpackon Cy3 ons Busyanuaaunm MukpoTpyboyek (n3obpaxeH 3es1eHbim).
Benok CLIP-170 KOHUEHTPUPYETCSt Ha pacTyLLUMX NIC-KOHLIAX MUKPOTPYBOoYek.
CLIP - cytoplasmic linker protein (yumonna3mamuyeckul fIUHKePHbIU 6er10K)
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6o4KkM MMeroT cBOBOAHbIE MUHYC-KOHLbI, KOTOPbIE MOTYT YOJIMHATLCA U
coKkpaLaTbCs.

OnHammnyeckass HecTabunbHOCTb MO3BOMSIET MUKPOTPybo4ykam uc-
crnegoBaTh BCHO LMTONIa3My B MOMCKax CBOMX MULLEHEN, Hanpuvep, Ku-
HETOXOPOB Ha XPOMOCOMax BO BpeMs Mutosa (puc. 7).

OunHamunyeckas HeCcTabunNbHOCTL MUKPOTPYOOUEK NnomoraeT Gernkam,
CBSA3bIBAIOLLMMCS C KOHLAMW MUKPOTPYOOYeK, (BKMoYasi CUrHamnbHble
0enkn), KOHLEHTPUpOBaTbCA BO3fe nogMemMbpaHHOro NpocTpaHcTea (B
KNETOYHOM KopTekce). dnykTyauum B ANUHE MUKPOTPYOOYEK - 3TO uc-
nonb30BaHWe dHeprumn, KoTopas 3anaceHa B Tere MuKpoTpybodek ans
BbIMOITHEHNST MEXaHN4YecKkon paboTbl, HAaNpMMep, NepemMeLleHns rpy3oB
OT LIeHTpa KIeTku K €€ nepmdepum; No3nLMOHMPOBaHNSA S4pa B LEHTpe
KneTtku, (y Aenswmxcs gpoxeken); nmbo aAnsa cMeLeHns MUTOTUYECKOrO
BEpETEHa OT LieHTpa B KIeTkax, KOTopble AensTCa acCuMeTpu4Ho. B 1o
Xe BpeMs NoKanbHOe OKpY>XeHMe MOXET BNUSATb Ha NMOBEAEHNE MUKPO-
Tpybo4yek Mo mMepe TOoro, Kak OHU MCCreaylT uutonnasmy. Hanpumep,
npy NMOMOLLM CUTHaNbHBIX NyTe B KOpTekce, ¢ ydactnem [Tdasbl ce-
MencTBa Rho v KnHasbl, MUKPOTPYOOUKM NTIOKANbHO CTabunmManpyroTcs
UM My4Kam MUKPOTPYyOoYeK NpuaaéTtcsa onpeaeneHHoe HanpaseHne.

DYHKLMM MUKPOTPYBOYEK MHIMOUPYHOTCS Kak NonmMMep-cTabunmsmpy-
IOLLMMM, TaK U NoNMMep-4ecTadbunuanpyowmmm BellectTsamm. Xmmmye-
CKue BeLLeCTBa, BNMAILLME Ha MONMMepU3aumio v A4enonmMepnsasmio
MUKpPOTpYy6o4ekK, SBASIOTCA MOLLHLIM MHCTPYMEHTOM 4115 UCCNneaoBaHus
ponu 3TMX NONMMepoB B krneTke. KosixuyuH n Hokoda30/1 B3aumogen-
CTBYIOT C TyOynuMHOBbIMY CyObeanHnLamm 1 NpMBOAAT K AenonMmepusa-
LUK MUKPOTPYOOYEK.

Puc. 7. KneTkn N03BOHOYHbIX B KynbType.
A — MUKpOTPYBOYKU (3es1eHbIe) paananbHO PacxoasiTCs OT LEHTPOCOMbI (KpacHast)
BONM3n Aapa (2os1y60e) B HTEpda3HOM KNeTKe.
B — knetkn nuHumn HelLa (Henrietta Lacks) B muto3e. MukpoTpy6oykm (3es1eHkie)
pacxoaaTcs OT ABYX MOMOCOB K XpoMocoMam (20s1y6kie). LieHTpomepsl
NoMeYeHbl KpacHbIM.

13



Takcon cBA3bIBaeTCHA C MUKPOTPYOOUKamMu u ctabunmanpyeT ux, Bbl-
3blBasi YCUNEHHY0 nonMmepuaaumio TybynmHa (cm. yactb 1, Tabn. 1).

MopobHble BbienpUBEAEHHbIM BELLECTBa OKa3biBalOT CUMbHbBIN 1
ObICTPbIN 3PPEKT HA OpraHM3aLMl MUKPOTPYDOYEK B XUBLIX KreTKax.
Kak genonumepwmaytoLmne MMkpoTpyboykm BelecTBa (Takme Kak Hokoaa-
3051), TaK U NONMMepU3ytoLme nxX (Takme Kak Takcosn) NpenmyLecTBEHHO
pa3pyLliaT Aenswmecs KIeTkn, NOCKOMNbKY AMHAMUKA MUKPOTpPyboyvek
UrpaeT KIOYEBYHO POSib B NPaBUIIbHON paboTe MUTOTUYECKOIO BepeTe-
Ha. HekoTopble 13 3Tux BewecTB appekTUBHO yOMBaKOT onpedeneHHble
TUMbl OMYXONEBbIX KNETOK, XOTS U He 6e3 Tokcmyeckoro addpekTa Ha Obl-
cTpoaensiwmecs HopMarbHble KIETKU, BKIOYas KOCTHBIN MO3T, KMLLEY-
HWK 1 BonocsaHble PONNMKymbl. Takcon, B 4YaCTHOCTH, LUMPOKO MCMOSb-
3yeTcs ANS nevYeHnst ornyxornen MoroYHon xenesbl 1 nerkmx. OH yacto
OKasblBaeTCsa a(PeKTUBHLIM MPU SIEYEHNN ONYXONen, PE3NUCTEHTHbIX K
OPYrMM XeMoTepaneBTUYECKMM areHTam.

BenkoBbIi KOMMMEKE, coaepXawmn y-TyOynuH, SBNSeTcs MecToM
3apoXxgeHnsa MukpoTtpyoodek. [na obpasoBaHus MUKPOTPYBOYKKM C Mo-
MOLLIbIO CMOHTAHHOW Hykneauun TpebyeTca B3avMopencTsve cpasy
MHOXecCTBa TyBynMHOBBLIX reTepoanuMepoB, MO3TOMY KOHLEHTpauus Ty-
OynMHOBbIX CyObeanHuL AormkHa ObiTb O4EHb BHICOKOM.

o- N B-TyOynMHbl — 3TO CTpPOUTErNbHbIE ONMOKM MUKPOTPYOOUEK.
y-TyOynuH yyacTByeT B MHULMALMM POCTa MUKPOTPYDHOYEK 1 MPUCYTCTBY-
€T B 3HaYNTENbHO MeHbLUMX konnyecTBax. OH HangeH B opraHn3aMax oT
OpoXoKen 0o Yyenoseka.

MwukpoTpy60oUkM 0ObIYHO HauMHaT 06Pa30BLIBATLCS BHYTPU KIETKM
B ONpefeneHHoM MecTe, U3BECTHOM KaK LieHTP OpraHn3auun MUKpOTpY-
6ouek (LLOMT), roe y-TyOynmHoB 0co6eHHO MHOro. Hykneawums BO MHO-
rMX Criyvasix 3aBUCKT OT y-TyOyrnuH — KonbLieBoro komnrekca (y-tubulin
ring complex vnn y-TuRC). BHyTpu 3TOro Komnsekca fgBa BCriomora-
TenbHbIX Oenka CBA3bIBAKOTCS C Y-TYOYNIMHOM M C HECKONMbKMMMW OpYru-
Mu 6enkamm, NOMOralpLMMM CO34aTh CNUpanbHOe KOMbLO U3 MOMeKyn
y-TyOyrnuHa, KOTopoe CnyXWT B Ka4eCTBe MaTpuLbl, HA KOTOpoW cobupa-
eTcsa MUKPOTPYybOoUka 13 13 npotomnameHToB (CM. puc. 6).

Y MHOMMX KINETOK MMEETCS OAMH XOPOLLO CTPYKTYpupoBaHHbI LIOMT,
Ha3blBaeMbIi LIEHTPOCOMOW, PacroNOXeHHbIA Bo3ne sigpa. B LIOMTe
MUKPOTPYBOUKM 3asKOopmMBaOTCS (HYKNENPYHOTCS) CBOMM MUHYC-KOHLIOM,
TaK YTO MIIOC-KOHEL, CMOTPUT HapyXy, MOCTOSIHHO pacTeT U ykopaduea-
eTcs, 30HOMpPYS BeCb 0ObeM KNeTkn (puc. 8).

Hykneauus MUKpoTpyBoYeK MOXET NPOMCXOOUTb M B OPYrOM MecTe
KNeTKM, HO MEeXaHU3M, aKTUBUPYIOLLUIA HyKneaumo MUKPOTpybo4vek Ha
LIOMT unu B gpyrux Mecrax, noka He SICeH.
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Bbbino o6Hapy>XeHO MHOXECTBO O€enKoB, KOTOpble 3asKopuBalT
y-TURC Ha ueHTpocome, B ueHTpomMepe o0ObeauHEHbl OBE LEHTPMONK
(mapa uUNUHAPUYECKMX CTPYKTYP, HaxXoOsAWMUXCA NoA4 MPSMbIM YoM
OPYr K Opyry B Buge natuHckonm Oykebl L). LleHTpuonb coctouT us uu-
NMHAPUYECKOro Habopa KOPOTKUX MOANMULIMPOBAHHBIX MUKPOTPYOOUYEK,
YNOXEHHbIX B 6OYOHKONOAOOHYHO CTPYKTYPY C OYE€Hb YETKON 9-KpaTHOM
cummetpuen (puc. 9).

{A) AWCTanbHbIE (B)

Q:"
_ MATepuHCKan — -.‘7|
UeHTPpHONL B iiltd

P“'-v.:_

3 -
&
,
- -
\\

NepUUEHTPHONAPHBIN
MaTepuan

[OYEPHAS LEHTPUONb

© (D)

§ e

TpUNNET
MHKpoTPYOoYek

Puc. 9. MNMapa ueHTpuonei B LIEHTPOCOME.
A — aneKkTpoHHasa MUkporpadusi TOHKOro cpesa BblAeNeHHOW LLleHTPOMepbl NoKasbiBa-
€T MaTepPUHCKYIO LIeHTPUOSb C €€ ANCTanbHbIMU NPUAaTKaMn U COCEAHIO A04HEPHIOH
LieHTpuonb, 06pa3oBaBLLYlOCS B pesynbTaTe yABoeHUs BOo BpeMs S-casbl. LieHTpronun
B LIeHTPOCOME OKpPY>€eHbl MMOTHBIM MaTPUKCOM NEPULIEHTPUOMNSPHOrO MaTtepuana, 13
KOTOPOro HYKMempyroT MUKPOTPY6oUkm. LieHTpronu Takke cnyxat B kadecTBe 6a3anbHbix
Tenew ANs HyKrneauum akcoHeM peCHUYeK.
B — anekTpoHHasa Mukporpadus cedeHns Yyepes LeHTpuonb. Kaxaas LeHTprons CocTouT
13 9 TpunneTos, 06pasyoLLnX LUNNHAP.
C — Kaxablii TPUMNET COAEPXKNT OOHY LieNnbHY MUKPOTPYOOUKy (MMKpoTpy6oyka A),
CBSI3aHHYI0 C He3aBepLUEHHbIMN MUKpOTpyboukamn (MmkpoTpyboykmn B n C).

D — ueHTpuonsipHbiii 6enok SAS-6 obpasyeT cynepcnvpanbHblii gumep. eBsiTe
SAS-6-aMmepoB camocobupatroTcs B KOMbLO, PACroNoXeHHOe B cepenHe
CTPYKTYpbl Hanogobue koneca Teneru. lonaratoT, 4TO UMEHHO 3To SAS-6-konbLO 3aaaeT
9-KpaTHYI0 CUMMETPUIO LIEHTPUONK.
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CoBMECTHO CO MHOXECTBOM BCrioMoraTterbHbix 6enkoB, LeHTpronm
OpPraHu3yIoT MepuyeHmMpuUOJISPHbILU MamepuaJsi, Ha KOTOPOM NPOKCXO-
OWT HyKneaumst MUKpoTpybodek.

LleHTpocombl gynnmuupyoTca M pasgensioTcs Ha OBe 4YacTu nepeg
MUTO30M, NPW 3TOM KaXKAas COAEePXUT OyNIMLMPOBAHHYIO Napy LEeHTpu-
onen.

LleHTpocombl pacxogaTcst K IpOTMBOMNOSOXHBIM CTOPOHaM sgpa B Ha-
Yyane MuTo3a, 1 3aTeM Kaxkgas hopMMpyeT NOIC MUTOTUYECKOIO Bepe-
TeHa.

OpraHusaums MUKpOTPyOO4EK 3HAUMTENBHO BapbMPYET Y Pa3HbIX BU-
0B U KMNETOYHbIX TUMOB.

B kynbTMBUpyeMbIx KneTkax 3Be3gonogobHas KoHdurypaumsa mu-
KpoTpyboyek OOBOMbHO XecCTkas, AMHaMWYHbIEe MIIOC-KOHLUbI €€ Ha-
npaBreHbl K nepudepnn KNeTkn, a cTabunbHble MUHYC-KOHLbl COBpaHbI
B6nun3n agpa. Cuctema mukpoTpybouek, paguanbHO pacnpoCcTpaHs-
IOLLMXCA U3 LEHTPOCOMbI, AEWCTBYET KaK YCTPOWCTBO ANS WHCMEK-
TUPOBaHWS yOaneHHbIX PErMoHOB KMEeTKM M AN MO3MLMOHUMPOBAaHMS
LEeHTPOCOMbI nmocpeauHe knetku. [axe B BblgeNeHHOM (parmeHTe
Knetkn 6e3 LeHTPOCOMbl AMHAMUYECKue MUKPOTPYBOoYku ynopsgoym-
BalOT camu cebsi B 3Be3dy, B KOTOPOW MWHYC-KOHLbI KNacTepusytoT-
CSl B LEHTpe C NoMOLbio BenkoB, CBA3bIBAKOLLNXCA C MUHYC-KOHLAMM
(puc. 10).
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Puc. 10. Habop MukpoTpyboyek cnocobeH HaxoanTb LIEHTP KNeTKu.
Mocne Toro, kak YacTb MMIMEHTHOW KNeTku pbibbl Obina yaaneHa npu NOMOLLM UMb,
MUKPOTPYOOYKY B OTAENEHHOM (dparMeHTe KINeTK1 peopraHn3oBanunchb Tak,
YTO UX MUHYC-KOHLIbI CTPYNNMPOBanuCh B LEHTpe hparmMeHTa, NorpyXeHHble
B HOBbIW LIEHTP OpraHnsauum MUKpoTpy6boyek.
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Takass cnocoBHOCTb MUKPOTPYHOYKOBOrO LMTOCKENneTa HaxoguTb
LEeHTP KMNeTKn AaeT BO3MOXHOCTb OpraHM3oBaTb O6LLY0 CUCTEMY KO-
opavHaT, koTopas 3aTeM MCMomnb3yeTcs ANns pacnpegeneHuss opra-
Henn B Knetke. BolcokoguddepeHumMpoBaHHbIe KNETKM CO CHOXHON
MOpPQOnormen, Takne Kak HemMpOHbl, MbllLeYHble KNEeTKU U 3NUTenu-
anbHble KNEeTKW, OOJMKHbI MCMOMb30BaTbh AOMOMHUTENbHBI N3MepK-
TenbHbIA MexaHu3M Ans paboTbl CUCTEMbI BHYTPEHHUX KOOpPAWHAT.
Tak, Hanpumep, nNpu obpa3oBaHUN MEXKNETOYHOrO KOHTaKkTa Mexay
anuTenuanbHbIMK KIeTKamMu, MUHYC-KOHLbI MUKPOTPYO0YeK ABMXKYTCS
K ydacTkam BO3rie anukanbHon membpaHbl. I3 aToro HecummeTpuny-
HOro MOnoXeHns Habop MUKPOTPYOOYeEK BbITATMBaAETCA BAOMNb AJIMH-
HOW OCKM KIEeTKW, MpW 3TOM MMHOC-KOHL bl HanpaBreHbl Ha 6asanbHyo
MemOGpaHy.
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BEAKOBBIH COCTAB LIEHTPHUOAEH

LleHTpronn — 310 UMNMHOPUYECKME CTPYKTYPbl, OObIYHO MOCTPOEH-
Hble 13 9 TpWUNNETOB MUKPOTPYOOYEK, OOHAKO HEKOTOpblE LEHTPUONU
YCTPOEHbI NMPOLLE: Y MyX OHM COCTOAT 13 AyOneToB, a y Hematobl MPOCTO
OOWHOYHbIE MUKPOTPYOOUKKM. Y CTapluell MaTepUHCKOM LieHTpUONu B
Ka)xOon nape ecTb NpuAaTku, OTCYTCTBYIOLLME Y AOYePHeN LLIeHTPUONMN.

C nomoLbo 3NEKTPOHHON MUKpockonum Bbina onpeaeneHa obuias u
KpucTannuyeckas CTpyKTypbl KOMMOHEHTOB LieHTpuonu. B coctaB ueH-
Tpuonen BxoamTt MHoro 6enkoB. Hanbonee MHorouMcneHHbIMyn 6enkamm
B LEHTpPUONAX SABNAKTCA a- U B-TyOynuH. LieHTpronsapHble MUKpPOTpPY-
Ooykn bonee cTabunbHbI, YeM LUTONNasMaTu4eckme, 3a oauH KneTou-
HbI UMK B HUX 06HoBnsieTcs Beero nuwb 10 % TyGynvHoB.

Kak un B gpyrnx ctabunbHbIX MUKPOTpyOoYkax, a- n B-TybynuHbl B
LEHTPUONAX NONUIMyTaMUIMpoBaHbl (MonurnyTamunupoBaHe — dop-
Ma 0OpaTMMON NOCTTPAHCASALMOHHON MoAMdUKaLMKN OCTATKOB ryTaMu-
HOBOW KMCNoTbl B 6enkax, puc. 11). Npu MHbEKUMN B KNETKY aHTUTEN K
rMyTaMUIMpoOBaHHOMY TyOYynUHY npoucxoguT pasbopka LeHTpuonen u
nepuLEeHTPUONSIPHOro MaTepuana.
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Puc. 11. MonurnytamunupoBaHne 6enkoBbIX Lienev B TybynuHax
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OcranbHble 6enku B
LEHTPUONSAPHbBIX CTPYK-
Typax NpuUCYTCTBYHOT B
MEHbLLMX KOnM4ecTBax.
Onvromepbl benka
SAS-6 o6pasyloT Kpyr
uwnn cnupanb C AeBs-
TUKPaTHOM CUMMETPU-
en, KoTopas nexuT B
OCHOBe COOpKM OEBATU

-8

TPUNMETOB  MUKPOTPY-
Oouyek BO Bpems dop-
MUPOBaHWS LIEHTPUONN,
Kak cTynuua B Tenex-
HOM Kkorece (CMm. pwc.
8 A). Takaa «dopmu-
pylowasy  CTpykTypa
0BbIYHO OTCYTCTBYET B 3perbiX MaTEPUHCKNX LeHTpuonsax. JuctanbHble
NpyaaTkn 3asKOpMBaOT MaTEPUMHCKYHO LEHTPUOMb Ha NnasMaTnyeckyto
MembpaHy, ecrnv LEeHTPUONb CNYXUT B KayecTBe 6asanbHoOro Tenbua B
pecHuykax. [pyrne 6enkun obpasytoT cybaucTanbHble NpuaaTku Ha ma-
TEepPUHCKon LeHTpuonu (cm. puc. 8 C). HuHenH (HanHWH) Nnomoraer 3as-
KOpMBaTb MUHYC-KOHLIbI MMKPOTPYOOYEK Ha LEHTPOCOME, a LIEHTPUOITUH,
BEPOSATHO, 3asiKopuBaeT Oenku, KOHTPOMMPYIOLLME KITETOYHbIA LMK U
perynupyoLme ctabunbHOCTb MUKpOTpyOouek. [1Ba 6onbumnx dounbpun-
nsApHbIX (cynepcnupanbHbix) 6enka — C-NAP1 n pymnemuH — obpa-
3ylOT BOMOKHA, 06beanHsAoLWmne NepuULEHTPUONAPHBIN MaTepuan BOKpyr
OBYX LleHTpuonen.

B ueHTpuonsax tawke cogepXutcs OonblIoe KOnMMYecTBO M30gopm
ueHTpuHa — 6ernka, umetowwero EF-hand-moTtnB 1 cBa3biBatoLero Kanb-
uun. 3toT 6enok Noxox Ha kanbmMoaynuH (puc. 12).

B npucyTcTBHH

be3 nentiaa nenTHaa

Puc. 12. KanbmogynuH cBsasbiBaeTcs ¢ noHamu Ca2+
1 obopaymBaeTcst BOKpYr a-cnvpanm (kpacHasi)
B Benkax-muLeHsx. 3ameTbTe, Kak CUINIbHO M3MEHNNOCH
NONIoXXeHWe Cnmpanu, NoMeYeHHoW 38E3004KOL

BenkoBbI cocTaB NepuULIeHTPUONAPHOro maTepuana

BbicokomonekynsipHbele (bonbline) cynepcnuparnbHble 6enku okpy-
XKalT MaTepUHCKY0 LEHTPUOMb M 00pasyoT NepULIEHTPUONSAPHbIA MaTe-
punan (MLUM). Takass nogMocTKkOBasi CTpyKTypa obbeguHsaeT B cebe ceTb
YTuRC, knHas, doccaras n gpyrux 6enkos — Bcero nx bonee cra. Ha
3ANEKTPOHHON MUKpogoTOorpadmum ToHKoro cpesa sugHo, MNUM He npea-
CTaBrnsieT cobomn opraHensny, u B HEM He BbISBNAETCH HUKaKUX BHYTPEH-
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HUX perynsipHbIX CTPYKTyp (puc. 8 B). MNpu nomowwm driyopecueHTHOwn
MMKPOCKONMM onpeaeneHa opraHnsaums 6enkos B MLM.

B TeueHun knetouHoro yukna NUM meHnsieTcs. Bo Bpems nHTepdassbl,
6enok nepuueHTpUH PopMUpPYET OAMHAPHBIA CIOW BOKPYT LEHTPUOMMW.
Mpw 3TOM OOUH KOHEL, NEPULIEHTPMHA CBSI3bIBAETCS C LIEHTPUONSPHBIMU
MUKpOTpyBOoUKamu, a Apyron ero KOHew paguarnbHO MPOXOAWT MO CrOoH
Hapyxy n B3anmogencTteyeT ¢ YTURC n gpyrumm 6enkamm (puc. 13).

lMo3gHee B KMETOYHOM LMKIe MutoTudeckme kuHasbl (Polo-like
kinase n Aurora kinase) npumyT yyactue B paspactaHum NLM, B ko-
TopoM nosiButcs 6onblue konui YTURC 1 apyrmx nepuueHTPUONsapHbIX
0enkoB. Ha ©onbLLIOA MUTOTUYECKOW LIEHTPOCOME Mpoucxoamt cbopka
HOBbIX MUKPOTPYBOoUek BbICTpee, YeM B UHTEpPA3e.

Komnnekc yTURC — ato cbopka 14 monekyn y-TybynuHa, nognep-
XMBaeMbIX BCcromMoratenbHbIMn 6enkamu, npu aTom hopMUPYETCS KOM-
nnekc Hanogobue ctonopHowm Wwanobsl (puc. 14).

CtpoutenbHbiM ©riokom npu noctporike YTURC saBnsaeTca manbin
KOMMEKC ABYX Y-TyOynMHOB C ABYMS NoaAepXuBatoLwmmm 6enkamm. Ha
3TOM Y-TyOYyNIMHOBOM KOSbLEBOM KOMISIEKCE HaunHaeTcs cbopka a-/B-
TyOYyNUHOBLIX ANMEPOB B MUKPOTPYOOUKY 13 13 npoTodmnameHToB.

Takke oOpasyerca «pybeuy». Komnnekc KanupyeT MWHYC-KOHeL|
MUKPOTPYBOUKM, a pacTeT aTa MUKPOTpybouyka co cBoero cBoOOAHOro
MC-KOHLA.

# — ARCTAIBHELIE OPRIATRHED
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Puc. 13. ApxuTekTypa nepuLeHTpUonspHoOro Matepuana
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AYIIAHKAITHA HEHTPOCOM
BO BPEMSI KAETOYHOI'O IIHKAA

Livkn nonykoHcepBaTMBHON AynnvkaLun LEHTPOCOM U UX pasgene-
HWUSi NPOYHO CBSI3aH C KIMETOYHbIM LMKITOM (puc. 15).

Pennukaumsa ueHTPOCOMbI Ha4yMHaeTca B S-hase - korga HaumMHaeT
pennuuupoBatbea saepHas JHK. 3ToT npouecc 3aBUCUT OT LUKNNH-3a-
BMCUMOM KMHa3bl Cdk2 (akTuBMpyemMon umknuHoM E u/mnu unknmHom A).
JdaHHasa kvHasa BblknovaeT yomkButuH E3-nurazy APC/CCPH!, yTto no-
3BOMnsieT HakonuTbes 6enkam, HeobxoanMbIM AN pennuMkaunm LeHTpu-
onen. B aTom npouecce Takke BaxHa polo-like kuHasa (Mono-nogobHas
KMHasa, y yenoseka 310 PLK4), koTopas kak pa3 B 3TO Bpems BKO-
YyaeTcd. Kaxgas LeHTpuonb 3anyckaeT MOCTPOeHMe HOBOW LEHTPUONMK,
KoTopas BygeT pacnonoxeHa K Hew nog NpsMbIM YrioM K NpoKcumans-
HOMY KOHLly HavarnbHOW LueHTpuonu. M Takum obpasom npeabigyLias ao-
YepHAst LEHTPUOMb CTaHOBUTCH HOBOW MaTEPUHCKOW LIEHTPUONBLIO, UK
M2 (puc. 15). AganTopHbin 6enok, HaxoaswWwmMncs Ha OQHOW CTOpPOHE
Ha KaXgow MaTepUHCKOW LeHTpuonu, npuenekaet polo-like kuHagy, ko-
Topas akTusupyeT 6ernku, nossonsowme nponssectu cbopky SAS-6 B
Bonblloe «TenexHoe Konecoy», UMeroLlee AeBATUKPATHYIO CUMMETPUIO
(cm. puc. 8 A). B 3aBncumocTu ot Buonorudeckoro smaa, SAS-6 obpasy-
€T CTOMKY Konew unu cnupanes. Takas cTonka (cnvpans) ¢ gpyrum 6en-
koM, SAS-4, obpasyeT MaTpuLy, Ha KoTopow ByaeTr cobupaTbcs Konb-
Lo U3 AeBATU €OUHUYHBIX MUKPOTPYBOYEK — MpoLEeHTpUonb. 3aTem 3TO
KOMbLO edVHUYHbIX (CUHIMETHBIX) MUKPOTpYyboyek ByaeT npespalleHo
B cOOpKY M3 OeBATU TPUNMETOB, a caM NPOLECcC Takoro npespalleHus
3aBUCUT OT O- U e-TyBynMHOB (B BOMbLUMHCTBE OpraHM3moB). [JovyepHue
LEHTPUOMM NOCTENEHHO YANMHSAIOTCS B OCTaBLUENCS YaCTW KINETOYHOro
uMKna, gocturas CBoew NonHow ANUHbI HeNOCPeaCTBEHHO nepes MUTo-
30oM. Kak pas Ttorga M*® npuobpeTtaeT guctanbHble U cybaucTtanbHble
npuaaTkn U CTaHOBUTCS MOPOMNOrMyeckn 1 yHKLMOHaNbLHO 3KBMBA-
NEHTHOW CTapon MaTEPUHCKOMN LEeHTpUonu, unu Merr,

Takum obpasom, nepen BXOAOM B MWUTO3 B KMeTKe eCcTb TpW Tuna
LEHTPUOMEN, pasnuyalomMxcs no BO3PacTy, CTPYKTYpe U akTUBHOCTU
(cm. puc. 15). [IBe matepuHckue ueHTpuonu — Me™P n M"® — cnapeHbl
Kaxkgasi C OQHOM U3 MAEHTUYHbBIX AOYEPHUX LUeHTpuornen. Me™ Beina co-
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OpaHa eLle B N03anpoLLrioM KIeToYHOM Luknie, a M — B npowriom. [Jo-
YepHue LeHTpuonu 6binm cobpaHbl B S-¢hase TEKyLLEro KNeToYHOro LK-
na. B kneTkax yenoBeka Ha 3TON CTagun «TeENeXHoe Koneco» n3 SAS-6
6enkoB ncyesaeT B JOYEPHUX LEHTPUOMSAX.

«OTHOLWeEHUA poacTBa» cpeau 3TUX YeTbipex LEeHTpUonen U3MeHs -
l0TCS, KOrda KneTka BXxoauT B MuTo3. [MpumepHO BO Bpems nepexoga
n3 G2-gpasbl B MUTO3 KMHasa Nek2 dhoccopunmpyeT ombpunnsipHbIn
oenok C-NAPL, npyn aTOM BOMOKHO, COeauHSAOLLEe ABE Napbl OTPenv-
LMPOBaBLUMXCS LIEHTPUONEN, pa3pyLLaeTcs, YTO NO3BOMSET Napam LeH-
Tpuonewn pasonTuch. Bo Bpems npodasbl KUHE3MH-5 1 gpyrne MoTopHble
Genkn pactackvBaloT OBe Mapbl LEHTPUONEW, Lwarasi no noBepxXHOCTM
sagepHorn o6onoYkn, YTobbl «y4peanTb» ABa NOMOCa MUTOTUYECKOTO Be-
peTeHa. Bo BpeMsi aHadhasbl kackag MutoTndeckux kmHas (Cdk1 — Au-
rora A — polo-like kinase 1) oTaenstoT HOBblE JOYEPHUE LIEHTPUONN OT
MaTEPUHCKMX, HO MPU 3TOM LIEHTPMONW B MOMHOCaX OCTAOTCH CBA3aHHbI-
MU Mexay cobov TMOKUMM FTIMHKEpPaMKU MeXay CBOUMU NPOKCUMAaITbHbIMU
KoHUamum (cm. puc. 8 C).

Ecnn nckycctBeHHO yaanuTb LEHTPOCOMbl M3 HOPMarbHOW KIeTku,
TO OHa BCE paBHO MOXET BXOAMTb B MUTO3 U CTPOUTbL BunonspHoe MuTo-
TMYECKOEe BEPETEHO, MCMOMb3yH NPy 3TOM MOTOPHbIE Benkn Ans nocTpo-
€HUS1 U PEKOHCTPYMpPOBaHUS MUKPOTpybouek. Takvne knetkn meaneHHo
3aBepLuarT MMTo3, a okono 40 % M3 HMX pasgenstTcss LMTOKUHESOM.
OHun 3aTem CTPOAT HOBble LeHTpuonn de novo («C Hynsi») BO BpeMs
S-cbasbl crnegyoLero KNeTo4HOro LMKna 1 BOCCTaHaBMMBAalOT CBOU Krie-
TOuYHble ueHTpbl. OgHako ecnu NpogorkaTte NogaensaTe obpasoBaHue
LEHTPOCOM C MOMOLLIbIO MpenapaToB, TO 3To OyAeT KOCBEHHbIM 06pa3om
3aTpyaoHATb Nponudepaumio BeriecTeme ownboK B pacxoxgeHnn Xpo-
MOCOM.
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$YHKIITHHU IIEHTPOCOM

OCHOBHOWM (DYHKUMEN LLEHTPOCOM SIBMSIETCS HyKreauus, 3asikopvBa-
HWE 1 opraHusauums MUKpPOTPYDOYEK Kak BO BpeMsi MHTepdasbl, Tak U
MuTO3a. B TOXe BpeMs CylLecTBYHOT ApyrMe MexaHu3Mbl OpraHu3auuun
MUTOTUYECKOrO BEpEeTeHa, BKITHOYas MOTOPHble Genku, NoCcKonbKy pac-
TEHWS1 N HEKOTOPbIE KIETKM XMBOTHBIX CNOCOOHBI 0Opa3oBbIBaTb MUTO-
TUYECKOE BEPETEHO W Apyrve CTPYKTypbl MUKpPOTpybouek 6e3 yyactus
ueHTpocom. Takke GOMbLUMHCTBO CTaaui pPasBUTMS MITOSOBON MYLLKU
MOXET npoucxoantb 6e3 LeHTPOMEpP, OOHAKO OTCYTCTBUE PECHUYEK MpU
3TOM CTaHOBUTCS NETAlNbHbIM.

Bokpyr matepuHckor ueHTpmonu yTuRC-komnnekc, Haxoasiui-
ca B UM, Hyknenpyetr MuKpoTpybOuYKM, Kanmpysa (M TeM caMbiM CTa-
OUNU3Npysa) MX MUHYC-KOHLbI, @ MIC-KOHLbI Ha4yMHalT uccrnenoBatb
uuTonnasMy, MOCKOMbKY OHW PacTyT, U AUHAMUYECKN HECTabMUIbHbI (CM.
Bblwe). AuctanbHble U cybaucTanbHble Npuaatkn Ha UeHTpuonm Merp
noMorarT 3agKopuBaTb MUHYC-KOHLIbI 3TUX MUKpOTpyboYek. MNpu aTom
co3fgaeTcs paguanbHbli HAbop MUKPOTPYOO4YEK, B KOTOPOM LEEHTPUONb
Me™@ pacrnonaraetcst No UeHTpy (puc. 16). MNepuueHTpronapHbIA MaTe-
pvan paclumnpsieTcst Mo Mepe TOoro, Kak KrneTka BXoguT B MUTO3, TeM ca-

Puc. 16. Knetku C. elegans. Ha pekoHcTpykumm LLOMT (LeHTpa opraHusaumm MUKpoTpy-
604ek) BUAHbI NOTHbIE MyYKN MUKPOTPYGOUEK, OTXOASILLME OT LIEHTPOCOMBI
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MbIM YBENMYMBAETCSH €ro BMECTMMOCTb N0 MUKPOTpyboykam Ans Bepe-
TeHa genexus (puc. 6 B).

Ecnu akcnepumeHTanbHO paspylinTb LEHTPOCOMbI, LuTonnasma-
TMYeckue MUKpPOTPYBOUKM, mcxogsime u3 LEeHTPOCOMbI, paspyLuaTcs,
OfHaKo Apyrve uurtonna3matmyeckme MMKpPOTPYOOUKM NpogormkaT CBOé
cywiectBoBaHue (puc. 17).

Bo MHormx gndpdepeHuUMpoBaHHbIX KNeTkax MUKPOTPY6OoUk/M BHaYa-
ne cobupatoTcs (HYKNenpyoT) Ha LEHTPOCOMaX, 3aTEM OTCOEANHATCS
OT HUX 1 BHOBb 3asikOpuBaloTCs Nnbo CHoBa Ha LieHTpocoMax, nnbo rae-
TO B UMTOMMa3me — HanpvMep, Ha anukanbHOW MemOpaHe B anutenu-
anbHbIX KneTkax (puc. 18). B HenmpoHax MUKPOTPYBOUKN OTKPENNATCS
OT LIEHTPOCOM U TPAHCMOPTUPYIOTCS MO akCoHam 1 aeHgputam (puc. 19).

My4ok NonsAprM30BaHHbIX ANHAMUYHBIX MUKPOTPYBOYEK, pacxogsaLLmx-
CS OT LEHTPOCOMbI, CUMBbHO BMWSET Ha pacnpegeneHne MemMopaHHbIX
opraHenn B uutonnasme.

OlNC obbIvHO paccesiH (aucneprupoBaH) nNo nepudepun uuTonnas-
Mbl. Takoe ero nornoXxeHne OCYLLECTBSETCS TPaHCNOPTUPOBKOM LEH-

EHTPHO/IB
~_ meHTp

_MHKPOTPYO04UKH
1
|

Puc. 17. LieHTpocombl 1 MUKPOTPYBOUKM B KNETKe.
Pa3pyLieHune LeHTpocoMbl NasepoM He NPUBOAUT K MpeKpaLleHmnio c6opkm
LuuTonnasmaTuyeckmx MUKpoTpyboyek, o4HaKO OHU CTaHOBSTCH HEOPraHN30BaHHbLIMMU
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TPOCOMbI C MOMOLLbIO KUHE3UHOB W PaCTYLUMX MITHC-KOHLIOB MUKPOTPY-
Go4yek. Takum o6pasom, NosioKeHNe LEEHTPOCOMbI U acCOLIMMPOBAHHbBIX
C Hell MUKPOTPYGOYEK MOXKET MOSSiPU30BaTh CEKPETOPHbIE MyTW. Tak, Ha-
npumMep, UMToToKCHMYeckne T-MMMdouMTbl NEpeMeLLaloT LLEHTPOCOMY K
KIMETOYHOMY KOPTEKCY, COCEACTBYHLLEMY C KIETKOW-MULLEHbIO, TaK YTO
cekpeunst nopoobpasytoLmx 6ernkoB NoOMoraeT MM3MpoBaTb MULLEHb.

C ppyroii cTOpoHbI, annapaT MonbMKu 1 3HLOCOMbI aKKYMYNUPYHOTCS
BO3I1€ LIEHTPOCOMbI C MOMOLLbIO TPAHCNOPTa MO HAaNPaBNEHUO K MUHYC-
KOHL|{aM MUKPOTPYBOoYEK, OCYLLECTBSIEMOrO LIMTOMNMa3MaTU4eckuMmn au-
HeuHamm.

Puc. 18. KneTkn KONOHOBUAHOTO 3NUTENUS B KNETOYHON KymnbType.
Ha paHHou 3D-pekoHCTpYKLUM BUAHO, YTO MUKPOTPYGOYKM OPUEHTMPOBAaHDI
BAONb NPOAONBHOM OCK KNeTKW
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Brnnskoe pacnonoxeHve LEHTPOCOM C S4POM MO3BOMSET CETU MU-
KpoTpybouek 3asikopmBaTb SAPO Ha KIETOYHbIN KOPTEKC BO BPEMS MU-
rpaumm KneTku. Takoe 3asikopMBaHWE BaXKHO AN OpUeEHTaUmMM sapa npu
pa3BMTUM MO3ra Y NO3BOHOYHbIX.

LleHTpocOMbI M OTXOAsILLME OT HUX MUKPOTPYDOUKM Takke nomoraroT
B OnpeaeneHun NonoXeHUs KOHTPaKTUIbHOMO Kosfblia BO BPEMS LIMTO-
knHesa. o mepe obGpasoBaHusA 6Opo3abl AeneHUs BO BPeMsI MO3OHEN
aHagasbl MaTepUHCKas U O0YEePHSS LEHTPUMONM OTCOEaUHSAOTCS Opyr
oT apyra. MartepuHckas LeHTPUOMNb BPEMEHHO NEpeMEeLLaeTCsi B MeX-
KINETOYHbIN «MOCTUK» MEXAY ABYMS JOMEPHUMM KIeTKaMu NpsMo nepen
TEM, Kak OHU pasfenaTcsi. Takoe nepemMelLeHne MaTePUHCKON LEEHTPUO-
1, BO3MOXHO, Kak-TO BMMSIET HA pa3pesaHne 3TOro MOCTMKa.

LleHTpuonu cnyxat B kadyecTBe GasanbHbIX TeneL, Ha KOTOpbIX CTPO-
SATCA M Ha KOTOPbIX 3asiKOPUBAKOTCA akCOHEMbI pecHuuek (puc. 20 B). Ha

“:_ 10 um

o

Puc. 20. PecH/YKM Ha anuTenuanbHbIX KNneTkax »xxabp mugun.
A — Ha ckaHupytoLLel anekTpoHHON MuKpodoTorpadumn BUAHO, Kak nsrnbatome
[OBWXEHUS PECHUYEK, MOXOXMUX HA aHTEHHbI, CKOOPAWHUPOBaHbLI 1 06Pa3yHOT BOMHY.
B n C — TpaHCMUCCUOHHbIE 3NEKTPOHHBbIE MUKPOGOTOrpadonn pecHUYEK.
B — Ha npogonbHOM pa3pese BuAHbI 6a3anbHble TenbLa U NPOKCMMAarbHble YacTu
OBYX PECHUYEK, @ TaKKe BUAHBI MUKPOBOPCUHKM.
C — nonepeyHbin pa3pe3 MHOXeCTBa pecHuYek. BuaHbl AeBSATKM BHELLHWX AyNneToB
1 Napbl UEHTparnbHbIX MUKPOTPYBOoUek
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LeHTpOCOMarbHbIX LEHTPUONSIX B GOMbLUMHCTBE TKAHEW MO3BOHOYHbLIX
MOryT BblpacTaTb HeABWUraTenbHble MepeuYHbIe PEeCHUYKU, KOTOopble
cnyxaT B Ka4eCTBe CEHCOPHbIX opraHenn (puc. 21). Korga kneTtka BbIxo-
OWT U3 KINETOYHOro UMKa, MaTePUHCKas LEHTPUOMb «MpULLBapPTOBbLIBA-
€TCsA» BO3Me BHYTPEHHEW NOBEPXHOCTU Mra3maTUYeckon MeMbpaHbl
Ha Hel Ha4YMHaeT CTPOUTLCSI akCoHeMa, cocTosiLasi U3 AeBATM AybneTos
MUKpPOTPYBOUEK.

JedekTbl B NEPBUYHbIX PECHUYKAX CryXaT MPUYMHON MOSNUKUCTO3-
How GonesHn Noyek, a Takke MHOXeCTBa ApPYrMx 3aboneBaHui.

LleHTpronM noMmmo BbILLIENEPEYNCIIEHHOTO Takke obpa3sytT Oa-
3asbHble TenbLa ABUraTeNbHbIX PECHUYEK Y MHOMUX MPOCTENLLINX, cnep-
MaTO30MAOB M PECHUTYATLIX anuTenuneB (puc. 22). B Taknx kneTtkax 6a-
3anbHOe Teno cobupaeTcsa AN KaXaoh PECHUYKN.

pecAEYRA

© AKCoHeMOd
240

Puc. 21. NepBu4Hasa pecHuYKa.
OnekTpoHHasi MukpodoTorpadmsi TOHKOro cpesa Me3eHXUMarbHON KNETKM
C NEPBUYHON PECHUYKOW, COBpaHHON Ha OAHOW U3 ABYX LIEHTPUONeW,
cnyxallen B kayecTBe 6asanbHoro tenbua
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MUKPOTPY-

Puc. 22. basanbHble TenbLa.
MokasaHbl ceyeHuns  TpexmepHoe n3obpaxeHne H6asanbHOro TenbLa U NPOKCUMarnbHON
YyacTu xryTuka xnammpgomoHagbl (Chlamydomonas). Ha 3D-uzobpaxeHun YyacTu BHeL-
HUX AybrneToB oTpesaHbl, YTOObI NOKa3aTb LEeHTparnbHy napy MUKpOTpybouek
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IHEHTPOCOMEBI H PAK

B onyxoneBbix KneTkax YeroBeka pefko BCTpevarTcs MyTauuun
B reHax LieHTpocoManbHbIX 6enkoB, HO YacTo HabngakwTca aHo-
MarnbHble LeHTpocoMbl. B ogHOM 13 nccnegoBanuii 6bin0 BhisiBNE-
HO, 4YTO B 96 % BbLICOKO3IOKa4YeCTBEHHbIX OMyXOfen HaxoasT aHo-
MarbHble LEHTPOCOMbI, BkMtovasi bonbliepasmepHele (oT 5 go 10
pas KpynHee HopMarsbHbIX), C HEOObIYHOM (DOPMOM, a TakKe MHOXe-
CTBEHHbIE LleHTpocoMbl. iccnegoBaTenu ndyyatoT, BHOCAT Ny BKnag
Takve gedekTbl B LEHTPOCOMax B oOpa3oBaHne Oonyxonen unm atu
AedeKkTbl BTOPUYHbBI U NOABNAIOTCS Kak cneacTBMe OpYrnX MyTauuim,
KOTOpble U ABMAKTCA NPUYNHON 310KAYECTBEHHOIO NepepoXaeHus
KIeTKM.

OpgHum 13 Hanbonee BEPOATHBIX MEXAaHM3MOB, CMOCODOCTBYHOLLNX
obpa3oBaHNO OMyxonemn, SABNSETCA HEMpaBUITbHOE pacxoXaeHue
XPOMOCOM BO BpPeMS KNETOYHOTo AeneHns ns-3a gedekTHbIX LeHTpo-
coM.

CyLLIeCTBEHHOE M3MEHEHME YMCa XPOMOCOM SIBMISETCSA CreACTBMEM
HEBO3MOXXHOCTW 3aBEPLUMTb LUTOKUHE3, YTO MOPOXOAET KNEeTKy-npea-
LIECTBEHHULLY C YBENWYEHHBIM BABOE MO CPABHEHUIO C HOPMOW Korun4e-
cteom [HK, xpomocom u ueHTpocoM. NoTepsi unun npnodbpeTeHne nuL-
HUX XPOMOCOM BeET K HEKOHTPONMPYEMOW KINETOYHOM Nponvdepauuu,
€Crnn HapylleH GanaHc mMexgy CTUMYNUPYHLIMMW POCT OHKOFEHaMU |
reHamMmmn-oHKocynpeccopamu.

BOnbLUMHCTBO KMETOK MO3BOHOYHbLIX C HEHOPMAaribHbIM YNCIIOM XpO-
MOCOM OCTaHaBINBAKOT KINETOYHBIN LMK, MO0 Xe YMUPaKT C MOMOLLBHO
anonTo3a. OgHako BO MHOMMX TUMaxX ONyXorneBbIX KNETOK TaKOW KOHTPOIb
KNETOYHOro AeneHnst HapyLUeH, NPENMYLLIECTBEHHO 13-32 MyTaLUWii B re-
He-oHKocynpeccope p53. KneTkn, B KOTOPbIX 3TOT TPaAHCKPUMLIMOHHbIN
dakTop Gonee He YHKLMOHMPYET, BbPKMBAIOT HECMOTPSA Ha HEHOop-
ManbHOE KONMYEeCTBO XPOMOCOM W/MIN LEHTpPOcOoM. B aToM KOHTekcTe
OedeKTbl LLEHTPOCOM CKOpee BCEro SIBMSATCA CNEeACTBUEM OMNMCAHHbIX
MyTauui, YEM NPUYMHON OMYXOnW.

Heckonbko ApyrMx mMexaHW3MOB TakkKe MOryT CIyXWTb NPUYMHOWN
OedekToB B LLEHTPOCOMAax 1 BHOCUTL CBOW BKIag B onyxoneobpasoBa-
Hue. Hanpumep, YpeamepHasi akcnpeccus epMeHTOB, PErynmpyoLLmx
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LEHTPOCOMANbHbIN LUKI, MOXET NPUBOAUTL K MOSABMEHUIO WU3MULLHMX
LueHTpocoMm. [JeNcTBUTENbHO, B HEKOTOPBIX OMYXOMEBbIX KIETKax reHe-
TUYECKUI NOKYC C reHoM Aurora-A amnnmnumpoBaH.

B pesynbraTe 3TOro upeamepHas 3KCrnpeccusi NpOTENHKMHA3bI
Aurora-A Bbi3bIBaeT aHOManum B LEHTPOCOMAax U MellaeT HopMalb-
HOMY PEerynvMpoBaHUI0 KITETOYHOro pocTa. Takue KMeTku, ecnu ux
BBECTW NOAOMbITHLIM Mbilwam, 06pasytoT onyxonu. [ledekTbl LeHTpo-
coM TaKkke cbuBaloT perynupoBaHue nponudepauumn 3a cyeT nep-
BUYHbIX PECHUYEK, YTO CMOCOBCTBYEeT MuUrpaumMm MeTacTaTuyecKux
OnyxoneBbIX KIeToK, MBo n3meHseT noBegeHne CTBOMOBbIX KNETOK
onyxonu.

Benku,
CBA3bIBalOLWMNECA C MUKPOTPYOOUYKaMu

OunHammka MukpoTpyboyek ynpaBnsieTcss MHOXecTBoM 6ernkos, CBSI-
3bIBaOLLMXCS C TYOYNMHOBLIMU AMMEPaMU UM C MUKPOTPYBoYKamu, Kak
nokasaHo Ha puc. 23.

benku, cesAsbiBatoLmMecss ¢ MUKPOTpybovkaMm, 0606LLEHHO Ha3biBa-
10T microtubule-associated proteins (6enku, accoyuupoeaHHbie C
mMukpompy6oukamu), unn MAP. Hekotopble MAP b npegoTtepalyatoT
pa3bopky MukpoTpydouek. Nogknacc MAP Takke MOXeT onocpeaoBaTb
B3aUMOAENCTBNE MUKPOTPYOOYEK C OPYrMMU KOMMOHEHTaMMu KIETKMW.
OT1OT nogknacc ocobeHHO XOPOLLO NPeacTaBrieH B HEMpOHax, rae cra-
OUNU3NpPOBaHHbIE MyYKM MUKPOTPYBOoYek hopMUPYIOT CEpALEBMHY aK-
COHOB 1 AeHaputoB (cM. puc. 24). Y atnx MAP0B eCTb N0 MEHbLUEN
Mepe oauvH OOMEH, CBSA3bIBAOLLMIACA C MOBEPXHOCTBIO MUKPOTPYOOUKH,
a Takke AOMeH, BbiCTynawLwwmx n3 6enka snepea. nuHa BeicTynaroLlero
Bnepeq AomMeHa onpeaensieT, HacKOmbKO MAOTHO NoKpbITble MAP Mukpo-
TPyOOUKM MOryT ObITb YNakoBaHbl BMECTE, Kak BUOHO U3 3KCMEPVMEHTOB
C KIeTKaMu, B KOTOPbIX MCKYCCTBEHHO Oblnia yBenMyeHa aKCrnpeccus Toro
unu mHoro 6enka. Knetku, B KOTOPbIX CMHTE3MpoBanocb MHoro MAP2,
UMEIOLLIErO ANMMHHLIN BbICTYNALWMA JOMEH, (hopMupoBanu ny4vku cra-
OUNbHBLIX MUKPOTPYBOYEK, 3aHMMaBLUMX MHOIO MeCTa, B TO BpeMS Kak
KINeTKX, B KOTOPbIX CUHTE3MPOBANoOChb MHOIO fau, UMEILLIEro 3Ha4nTenNb-
HO Bonee KOPOTKMI BbICTYNaOLWMA JOMeEH, hopMmmpoBanu 6ornee nnoT-
Hble MYYKN MUKPOTPYyBOoUek (CM. puc. 25).

MAP bl IBNAOTCS MULLIEHSIMW HECKOJTbKMX NMPOTENHKMHA3, a ocdo-
punuposaHue MAP BnusieT Kak Ha UX akTUBHOCTb, TaK 1 Ha MoNoXeHne
BHYTPW KMNETKM.
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Puc. 23. OcHOBHbIe Kraccbl BCoMoraTesibHbIX 6enkos,
B3aVMMOAENCTBYIOLLMX C MUKPOTPYBOUKamMu
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Puc. 24. Nokanusaums MAP
B aKCOHe 1 AeHApUTE HelpoHa.

OTa MMMyHodnoopecLeHTHas MMKporpadms
nokasblBaeT pacnpegeneHue 6enka tau
(3enensbit) n MAP2 ( ) B He/ipoHe
rynnokammna B KneTovHom Kynetype. Kak BugHo,
Genok tau HaxoaUTCst NPEUMYLLECTBEHHO
B aKCOHe, B TO BpeMsi Kak nokanusauna MAP2
orpaHuyeHa nuilb TeNOM HeMpoHa 1 ero
AeHaputamu. AHTUTENa, UCMOMb30BaHHbIE
Ons npokpacku tau, cBA3bIBAKOTCS TOMNBKO
C HedpochopunmpoBaHHOM OPMOIA.
docdopunmpoBaHHbI tau Takke
NpuUCyTCTBYET B AIGHAPUTAX

el MUKpoTpyEKa o MuKpoTpyOKa
bwe) MAP 2l g
Yoo ? “oee;
.... . tau
feag 2
LT »

(A) (B)

300 HM
Puc. 25. OpraHu3auus ny4koB MUKpoTpy6o4ek npu nomolum MAP.

A— CBA3bIBAETCH NPOAOSILHO C MUKPOTPYBOUKOM Ha OQHOM KOHLIE, @ C APYroro ero
KOHL@ TOPYMT ANUHHAs «pyka» C APYrMM OMEHOM CBSi3blBaHWSi C MUKPOTPY6oUKamu.
B — Tau obnagaet KOPOTKUM KPOCC-NMHKEPHBIM [JOMEHOM.

C — OnekTpoHHasa MUKporpadys nokasbiBaeT paspes vepes nMyvok MUKpOTpyboyek B KneTke,
CUHTE3UPYIOLLIEN NOBBILLEHHBIE KONWYECTBa . OavHaKoBble paccTosiHUS MEXay MUKPO-

Tpyboukamu obecneymnBatoTcs NOCTOSAHHOW ANUHON BbICTYMAIOLLEN «PYKU»
D — Pa3pes 4yepes ny4ok MMKpOTpy6oyek B KNeTke C NMOBbILLEHHOW IKCpeccuen tau.
3pecb MUKpoTpyBbOoUKM pacrnonoxeHsbl 6ornee NNOTHO Apyr K Apyry, 4em Ha (C), nockonbky
y tau BbICTynatLLas pyka kopoye
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Benku, cBA3sbiBalowmecs
C NJIHOC-KOHLLAMU MUKPOTPYOGOoUek

B kneTke ecTb MHOXeCTBO 6€nKoB, CBA3bLIBAIOLLMXCS C KOHLAMMW MU-
KpoTpybouek, n, TeM camMbIM, BIUAIOLNX HA MX CTAabUNBHOCTb W OUHA-
MUKY. DTN BENKM MOTYT BUSATb HA CKOPOCTb, C KOTOPON MUKPOTPYDBOUKN
nepekKniyaTCa MeXay pacTyLMM 1 COKpaLLaloLWLMMCS COCTOSTHUEM (TO
€CTb YacToToM KatacTpod), MMbo Mexay COKpaLLalLUMCS U PacTyLLnM
(To ecTb 4YacToToln crnaceHun). Tak, Hanpumep, YneH ceMencTBa KnHe-
31MHONOAO06HbIX GEnkoB, M3BECTHbIV Kak g¢ghakmop kamacmpogh (unu
KNMHe3nH-13) cBA3bIBAETCS C KOHLAMM MUKPOTPYDOOoYek 1 BeirmbaeT npo-
TopmunameHTbl U3 MUKPOTPYBOUKM, MOHWXKas Gapbep aHeprum akTuea-
uun. 3to obneryaet crmbaHme NpoTonnameHToB MUKPOTPYyBoYek B uc-
KPVBMEHHYIO (DOPMY, XapaKTEPHYIO AN yKOpa4MBaloLEerocs COCTOAHMS
(puc. 26).

Ipyron 6enok, Ha3biBaembii Nezha wnu Patronin, 3awuwaer mu-
HyC-KOHEeL, MMKpOTpyBo4ek oT hakTOpPOB KaTtacTpodibl.

Benkos, CBSI3bIBAIOLUMXCA C MMHYC-KOHLIOM, OMMCAHO O4YeHb Marso, a
0enkoB, HAaXOAALLMXCS Ha NIC-KOHLLAaX MUKPOTPYBoUeK, HaMHOro DonbLue.

thakTop KaTacTpod
(kinesin-13)

3383333
(25 2= I N BN = 2
Ve 88ss s
v e www
o —
[T@-KONNAYOK Ha '\;“(., aca e
L)
e > $3333333
MUKPOTpyOOUKM B EEEE ™
NeSVSLL
—
( 4acToTa Karacrpod
/"' - CHWMEHE, CKOpPOCTh
AMAP215 pocTa yeenudunach

Puc. 26. 3dpdekT H6enkoB, CBSA3bIBAIOLLUMXCS C KOHLAMV MUKPOTPYDBOYeK.
(XMAP215 - Xenopus microtubule associated protein, maccon 215 k[la)
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Benok XMAP215 ceasbiBaeTca co cCBOOOAHLIMU TyOYNMHOBBIMK CY6Ob-
eavHULaMmM 1 JOCTaBNSAET MX K MITHC-KOHLLY, ycunmeasi TeM caMbIM Monu-
Mepu13aumio MUKPOTPYBOUKM 1 NpeaoTBpaLlast akTMBHOCTb (hakTopoB Ka-
Tactpod. PocthopunuposaHne XMAP215 Bo Bpemsi MUTO3a MHIMOMpyeT
€ro aKTUBHOCTb 1 YMEHBLUAET €0 KOHKYPEHUMIO ¢ hakTopamu KaTacTpo-
dbl. Pesynbsratom Takoro casura siBASETCA OECATMKPaTHOE YBennyeHue
OVHaMNYECKON HECTabUNbHOCTM MUKPOTPYBOUEK BO BpeMs MUTO3a, YTO
Heobxoanmo anst 3EKTUBHON COOPKN MUTOTUYECKOIO BEPETEHA.

Bo MHOMMX Knetkax MWUHYC-KOHLbI MUKPOTPYBOYeK CTabunmavpoBaHbl
KaNUpyroLWmum BGenkoM LEeHTPOCOMbI, YTOObl MUHYC-KOHLbI HE CIYXWUIn B
KayecTBe Ca/ToB AenonvMepusaumnm MUKpPOTpybodek. A BOT MITHOC-KOHLbI
3hbdeKTNBHO 0OCneayoT BCE MPOCTPAHCTBO KIETKN. ACCOLIMMPOBAHHLIE C
MUKpOTpyboukamu Genku, HasbiBaeMble plus-end tracking proteins (+TIPs),
aKKyMYNMPYIOTCS Ha 3TUX aKTUBHbIX KOHLIAX U MyTELLECTBYIOT MO KIETKE Kak
naccaxumpbl Ha KOHLAx BbICTPO pacTyLUMX MUKPOTPYBOYeK, OTaenssch ot
HUX, KOrda MUKPOTPYBOUKM HauMHAKT yKopaumeaTbes (puc. 27).

(A) Gk el
5 MKM

(B)

Puc. 27. TIP 6enku accoLMmnpoBaHbl C pacTyLLMMU NIC-KOHLAMU MUKPOTPYBoYek.

A —lNocneposarenbHble Kaapbl (roopecLeHLUN KPOMKW KIETKW, 9KCNpeccupyoLlen

hbryopecLeHTHO-MeYeHHbIV TyOynuH, BKIMHOYaOLWNIACA B MUKPOTPYOOYKM (KpacHbIN).

+TIP 6enok EB1 nomeyeH apyrum uBeToM (3eneHbiin). OgHa 1 Ta e MUKpoTpyGouka
Ha Kappax nomeveHa 3Bé3foykon. Korga mukpotpybouka pactet (kagpel 1 1 2), EB1 Ha-
XOAMTCH Ha KoHumKe. Korga MukpoTpy6ouka nogsepraercs katactpode 1 HaunHaeT yKo-
pauuBatbcs (kagpbl 3 1 4), EB1 Tepsetcs. Ha 5-m kagpe, korga MyukpoTpyboyka BHOBb

HaunHaeT pacTv, EB1 BHOBb OKa3biBaeTCsA Ha KOHYMKE MUKPOTPYBOUKU.
B — B gensawmxca apoxokax Schizosaccharomyces pombe nntoc-KoHLbI MUKPOTPYBoUek
(3eneHbIe) cBsA3bIBaOTCS € romonorom 6enka EB1 (kpacHbIl) Ha 060MX KOHL@AX nanoy-
KOBbIX KNETOK
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dakTop katacTpod kuHe3nH-13 u XMAP215 BenyT cebsa kak +TIP bl
N ynNpaensaT POCTOM M YKOPOYEHMEM KOHYMKOB MUKPOTPYBOUKM, K KO-
TOPbIM OHUM NpucoeanHeHbl. [pyrne +TIP bl KOHTPONMPYOT NO3ULNOHN-
poBaHMe MUKpPOTPyOOo4eKk npu NomoLLM 3axBaTta M ctabunmsauunm KoH-
Lua pacTylien MUKpOTpyBoYKkM Ha crneunduyecknx MULLEHAX B KIeTke,
TaKMX KaK KNETOYHbIN KOPTEKC MITM KUHETOXOP MUTOTUYECKOW XPOMOCO-
Mbl. HakonneHne HekoTopbix u3 +TIP 0B Ha nntoc-koHLax 3aBUCUT OT
EB1-6enkoB. MpuKpenmBLUMCE K MAKC-KOHLY, 3TU (paKToOpbl NO3BOMSAOT
knetke obysgatb 3HEpPrvio nonMMmepusaumm MMKpPOTPYBOYKM 1 NCMONb-
30BaTh €€ Ans reHepupoBaHuWs TONKaloLWen Cuibl, KOTopasi MOXeT ObiTb
ncrnornb3oBaHa AN No3vLMOHMPOBaHUS BepeTeHa AeneHnsi, XxpoOMOCOM
unun opraHenn.

TybynuH-cekBecTpupyloLme
1 TyOynuH-oTaensirowme 6enkm

Kak 1 B crniyyae C akTMHOBLIMW MOHOMEpPaMWU, KrNeTka CEKBECTpUpyeT
Henonsapm3oBaHHbIN TyBynyH 4ns nogaepKaHus nyra akTUBHbIX cyobe-
OVHUL, Ha ypoBHe, BrM3KOM K KpUTMYECKON KoHueHTpauun. OgHa more-
Kyna ctatMmuHa (stathmin) (Takke HasbiBaemoro Op18), cBssbiBaeTca ¢
OByMs retepogumepamu TybynvHa n npegorepallaeT ux gobasneHue K
KOHLY MUKPOTPY6ouKM (puc. 28).

CratMuH, Taknm obpasom, NoHWXKaeT 3(PPEKTUBHYIO KOHLIEHTpaLUIO
TyOynuHOBbIX CybbeanHuL, JOCTYMNHbIX A4S nonumepusauun (dencreue,
aHanornyHoe KONMXMUMHY), U yBENMYMBAET BEPOSTHOCTb, YTO pacTyLias
MUKpOTPybOUka HadyHET ykopaumBaTbcsa. PochopunmpoBaHme ctatMmHa
MHMIMBMpPYET ero cBs3biBaHNE C TyOYNTMHOM, YTO MOBLILLIAET CKOPOCTb 3M0H-
rauum n CHWKaeT AMHaMnYeckyto HectabunbHocTb. CTaTMWH 3a4encTBo-
BaH Kak B nponudepaumm
KNeTkn, Tak u eé cmepTu. TyGYNMHOBBIA AUMED
MHTepecHO, 4TO MblwK, Yy T I
KOTOpbIX OTCYTCTBYET CTaT-
MWH, Pas3BMBaKOTCA HOp-
MarbHO, HO MeHee pobkue,
4YeM MbILLW OUKOTO TUMa, Y4To
FOBOPWT O PONN CTaTMMHA B

HeVIpOHaX amMurganbl (MVIH- CTaTMKH L Sl |
JaneBuaHon kenesbl), roe (stathmin) 2.5HM

OH B HOpPMeE 3KCrpeccupyeT-

CSl Ha BbICOKOM YPOBHE. Puc. 28. CekBecTpupoBaHue TybynnHa cCTaTMMHOM
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(A) 8)

20 MKM

Puc. 29. PaspylueHne MUKpoTpyBboYeKk Npy MOMOLLM KaTaHWHa.
C1abunnsmpoBaHHble TaKCONOM U MeYeHHble POAaMUHOM (C8emumMcs KpacHbIM
8 yrbmpacpuoneme) MUKpOTPYBOoYkM BbiNn agcopbupoBaHbl Ha MOBEPXHOCTH
CTEKNAHHOW NNacTUHKK, Janee K HAM Jo00aBunuv oYULLIEHHbIV KaTaHUH n ATO.
A — HabntogaeTcs Marno paspbiBoB B MUKpOTPyboukax vepes 30 cekyHA UHKybaumm
C KaTaHUHOM.
B — 10 e none yepe3 3 MUHYTLI Nocne fobaBneHust kataHuHa. PunaMmeHTbl pa3obpaHbl
BO MHOIMMX MeCTax, OCTanuchb MNuLLb NOCNeaoBaTeNlbHOCTU KOPOTKUX dhparMeHTOB
Ha MecTe NpeaLecTBOBaBLUMX ANMHHbIX MUKPOTPYBo4ek

Pasbopka (pasbeguHeHMe) — OpYrod MexaHu3Mm, MCnosib3yeMbii
KneTkon ans gectabunusauum mukpotpybouek. Ytobbl pasobpats Mu-
KpOTpyBOUKy, Hy>XHO pa3pywmnTb 13 NpoaonbHbIX CBA3EW Mexay NpoTo-
dunameHTamn. benok kamaHuH (katanin), Ha3aBaHHbIN TakK OT AMNOHCKO-
ro crioBa «Meu», BbIMOMHSET Takyto paboTy (puc. 29).

KaraHuH coctonT 13 aByx cybbeamHul: Manasi cyobeanHuuia ruapo-
nusyet AT® 1 BbInonHAeT camd paspylleHue (pasbopky), a Gonblias
cybbeanHuLa HanpaBnsieT KaTaHWH K LeHTpocome. KaTaHyH BbICBODOX-
OaeT MUKpOTpyOoukM M3 nx KoHTakta ¢ LIOMT n BHocuT Bknag B Obl-
CTpYI0 Aenonumepusaumio MUKpoTpyboyek, HabnogaemMyto Ha nontcax
BEpeTeHa BO BPEMS MUTO3a.

OH TakKe MOXeT OblTb BOBIEYEH B BbICBODOXAEHME MUKPOTPYBOYEK,
nx OenonMMepusaumio B NponvdepupyroLLmMx Knetkax B uHTepdase u
NOCTUMMUTOTUYECKUX KMNETKaXx, HanpuMep, Taknx Kak HEMPOHbI.

MoTopHbIe 6enku, nepemeLyarolimecs N0 MUKPOTPyOoUKam

Kak 1 akTMHOBbIe (hMNamMeHTbl, MUKPOTPYGOYKM MCMONb3YT MOTOP-
Hble Benku Ans nepemeLLeHNs rpy3oB U Ans BbIMOMHEHUS] MHOXECTBa
Apyrux yHkuuii B kneTke. CyliecTBYeT [Ba OCHOBHbIX Kracca MOTo-
pOB, MEPEMELLAOLLMXCS MO MUKPOTPYOOUKaM: KMHE3UHbI U OUHEWHBI.
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Kinesin-1, HasbiBaeMbIll €& «O0OblYHLIM KMHE3NHOMY», BrepBble Obin
OYMLUEH M3 HEWPOHOB Kanbmapa, rae OH nepeHocut membpaHHble op-
raHennbl OT Tera KNeTkn K akCOHHOW TepMWHanu, Laras B Hanpasne-
HUW MIIOC-KOHUA MUKPOTPYB0uKM. KnHeanH-1 cxox ¢ MnosmHom |l B Tom,
YTO TaK Xe MMeeT No ABe TSXenble Lenu Ha akTuBHOM MoTope. OHu
hOpPMMPYIOT OBYXIONOBbIE MOTOPHbIE AOMEHbI, YAEPXKNBaOLWMeCs BMe-
CTe 3a CHET cynepcnmparnbHOro XBocTa, OTBEYatoLLEero 3a AMMepn3aLmio
Tskenbix uenen. OgHa nerkas uenb kKuHe3uHa-1, CBA3bIBAETCA C Kapro
N acCoLMMPYETCA C KaXKOOW TsHKenow uenbio bnarogapsi CBOemMy XBOCTO-
BOMY AOMeHy. Kak 1 MWO3WH, KUHE3NH SBMSETCA YNeHOM 60MbLIoro cy-
nepcemMencrTea 6enkoB, y KOTOpbIX OBLLMM ABNSAETCA MOTOPHbIA JOMEH
(puc. 30).
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Puc. 30. KuHe3nH 1 kuHe3nHonogoGHble Genku.

MpuBeneHa CTpyKTypa YeTbipex YNeHOB CynepceMencTBa kuHeanHa. Kak n B cynepce-
MEeNCcTBe MMO3MHA, KOHCEPBATMBHLIM SBMSIETCH NMULLb MOTOPHBIN AOMeH. KnuHeanH-1 nme-
€T MOTOpPHbIV AoMeH Ha N-koHUe Tskenol uenu. CpeanHHbIN AOMEH 06pasyeT ANVHHYI0

cynepcnuparb, KOTopasi OCyLLEeCTBNSET Aumepu3aumio. C-KoHLEBOW AOMEH 06pa3yeT
XBOCT, KOTOPbI NPUKPENIISETCS K KAPro, TAakUM Kak, Hanpumep, MeMbpaHHble opraHensbi.
KunHesnH-5 obpasyet TeTpamepbl, y KOTOpbIX ABa AMMEpPA acCOLMUPYIOTCS NOCPEACTBOM
CBOWX XBOCTOBbIX YacTel. bunonsipHbii TeTpamep KMHe3nHa-5 MOXET CKONb3uTb Mo ABYM

MUKPOTPYO6OUYKaM OQHOBPEMEHHO, aHaNOrMYyHO AENCTBUIO TOMCTbIX HUTEN M1o3nHa Il.
Y kuHe3nHa-13 MOTOpPHbIN JOMEH pacronaraeTcsl B cpefuHe Tskenon uenu. OH siensieTcs
YrIEHOM CEMENCTBA KMHE3MHA, YyTPaTUBLLUM MOTOPHYIO aKTUBHOCTb, HO €ro NpnobpeTeHHas

(PYHKUUMSI — CBA3LIBATLCS C MUKPOTPYBOUYKaMM M MHALMUPOBATL UX AENONMMEPU3ALNIO.

KnHesnH-14 aensetcs C-KOHLEBbIM KMHE3NHOM, BKNoYatoLWwmm B cebst 6enok Ncd
(y Drosophila) n ppoxokeBon 6enok Kar3. 3Tu KMHe3uHbI, Kak NpaBuo, ABUraloTcs B
NMPOTUBOMNONOXHOM HarpaBreHU Mo CPaBHEHUIO C BONBLUMHCTBOM APYrUX KMHE3NHOB: NO
HanpasneHUo K MUHYC-KOHLYY BMECTO MIH0C-KOHLa MUKPOTPYBOYKM
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Y yenoBeka — 45 pasnuyHbIX KNHE3NHOB (YEeTbIpHAALATL CEMENCTB).
Y GOnbLIMHCTBA M3 HMX MOTOPHbIN OOMEH pacnonaraetcst Ha N-koHue
TSOKENMON Lenn, U ABUXKETCA OH MO HaMnpaBreHuo K NITHC-KOHLY MUKPO-
Tpyboukn. Y OOHOro cemencrtsa MOTOPHbIA LOMEH pacrofioXeH Ha
C-KoHLUE, 1 OBWKETCS OH B NMPOTUBOMONOXHOM HanpasneHun — K MUHYC-
KOHLLY MUKPOTPYBOUKN. Y KMHE3MHa-13 MOTOPHbIA AOMEH PACMOSOXEH B
cepeaviHe, 1 OH He OBWraeTcs BOBCE, HO BMECTO OBVXXEHUS OH MUCMOSb-
3ys aHepruto rmgponuaa AT®, genonumepnsyeTt KOHLbI MUKPOTPYOOUYEK,
Kak OnncbiBanocb paHee. Y HEKOTOPbIX KMHE3VMHOB TSKenble Lenu sB-
NSATCA roMogmMepamu, y Apyrux — retepogmmMepamu. Y 6onbLInHCTBa
KMHE3NHOB €CTb CalT CBSA3bIBAHUS HA XBOCTOBOW YacCTu C ApPYrorn MUKPO-
TpybouKkown; Nnbo e 3TN XBOCTOBbIE YAaCTU MOTYT CBSI3blBaTb MOTOPbI C
MeMBpaHHbIMW OpraHeniaMmu NOCPeACTBOM JIErKON Lenu i agantop-
Horo 6erka.

MHorne uneHbl cynepceMemncTBa KMHE3MHOB MrpaloT cneumanbHble
ponuv B 06pa3oBaHMM MUTOTUYECKOTO BEPETEHA M cerperaumm XpomMocom
BO BpeMs1 KNeTovHoro aenexus (puc. 31).

OnHeuHbl — 3TO CEMENCTBO HEPOACTBEHHbIX KMHE3MHaM MOTOpPOB,
OBWXKYLLUXCS B HAanpaBneHnM MUHYC-KOHLUAa MMKpoTpyboyek. OHn cocTo-
AT U3 OQHOrO, ABYX UMW TpeX TSKeNbIX uenen (Bkrovas MOTOPHbIE O0-
MeHbI) 1 6OMbLIOrO NEPEMEHHONO YMCIa acCOLUMUPOBAHHbBIX NMPOMEXY-
TOYHbIX, CpeaHe-NPOMEXYTOYHbIX U nerkux uenen. CemencTso aMHenHa
MMeEeT ABe OCHOBHbIX BETBU (puc. 32).

K nepBoii BeTBM OTHOCATCS yumornaasmamu4yeckue OUHEUHBbI,
ABMAIOLLMECH roMmognmepamMmn ABYX Tskenbix uenew. Lintonnasmatnye-
CKUW OVMHeunH 1 KogupyeTcs eQUHCTBEHHbIM FEeHOM Y NMPaKTU4eCcKkn Bcex
9yKapu1oT, HO OTCYTCTBYET Y LIBETKOBbIX PACTEHUN U Y HEKOTOPbLIX BOJO-
pocrieri. OH ncnonb3dyeTtca ansa nepeHoca opraHenn n MPHK, ansa nosu-
LMOHMPOBaHNS LIEHTPOCOMbI 1 iApa BO BPEMSI MUrpaumm KIeTok, a Tak-
Xe ANns BbiCTpanBaHns MUKPOTPYOOYEK B BEpeTEHE AeNneHns B MUTO3€E 1
Mernose. Liutonnasmatnyecknin AMHEUH 2 HangeH TONbKO Y 3yKapuoTu-
YECKMX OpPraHM3mMOB, MMEIOLLNX PECHUYKMN; OH UCMONb3yeTcs Anst TpaHc-
NOPTUPOBKM MaTtepurara OT KOHYMKa K OCHOBaHWUIO PECHWNYKM B Mpouecce,
Ha3blBaeMOM uHmMpadgbsia2esinsipHbIM MPaHCcrnopmom.

AKcoHeManbHble OUHeUHbl (Takke HasblBaemble YusauapHbIMU
(pecHumyamsbimMu) GUHeUHaMu), COCTaBNSOT BTOPYO BETBb U BKIOYa-
t0T B cebst MOHOMEpbI, FeTepoanMEpbI U reTepOTPUMEPBI C OQHON, ABYMS
NN Tpems CoaepXKalluMMyM MOTOPbI TSKEMbIMU LiensMn, COOTBETCTBEH-
Ho. OHK cneumanuanpoBaHbl Ha BbICTPbIX 1 3MEKTUBHBIX CKOMb3ALLMX
OBWKEHNAX MUKPOTPYDOYeEK, nexallimx B OCHOBE BMeHus pecHuyek u
XXIYTUKOB.
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Puc. 31. MexaHOXUMUYECKUIN LMK KUHE3NHA.

Kinesin-1 - aTo gumep ABYX HyKNeoTUA-CBA3bIBaOLLNX MOTOPHbLIX JOMEHOB (FONOBOK),
COeAVMHEHHbIX MOCPEACTBOM AJIMHHOIO CynepcnupansHOro Xsocta. [isa MOTOPHbIX
OomMeHa paboTatoT CKOOpAMHMPOBaHHO. Bo BpeMs «Lwara» 3agHsia (3anasgpiBatoLlasi)
ronoBka OTCOEAUHAETCA OT canTa CBA3bIBaHMS C TyOynMHOM, NPOXoauT HaA BTOpPOMn
ronoBKOM U 3aTeM CHOBa CBA3bIBAETCHA CO CreAyLUMM AOCTYMHbIM CaiTOM CBA3bIBAHUS
¢ TybynunHoM. VMicnonb3ys Takoe ABMXEHWE «rofnoBa-4epes rofioBy», KNHE3NHOBLIN
Anmep cnocobeH npoxoanTb BonbLure paccTosiHWMA No MUKPOTPy6oyke 6e3 notepu
CBOEro HanpasneHus.

B Hauane kaxaoro Lara oguMHa 13 ronoBoK — 3aAHAs — (memMHo-3es1eHast) NPOYHO
cBsi3aHa ¢ MUKpoTpyboukon n AT®, B To BpeMsi kak NnepeaHsist (BegyLuasi) ronoska
cnabo cesizaHa ¢ MUKpoTpy6oukorn n AP, HaxoasLemcs B caiiTe CBA3bIBaAHNSA
HykneoTuaa. lNepemelleHvie Bnepes 3afHero MOTOPHOrO JOMEHa OCYLLeCTBMAETCS 3a
cuét guccoumaummn ALI® oT 3agHen ronoBku 1 cBA3bIBaHUA ¢ AT nepeaHew ronoBku.
CassbiBaHue ¢ ATO ¢ 3TUM MOTOPHbIM JOMEHOM BbI3blBaeT CABUM B KOHhopmaLmm
Manoro nenTuga, HasblBaeMOro «LUEWHbIM FIMHKEPOMY, MPY 3TOM MPOUCXOAUT U3MEHEHUE
€ro HanpaeneHus OT yKa3blBaloLLEro Ha3az B ykasblBatLlee Brnepeq, (LeiHbIn
NMHKEp N3006paxeH CUPEHEBLIM LIBETOM, OH COEAMHSET BeAyLLUA MOTOPHbIA JOMEH
1 cynepcnupans). B peaynsrate aToro KoHgopMaLMOHHOro CABUra 3anasabiBatoLuas
rofnioBka cABUraeTcs Bnepes nocne Toro, kak OHa OTCOEAUHMUIACh OT MUKPOTPYBOUKM B
cBsi3aHHOM ¢ ALl® cocTosiHum (OTcoeauHeHne TpebyeT NpeaBapuTENnbHOro rmaponusa
AT® 1 BbicBOBOXAEHMSA HeopraHuyeckoro docdarta). Monekyna kMHe3uHa Tenepb
HaxoAMTCsA B COCTOSIHUM FOTOBHOCTU K CrieAytoLLeMy Lwary, npoxoasiemMy B TOYHOM
NOBTOPEHMM OMNCAHHOTO NpoLecca
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Puc. 32. uHenH.

A — 3aneKkTpoHHasa MukpodoTorpacdus Monekynbl AMHeNHa nocne 3amopaXvBaHs-
TpasneHus. Cnpasa — LUTONNasmMaTMyecknii AVHeuH, cnesa — LMnnapHsoili
(akcoHemanbHbIf). Mogo6HO MUO3KMHY Il 1 KUHE3WHY-1, uuTONNa3MaTUYECKU ANHENH —
3TO «AByXrnaBasi» Mornekyna. LiunnapHein AMHenH 3aech B3ST
13 NPOTO30MHBIX M UMEET TPY FOMNOBKU. Y LMNMapHbIX AMHENHOB XMBOTHBIX —

ABe ronoskun. ObpaTute BHUMaHue, 4To AUHENHOBbIE FOMOBKX HaMHOro GonbLue
MO CPaBHEHWIO C TAKOBLIMU Y MUO3NHOB UM KUHE3NHOB.

B — cxematnyeckoe n3obpaxeHve LMTONNasmMaTMyeckoro ANHeNHa, NokasbiBatoLlee
ABe Tsxenble Lenu (ronyboi 1 cepeli LBeTa), coaepXallye JOMeHbl CBSA3bIBAHWSA C
MUKpOTpy6oukamMu n ATPasHbI JOMEH, COEAUHEHHbIE ANMHHBIM CTEOENLKOM.

C — TAXenbIMK LiensiMmmn CBA3aHO MHOXECTBO NMPOMEXYTOYHbIX Lienein (TEMHO-3eMneHble) 1
nerkux uenen (cBetno-3eneHble). OHM NOMoratoT B OCYLLECTBNEHUN MHOXECTBA DYHKLNN
OVHenHa

[OnHenHbl SBNSTCA caMbiMMU OONbLUMMY U3 U3BECTHBIX MONEKYMSIp-
HbIX MOTOPOB, @ TaKXe OHW ABMSIOTCA U OOHWMU U3 caMblX ObICTPbIX:
aKCOHeMarbHble AUHEWUHbI, MPUKPENIIEHHbIE K CTEKIMSIHHOW NNacTUHKeE,
MOryT nepeaBuratb MMKPOTPYOOUKM CO CKOPOCTbIO 14 MKM/CeK.

[nHenHoBble MOTOPbLI CTPYKTYPHO HE POACTBEHHLI MUO3NHAM WU KU-
He3nHaMm, HO B HUX BCe e Habniogaetcs obLiee nNpaBuio CoMNpsKeHUs
rMaponm3a HykrneotTMaa u NpUCOEOVHEHUST K /OTCOEAMHEHUSI OT MUKPO-
Tpyboukn, a Takke cuny-nponssoasLune KoHPOPMaLUMOHHbIE U3MeHe-
HWS, Npomcxogsime npu atom (puc. 33).
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Puc. 33. Cunosoi war aguHenHa.

A — opraHunsaunsi JOMEHOB B TSXKenNbIX Lensix AMHenHa. 3TO OrpPOMHbIN NonMnenTua,
coaepxaLumm okono 4 000 aMMHOKMCIIOTHBIX OCTaTKOB. KONn4YecTBo Tsxenbix
uenen B AVHENHE COOTBETCTBYET YMCITY €ro MOTOPHBIX FOMOBOK.

B — nsobpaxxeHne gnHenHa ¢ — MOHOMEPHOro aKCOHEMarlbHOro AMHEUHa,
0BHapyXeHHOTo Yy OHOKINETOYHbIX 3eMneHbIx Bogopocnen Chlamydomonas
reinhardtii. Bonbluas ronoska MoTopa — 3TO NIOCKoe KonbLo, codepxallee C-koHLEBO
[OMeH (cephbill) u wecTb AAA-OOMeH08, YETLIPE U3 KOTOPbIX
cogepxart nocrnefoBaTenbHOCTH CBA3bIBaHNS ¢ AT®, HO NULWb OAWH U3 HUX (MeMHo-
KpacHbIU) aBnsieTcs rmasHon ATda3zon. M3 ronoBku BbIXOQUT ANUHHAA cynepcnupanb
ctebenbka ¢ caiToM CBSA3bIBaHWS C MUKPOTPYGOoUKaMu Ha KOHUYMKeE,

a XBOCTOBas YacCTb NPUKPENMAETCs K coceaHen MUKPOTPYyDOoUKe B akCoHeMe.

B AT®-cBazaHHou bopme cTebenek OTKpenneH oT MUKPOTPYBOoYKM,

a rugponus AT® npuBoAUT K ero CBA3bIBAHWUIO C MUKPOTPYGoUKoli (criesa). Mocneaytollee
BblcBOGOXaeHne AP n choccarta NpUBOAUT K 3HAUMTENbHBIM KOHGOPMaLIMOHHBLIM
U3MEHEHUSAM — «yAapy CUIlbl», BKIOYAOLLMM MOBOPOT
rornoBku 1 cTebenbka OTHOCUTENbBHO XBOCTa (crpasa). B kaxxgom umkne
NPOVNCXOAMT CMELLEHNE Ha MPUMEPHO 8 HM, YTO U NPUBOAUT K BUEHMIO XXryTUKa
(cm puc. 39).

B cnyyae umTtonnasmatnyeckoro AUHENHa XBOCTOBAS YacCTb NPUKPENIAETCS K Kapro:
Hanpumep, K Be3ukyne, 1 Npu Kaxgom «ygape cuibl» NpoucxXoauT nepemeLleHme kapro
Ha Te e 8 HM BAOoMNb MUKPOTPYBOUKM MO HAaNPaBNEHWUO K MUHYC-KOHLLY.

C — 31neKTpOHHbIe MUKporpadum O4ULLEHHBIX MOHOMEPHBIX AVHEUHOB B ABYX
KOHgOpMauusiX, NPeACTaBnAOLLNX CTaaUN MEXAHOXUMNYECKOTO LKA
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MepemelieHne opraHesns

OCcHOBHOM OYHKLMEN LIUTOCKENETHBIX MOTOPOB B MHTEP)A3HOM KNeT-
Ke fBnseTcd TPaHCMOopT U NO3MLMOHMPOBaHNE MeMOPaHHbIX OpraHens.
BnepBble KNHe3UH Obin naeHTMdUUMPOBaH Kak 6enok, oTBevaloLwun 3a
ObICTPbI aHMepo2padHbIl aKCOHasbHbIU mpaHcrnopm — ObiCTpoe
OBWKEHNE MUTOXOHAPUIA, MPEKYPCOPOB CEKPETOPHBIX My3bIPbKOB 1 APY-
TMX KOMMOHEHTOB CHHaMnca no MUKPOTPYOO4KOBLIM MarmcTpansiM B HepB-
HYl0O TepMuHanb. LluTonnasmatnyeckmin guHenH uaeHTuduumposanu
Kak MOTOpHbIV 6enok, oTBevaLWwmii 3a TPaHCNopPT B MPOTUBOMONOXHOM
HanpaeneHun — pempopozpadHbIll akcoHaslbHbIU mpaHcnopm. XoTs
opraHennam B GOMbLUMHCTBE KMETOK HET HyXAbl Npeogonesatb CTOMb
3Ha4YUTENbHbIE PACCTOSIHUSA, B HEMpOHaxX MM Heobxogum TpaHCnopT B
obounx HanpaeneHusax. TUnuYHbIN Habop MUKPOTpyOoYek B MHTepdas-
HOW KIeTke OPWEHTUPOBAH CBOMMW MWHYC-KOHLL@AMMW K LEHTPY KIETKU
BO3Ie LeHTPOCOMbI U NMOC-KOHUaMK — K nepudepun knetku. Taknum ob-
pa3oM, B LEHTPOCTPEMUTENBHOM ABWXXEHUW OpraHens unm Be3ukyn 3a-
OeNCTBOBaHbl AVHENHOBbBIE, ABWXKYLLMECS K MUHYC-KOHLY MOTOPbI; B TO
BPEMS KaK LleHTpobexxHoe nepemMeLLeHne opraHensn Tpebyet paboTbl ku-
HE3UHOBBbIX, OBVXYLLMXCS B HANPaBNEHUN K NIOC-KOHLY MOTOPOB. NHTe-
PECHO OTMETUTb, YTO B KITETKAX XMBOTHbIX NPAKTUYECKN BECb TPAHCMOPT
K MMHYC-KOHLYy OCYLLECTBNSETCH €OUHCTBEHHbIM LUTONNa3MaTU4eCcKnum
MOTOPOM AMHEWHOM 1; a AN OBWXEHWUS K MNIOC-KOHLY MCMomb3yeTcs
15 pasnunyHbIX KMHE3MHOB.

Xopowmnm npumepom adppekta MUKPOTPYOOUEK U aCCOLMMPOBAHHbIX
C HMMM MOTOPOB SABMASETCA MX porb B opraHmnsauum IMNC n annapara
lMonbmxn. Cetb membpaH JMNC BbipaBHMBAETCA NO MUKPOTPYOOUKaM u
NpocTMpaeTcs NoYTH 40 KPOMKWU KIETKKU, B TO e Bpems annapat [onb-
OKN HaxoauTCs Boane LeHTpocoMbl. [1pyn obpaboTtke kneTkn npenapara-
MU, OENONUMEPUIYIOLLMMU MUKPOTPYDOUKM, TAKUMK Kak KOMXULMH UNn
Hokogason, JAMNC obBanvBaeTcs K LEHTPY KreTku, a annapat lonbmxm
pacnagaeTtcs Ha oparMeHTbl U paccenBaeTcs Mo uuTonnasme.

In vitro kKMHEe3MHblI CNOCObHbI cBA3bIBaTb MemMbpaHbl JAMNC ¢ 3apa-
Hee COPMUPOBAHHBIMW TpaccaMmyn MUKPOTpybodek u waratb B Ha-
npaBneHnn NCc-KOHLOB, Talla 3a co6on 3T membpaHbl U BbITArMBas
nx B TyGynsipHble NpoTpy3unn ¢ obpasoBaHneM MeMOBpPaHHOW NayTUHbI
(ceTn), Boirnagswen kak AMNC B kneTke. B cBoto ouepenb ANHENHBI, Ha-
obopor, TpebytoTca Ang No3nUMOHMPOBaHWA annaparta [onbaXn okono
LeHTPa XMBOTHOW KIETKMW, 4518 9TOr0 AUHENHbI MepeMeLLaloT BE3UKYIbI
lonboxy BOOMb MUKPOTPYOOYEK K MX MUHYC-KOHL@M B HamnpasneHuu
LEHTPOCOMBI.

46



Pa3Hoobpa3sHble XBOCTOBbIE YaCTW U aCCOLUMPOBAHHbBIE C HUMW Ner-
Kve Lenu MOTOPHbIX BGeMnkoB Aal0T BO3MOXHOCTb MOTOpPaM NPUKpennsiThb-
Cs1 K COOTBETCTBYHOLUUM opraHennam (kapro). MembpaHHbie peLenTopbl
MOTOPOB, COpTUPYeEMbIe B crneunanbHble MeMBpaHHble KOMNapTMEHTbI,
NPSIMO UM KOCBEHHO B3aUMOZENCTBYIOT C XBOCTaMM COOTBETCTBYHOLLMX
YNEHOB KUHE3NHOBOIO CEMENCTBA.

MHorve BuMpyCbl MOMb3YOTCA MOTOPHBIM TPAHCMOPTOM MO MMKPO-
Tpyboykam BO BpeMs MHMEKUMN U UCNOMb3YIT KUHE3UH O11S NPOABU-
XeHus cebsa OT canTa CBOeKr pennukaumm u cOopku K nrasmMaTnyeckon
MembpaHe, OTKyada OHM rOTOBbI MHULMPOBaTL coceaHmne KneTku. benok
BHeLLHen MembpaHbl BUupyca Vaccinia, Hanpumep, CogepXut aMmMHOKUC-
MOTHYI0O NOCNEeAoBaTeNnbHOCTb, BbIMOMHAIOLWYIO CBS3bIBAHWE C JIErKOM
Luenbo KuHe3uHa-1 n, TakuM CnocoboM, TPaHCMOPTUPOBKY MO MMUKPO-
Tpybouke K nnasmaTtnyeckon membpaHe. VIHTEpeCHO OTMETUTb, YTO Ta-
Kas nocrnefoBaTtenbHOCTb NpucyTcTBYeT y 450 GenkoB 4ernoBeka, ogHa
TPETb U3 KOTOPbIX accoLmMmpoBaHa ¢ bonesHAMN YenoBeka.

Taknum 06pa3om, KMHE3NHbI TPAHCNOPTUPYIOT pasHoobpasHbIe rpyabl,
BOBIEYEHHbIE B LUMPOKUIA CNEKTP BAXKHbIX KIETOYHbLIX (PYHKLINA.

LinTonnasmatnyeckmin AMHEUH ABNSETCA OrPOMHbIM BErnKkoBbIM KOM-
nnekcom, obbeanHssICb ¢ ApyrMM GenKkoBbIM KOMMNEKCOM — QUHaKmu-
HOM — OH 30PEKTUBHO NepemMeLLaeT opraHensbl.

KomMnnekc AvHakTUHa BKITHOYaET B ce0s KOPOTKUIA aKTUHOMOA4OOHbIN
dunameHT (puc. 34).

o MUKpOTPYOOUKa ®
L ]
LUMTONNa3MaTUYECKIMI ‘;-. -/
AWUHEWNH ~ N ' AMHAKTUHOBbIN

KOMINEKC

Arp1 prnaMeHT 65 8 S22 @

BE3UKYNna

|
25 Hm

Puc. 34. INHaKTWH BbIMOMHSAET NPUKPENneHne ANHENHa K MEMOPaHHbLIM opraHennam.

[na anHenHa Heo6xoAMMO NpUCyTCTBME BOMBLLLIOTO YMcna BecnoMoraTenbHbIX 6enkos

AN NpyYKpenneHns K MembpaHHbIM opraHennam. [IMHakTVH — 3To BoMbLLON KOMMAMEKC,
cogepxalumn cnabo ceAsbIBaOLWMNECH C MUKPOTPYBOYKaMM KOMMOHEHTBI, a Takke
KOMMOHEHTbI, CBA3bIBAOLLMECS C CAMUM AVUHENHOM, Y KOMMOHEHTbI, 0bpasytoLme
Marnbli aKTUHO-NOAOGHLIN hunameHT, COCTOALLMIA U3 akTMHONoAo6Horo Genka Arp1

47



MHoxecTBO Apyrux O6enkoB Tak e BHOCWUT BKNaj B CBs3biBaHWE Au-
HEVHOB C Kapro 1 perynmpoBaH/ie MOMEKyIspHbIX MOTOPOB, UX OYHKLUK
0COBEHHO BaXHbI B HEMPOHaX, rae AedeKTbl B TPAHCMOpTE N0 MUKPOTPY-
BGouykam BbI3bIBAlOT HEBpoOrornyeckne 3abonesaHud. ApkumMm npyMmepom
CyYXWT nuccauedanus, nnu rmagkii Mo3r — 3abonesaHne y YenoBeka,
Mpy KOTOPOM KMeTKaM He yoaeTcs MUrpupoBath B LiepebpanbHbIv Kop-
TeKc passuBatoLLerocs mosra. OguH 13 BUAoB NMccaHuedanum Bbl3biBa-
erca gedekramum B 6enke Lis1 — gnHenH-ceasbiBaowem benke, Tpeby-
IoLLEeMCS MPU MUrpaumm saep y HEKOTOpbIX BUAOB. B HOpMansHOM mo3re
MUrpaumsa sapa HanpaensieT TENo pasBUBAIOLLENCH HEPBHOW KIETKU K
€€ npaBunbHOMY nonoxeHuto B kope. Npn otcytctBum Lis1 gagpa mu-
rPYPYIOLLMX HEMPOHOB HE MOTYT MPUKPENUTLCS K AMHEUHAM, YTO W Bbl-
3bIBaeT gedekTbl B Murpaumm saep. MHenH nocTossHHO Heobxoanm Ans
paboTbl HEVPOHA, U NPU MyTauUsaX B AUHAKTUHE NN B XBOCTOBOW YacTu
uUTONNasMaTNYeCcKNX QUHENHOB NPOVCXOAMT AereHepaumst HEMPOHOB Y
yernoBeka. TN apPeKTbl CBA3aHbI CO CHDKEHNEM PETPOrPagHOro akco-
HanbHOro TpaHcnopTa 1 AakT HEOCNOPMMOE JOKa3aTeNbCTBO BAXXHOCTU
TPYOOEMKOro akCOHaNbHOMO TPaHCNOPTa B XM3HECMOCOOHOCTH HEMPOHa.

KneTtka cnocobHa perynupoBaTb aKTUBHOCTb MOTOPHbIX 6€nkoB 1 Ta-
Knm o6pasoM, U3MEHATb MO0 Mo3nuunm MeMOpaHHbIX opraHerns, nnbo
OBWXeHune Bcel knetkn. MenaHouutbl pbiObl AatoT Hanbornee Spkun npu-
Mep. OTO rMraHTCKue KIeTku, oTeevaroue 3a ObICTpoe u3mMeHeHune Lse-
Ta KOXM Y HEKOTOPbIX BUAOB pbld. OHM copgepxaT 6onblune NUrMeHTHbIe
rpaHyrbl, CNOCOOHbIE N3MEHATL CBOE MOMIOXKEHUE B OTBET Ha HENPOH-
HYH UITM TOPMOHAarbHY cTuMynauuio (puc. 35).

MUrMeHTHbIE TpaHymnbl arpervpyloT unm paccemsaroTcs bnarogaps
nepemMeLLeHno Mo pa3BUTON CETU MUKPOTPybBodek, 3asKOpPEeHHbIX Ha
LEeHTPOCOME CBOMMM MUHYC-KOHUamu. WccnegoBaHne OBWXKEHWS OT-
AernbHbIX MUIMEHTHbBIX rpaHyn nokasarno, YTO OBWXEHWe Mo Harnpasrie-
HUIO K LIEHTPY ABNAeTCH BbICTPbIM U NNABHbIM, B TO BPEMS KaK ABVXKEHne
OT LeHTpa — NpepbIBUCTOE, C YacTbIMW OBWXEHUSMU Ha3ag. B aBmkeHne
rpaHyn BOBMEY€EHbl KaK KNHE3NHOBbIE, TaK N AMHENHOBbLIE MOTOPBI.

HepraHoe OBmXeHWe OT UeHTpa SIBNSIETCS pe3ynbraTtoM «MepeTsrv-
BaHWUS KaHaTa» Mexay ABYMSA MOTOPHbIMK Benkamu, npyu KOTOPOM KUHe-
31H 6e30roBOpPOYHO BbIMIPbIBAET. [1pn cCHMXEeHMM ypoBHSA LAM® B knet-
Ke KMHE3WH MHAKTUBMPYETCS, AaBasi BO3MOXHOCTb AMHEUHY CBOOOAHO
ObICTPO TALWWTb NMUITMEHTHBIE rPaHyMbl K LEHTPY KNeTkn. [1ogobHbIM xe
obpasom B pesynbrate CrAOXHOro 6anaHca mexzgy KOHKYpPUPYHLWMMM
CUrHanamy KOHTPONUPYETCH ABWKEHWE APYrMX MeMBpaHHbIX opraHens,
MOKPbITbIX creundrnieckumMm MOTOpHbIMU Benkamu, rae perynupyetcs
KaK akTMBHOCTb, TaK 1 cuna npuKkpeneHms MoTopHbIX BenkoBs.
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Puc. 35. Perynupyemoe nepemelleHne MenaHocom B MUIMEHTHbIX KNeTKax pbibbl.

A — 9T rYraHTCckue KneTkn cogepxar 6onbluve NMrMeHTHbIE rpaHynbl, UN MenaHoCoMBI
(kopuyHeBble). MI3ameHeHne KoHLEeHTpaummn BHYTpukneTodHoro LAM® Bbi3biBaeT nnbo
UX NepemMeLleHmne K LeHTPY KneTkn, Nmbo 3acTaBnser ux paccemBaTbCs No uMTonnasmve.
PacnpeneneHve menaHocoM Mo KneTke OCyLLeCTBNSETCS BAOMb
MUKPOTPYOOYEK.

B — cboTorpadmu B cBeTnom none ogHow KNeTkv musaanuu (pbiba), Ha KOTOPbIX BUAHbI
MenaHocoMbl MBo B AMCneprupoBaHHOM B LuTonnasme (creea), Nnbo B arpermpoBaH-
HOM B LiEHTparnbHOW YacTu KNeTKu (crpaga) COCTOSAHUN

[MocTpoeHne MUTOTUYECKOro BepeTeHa WM HEeMPOHanbHOro LUTO-
ckeneta SIBNSIETCH BaXHbIM U yOUBUTENbHLIM NPUMEPOM CUMbl paboThl
KOMaHdbl MOTOPHbIX 6enkoB U NX B3auMOAEeNCTBMSA C AMHAMUYECKUMHN
punameHTammn uyutockeneta. [Ana cOOpkM MUTOTMYECKOrO BepeTeHa
HeobxoomMma peopraHusaums MHTepdasHbIX NYYKOB MUKPOTPYbBouek
ansa dopmupoBaHns bunonspHoro Habopa MUKpOTpybodek ¢ 3asiko-
PEHHbIMM Ha NONCax MUHYC-KOHLAMWU U NOC-KOHUaMW, nepekpbiBa-
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IOLLMMMKCA B LeHTpe Nnbo NpuKpennsowmmMmncsa kK xpomocomam. Coop-
Ka BepeTeHa 3aBMCWUT OT CKOOPAWHWPOBAHHOW paboTbl HECKONbKMX
MOTOpPHbIX BenKkoB 1 Apyrnx hakTopoB, MOSYMPYIOLUX ANHAMKKY MO-
numepwmsaumn. Y HepoOHOB Takke €CTb CIIOXHas CTPYKTypa LMTOCKe-
neta. o mepe guddepeHUNpPoBKN HEMPOHBI 3anycKatoT cneynanbHble
npoLecchl, B pe3ynbsrare KoTopbiX OHU ByayT nnbo nony4yaTb 3NeKTpu-
yeckme curHanbl (oeHgpuThl), NMM6o nepenaeaTtb MX (akCoHbl). bnaro-
Japs NpekpacHoOn N pasBuMTON pPasBETBIEHHON MOPEONOrMM akCoHOB
N AeHAPUTOB, HEMPOHbI CMOCOGHbBI CO34aBaTb YPE3BbIYANHO CIOXHYIO
CeTb Nepegayn CUrHanoB, B3aMMOAENCTBYS OOHOBPEMEHHO C MHOXe-
CTBOM APYTruX KMETOK, YTO AenaeT BO3MOXHbIM 3aMbICIIOBaToe NoBeje-
HMe BbICLUMX XUBOTHbIX.

Kak akcoHbl, Tak u geHapuThl (cobupaTtenbHoe Ha3BaHNEe — HEMPUTDI)
3anofHeHbl My4YkaMu MUKPOTPYBoYeK, KOTOpble ABMASIOTCA KPUTUYHBIMU
Kak Ans ux CTPYKTYpbl, Tak U PyHKUMU. B akcoHax Bce MUKPOTPYBOoUKn
OpPVEHTUPOBaHblI B OQHOM HanpaBneHUW: MUHYC-KOHLbI YKa3bIBalOT Ha
TeNno KNeTku, a NMC-KOHUbl — B HanpasneHu1 TepmuHanu (puc. 36).
MwukpoTpyboUkn He JOCTaloT OT Terna KMeTKn 4O CaMOoro KOoHua akco-
Ha, Kaxgas obbl4HO OSIMHON BCErO NULLb HECKOMBKO MUKPOMETPOB, HO

Teno
HepBHOW
KNeTKK

| HEAPOH

» BE3UKYNbI ¢ aKTUBHLIM AUMHEUHOM
® BE3UKYNbl C aKTUBHBIM KMHESWHOM :
e MUKPOTPYB0UKH W ChHanc

Puc. 36. OpraHusaums MUKpPOTpybo4vek B HEMPOHE.
B akcoHe Bce MUKpOTPyOOoUKkM obragatoT OgMHaKOBOW NOMSPHOCTLIO, NPY KOTOPOW MoC-
KOHeL| HanpaeneH K TepMuHanu. HeT MUkpoTpyGouek, NpOTsSHYBLUUXCS OT CamMoro Havana
[0 KOHLLa HelpoHa, 3aTo eCTb KOPOTKME TpaccChl ANsi ObICTPOro NepeaBmxeHns 13 nepe-
KPbIBaOLLMXCA CETMEHTOB MapasnsiefibHbIX MUKPOTPYGoYek.
B nenaputax MUKpOTPYGOUKU MMEIOT CMELLIAHHYO NMOMNSPHOCTb. Beankyrbl MoryT cBs3bl-
BaTbCA Kak C KMHe3MHaMu, Tak U C AUHEMHaMX U ABUraTbCs B HanpaBreHuu, onpegensie-
MOM MOTOPHbIM GenKom
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DonbLUIOE UX KONMYECTBO YKIaabiBaeTCs B NEPEKPbIBAOLLNNCS MacCuB.
OTU BbIPOBHEHHbIE KaHaTbl MUKPOTPYOOoUYEK AENCTBYIOT Kak BbICOKOCKO-
POCTHLIE Tpacchl ANs TpaHcnopTa cneunduvecknx 6enkos, Ny3blpbKoB
n MPHK K aKkCOHHbIM TepMUHanaMm, rae CTposTca M nogaepXmBaroTcs
B Nopsiake cuHancbl. CamMbil ONWHHBIA aKCOH B Tere YenoBeka Hayu-
HaeTcs OT OCHOBaHMUA CMMHHOIO MO3ra M OKaH4YMBaETCs B CTOMe, MMest
OJTMHY OKONno meTpa. [ng cpaBHEHUs, AeHOPUTbI 0ObIMHO HAMHOTO KO-
poye akcoHa. MunkpoTpybouku B AeHOpUTax nexar napasnnenbHo apyr
OTHOCUTEIbHO ApYyra, HO UMEKT CMELLaHHYI0 NMONSAPHOCTb, YTO MOX0Xe
Ha aHTUNapanmnenbHble COOPKU MUKPOTPYOOUYEK MUTOTUYECKOTO Bepe-
TeHa.
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CTPOEHHE ITIOABHXKHBIX PECHHYEK
H XXTYTHKOB

Kak Mnocmbpunnbl SBRASIOTCA BbiCOKOCNELNann3npoBaHHbIMKU Me-
XaHW3MaMu COKpaLLeHNs, MOCTPOEHHbIMWN U3 aKTUHOBbLIX U MUMO3UHOBbIX
hnNamMeHToB, Tak U PECHUYKN U XIYTUKN TOXE ABNAIOTCH BbICOKOCHE-
LUManu3npoBaHHbIMU U 3PMOEKTUBHLEIMU MaLLUMHAMW OBUXEHUS, CKOH-
CTPYMPOBAHHLIMU U3 MUKPOTPYBOYEK 1 AUHENHA. PECHUYKN U XKIYTUKK
ABNSAOTCA OOMNOMHUTENBHLIMU OpraHamMu Yy BOPCUHYATLIX KMNETOoK, B UX
OCHOBE HaxoasTcs nydku MUKpoTpybodek. XKryTukn ecTb y cnepMmmes
N MHOMMX MPOTO30MHbIX. Bnarogaps Ux BOMHUCTBIM ABMXEHUAM KNeT-
KW, K KOTOPbIM OHW MPUKPEnseHbl, CNocoBHbI NnaBaTtb B XWAKOW cpe-
Ae. PecHU4Yku opraHn3oBaHbl CXOA4HbLIM 06pa3oM, HO ux bueHus ABns-
I0TCH XMbICTOO6Pa3HbIMK, HaNOMWHalLWKWe nnasaHue ctunem Gpacc.
BueHve pecHuyek MoOXeT nepemeLlaTb XUOKOCTb Hag NOBEPXHOCTbLIO
rpynmnbl KNEeToK B TKaHW. B yenoBe4yeckoM Tene orpoMHble KOnn4ecTsa
pecHuyek (10%cm? n Gonee) BbICTUNAIOT AblXaTeNbHble NyTW, NpoTan-
KMBaIOT Crn3b, yNnaBnMBatoT YacTuubl nbinv n 6aktepun. CxoaHbIM 06-
pas3oM PEeCHUYKM B MaTOYHbIX Tpybax nomoratwT snuekneTke nepeme-
CTUTbLCS B Martky.

[BWKEeHNEe PEeCHUYKN UMK XKIyTUKa OCYLLECTBNSETCS 3a cHeT nsrnba-
HUS e€ LeHTpanbHOW YacTu, HasbiBaeMown akcoHeMon. OHa COCTOUT U3
MUKPOTPYBOYEK U CBSA3AHHBLIX C HUMMK BEnKoB, YNOXEHHbLIX B YETKYIO U
npaBumbHYI0 CTPYKTYpY. [leBATb AyNneToB MUKPOTPYBoYek (COCTOALLMX
N3 OOHOW LENOCTHOW U OAHOW HEMOMHOW MUKPOTPYOOUKM, COeanHEH-
HOW C LLeNoCTHON TakMM 06pa3oM, YTO y HUX 0bLLasa cTeHka) cobpaHbl B
KOmNbLIO BOKPYT Napbl OTAENbHbIX MUKPOTPYyBoYek (9x2+2) (puc. 37).

Takas xapakTepHas CTpykTypa HabniogaeTtcs npakTuyeckun Bo BCEX
hopmax XKryTUKOB UMW PECHUYEK Yy 3yKapuoT (OT NPOTO30MHbLIX A0 Ye-
noseka). MUKpoTpyBbOoUKM UMEIOT TaKylo e ANNHY, Kak 1 akCoOHeMa, Ko-
Topasa MoxeT 6biTb oT 10 go 200 MkM. Ha ognHakoBbIX pacCTOSAHMAX
Apyr oT gpyra BOonb MUKpPOTPYyBouku BcrnomoratenbHble 6ernku obb-
€AMHAIT MUKPOTPYBOUKM ApYr C APYrOM B BbilLENpUBEAEHHbIE CTPYK-
Typbl. Monekyrbl akcoHeMarnbHOro AnHenHa obpasyoT MOCTUKM Mexay
cocegHumn gybrnetamm MUKPOTPYBOYEK MO OKPYXHOCTWN BOKPYT akCOHe-
Mbl (puc. 38).
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Py4Ka

. BHELIHAR
AHHEHHOBAR PydKa

" mukpotpyBouka A Z NAAZMATHYECKAR
T MukpoTpyBoska B MemBpana
BHEWHMA gyBner
MKpoTpybosex

{C)  microtubule inner praoteins (MIPs)
3

MUKpoeTPYGoLKa A MukpoTpyBouka B

()

Puc. 37. PacnonoxeHue MMKpPOTPYBOYeK B XKIryTUKE UMK PECHUYKE.

A — aneKTpoHHas MUKporpadus XryTuka KneTku 3eneHblx Bogopocnen
(Chlamydomonas), nokasaHHas B pa3pese, UNnCTPUPYET OTHETNMBLIA NOPSA0K
«9x2+2» B MUKpOTpYyBOUKe.

B — anarpamma yacTv XryTuka unm pecHudkv. Pacnonaratotcsi Ha OA4MHAKOBbIX
PacCTOSHMSAX MO ANIMHE aKCOHEMbI U C COEAMHSIOTCS C MOMOLLIbIO pa3HO06pa3HbIX
BbICTYMOB 13 MUKPOTPYboYek.

C — MuKporpadusa anekTpoHHOM Tomorpadum BbICOKOrO pa3peLLeHns BHELHero fybneTa
MUKPOTPYDO4EK NoKa3biBaeT CTPYKTYPHbIE AeTanu U KOMMOHEHTI
BHYTPY MUKPOTPYOOYKK, Ha3blBaeMble BHYTPEHHUMM Benkamm MUKpoTpy6ouek
(microtubule inner proteins (MIPs)).

D — ctpoeHue knetkvu Paramecium

Korga akTMBUpYeTCst MOTOPHbIN [OMEH AVHEWHA, TO MOJieKyna AuHe-
WHa, NpUKpenneHHas K ogHOMY AybneTy MUKpoTpyGo4ek, NbiTaeTcs cae-
naTb war BAOfb cocedHero aybreTta, YTo MOpPOXOAeT ycunve CABwWra,
MpyU KOTOPOM cocedHune AyoneTbl CMeLaTcs BOOb APYr Apyra, OYeHb
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Puc. 38. InHenH pecHu4ek.
[MHenH pecHnyek (akcoHeMarnbHbIN) aBnseTcs bonbLuon 6enkosol cbopkow
(okono 2 Mfa), coctout n3 9-12 nonMnenTUaHbIX Lenen, Camon TSXenown
13 KOTOpbIX sBNSeTcs Tshkenas uenb (bonee 0,5 MAa).

A — Tspkenble Lenn obpasyroT OCHOBHYIO YacTb rMobynspHON ronoskn 1 ctebnesoro
[OMEHa, a MHOXECTBO bornee Mernkux Lenen KnactepuayeTcs BOKPYr OCHOBaHUs!
ctebenbka. Y npuBeaeHHOro 3aecb AMHenHa (y MeTa3oHbIX, MHOMOKNETOYHbIX)

[Be roNoBKN BO BHELUHEM AUHEVHE, @ Y ANHENHA NPOTO30MHBIX — TPW FONOBKK, Kaxaast

13 KOTOpbIX 06pa3oBaHa 13 COGCTBEHHOW TSHKENOW Lenu. XBOCT MOEKYbl MPOYHO

CBsi3bIBAETCA C MUKPOTPYGOUKol A, a 6onbLume rnobynsipHble ronosku nmetoT ATd-

3aBUCKMBIN CalT CBA3bIBaHNSA C MMKpOTpy6oudkon B. Mocne rugponunsa cBsisaHHOTO C

HUMU AT® ronoBku ABUraTCs K MUHYC-KOHLY MUKpOTPY6oUkm B,
4YeM COo3[aloT CKOMb3sLlee ycunue Mmexay cocegHuMu Mmukpotpyboukamu gybnera
B PECHUYKE UMK XTYTUKE.
B — anekTpoHHasi Mukporpadusi 3aMOpPOXKEHHOIO CKOMa PECHUYKU, HA KOTOPOW BUAHbI
PYYKM AMHEUHa, BbICTyNaloLLme Ha paBHbIX PacCTosHUSX 13 aybneta

HaNOMWHast COBUM aKTUHOBBIX (PUNAMEHTOB BO BPEMS MbILLEYHOrO CO-
KpalueHus. Tem He MeHee, NpUCYTCTBUE ApYyrux CBsiden Mmexay aybneta-
MW MUKPOTPYDOYeEK NpeaoTBpaLlaeT 3TOT OTHOCUTENbHbLIA COBWI, U YCU-
nve, co3gaHHoOe AuHenHamu, nNpeBpallaeTcs B uarnbatoliee OBMXKEHUE
(puc. 39).

Y 4yenoBeka HacneACTBeHHble AedeKTbl B aKCOHEMarbHbIX OUHEU-
Hax BbI3bIBalOT 3aboneBaHMe, Ha3blBaEMOE NMEePBUYHOM LMIIMapHOMN
OUCcKuHesunen unu cuHgpomom KaprareHepa. OTOT CMHOPOM Xapak-
TepusyeTcs UHBeEpCUEn HopMmarnbHOW aCUMMETPUN BHYTPEHHUX OpraHoB
(situs inversus) u3-3a HapyLleHMs NOTOKa XWOKOCTU B pa3BMBaloLLEMCS
3MOpPUOHE, MYXXCKOW CTEPUIIBHOCTBIO M3-32 HEMOABMXHOCTM CMEpPMUEB
1 BbICOKOW BOCMPUUMYNBOCTBIO K MHADEKLMSAM JTETKOro U3-3a HECNOCO0-
HOCTM PECHMYEK OYMLLATL AblXaTernbHble NyTh OT Mycopa 1 GakTepui.

[nsa nnaBaHus 6akTepumn UCMNOmnb3YT CTPYKTYPLI, HA3blBAEMbIE XIYy-
TUKaMW, HO B HUX HE COOEPXKUTCA MUKPOTPYOOYEK UNN OUHEVHOB N OHU
He coBepLUaloT BOMHOOOPa3sHbIX ABWXKEHUI nnn Guernii. Bmecto aTtoro
6akmepuarsnbHbIe X2ymuKu SBASOTCA ANMHHBIMW YNPYrMMuy cnvparnb-

54



+ATO

(A) = (B)

Puc. 39. N3rnbaHne akCoHeMbI.
A — ecnun akcoHeMbl 06paboTaTbe NPOTEONMUTUYECKUM (hEPMEHTOM TPUMCUHOM, TO CBSI3W,
yOoepxuBatoLime cocefHve oyonetbl MUKpOTpyGoUek BMecTe, ByayT paspyLUeHb.
B atom cniyyae npu po6asneHun AT® npoucxoamT ABUXKEHNE MOTOPOB ANHENHOBBIX
rorfioBoK, NPUBOASILLIEE K CABUIY ogHOro AybneTa Boonb Apyroro.
B — B MHTaKTHOW akcoHeMe (Kak y cnepmaro3ounaa, Hanpumep) rmbkue G6enkosble Co-
e[IMHEHWNA NPeOoTBPAaLLAlT CKONbXeHWe Ay6neToBs, a ycunve, co3gaHHoe MoTopamu,
3acTaBnsieT Aybnet narmbartbes, co3nasas BOrHOOOpasHble ABUXKEHUS Unv GueHust

HbIMW (bl/l]'laMeHTaMM, NOCTPOEHHbIMN N3 NOBTOPAOLLNXCA Cy6'be,U,I/IHI/1LI,
Genka (ZbJ'IaFeJ'IJ'II/IHa. )KryTI/IKM BpalwlaloTCAa KakK nponennepbl, npusoau-
Mble B OBUXeHue cneunarnbHbIMX BpalakownMmmca Motopamun, BCTPO-
€HHbIMWN B 6aKTepmaanyro CTEHKY. 30ecb MCNonb30BaH OOUH U TOT Xe
TePMUH — XIryTuUK OAna 0003HayeHus COBEpPLUEeHHO pa3HbIX annapaTtoB
AOBWXEHNA.

I'IepBMqule PeCHUYKUN BbINOJIHAKT BaXHYHO
CUrHanbHYHO beHKLWII-O B aHUMalbHbIX KneTKax

Y MHOrMx Knetok ecTb KOPOTKUEe, HeaBuratesribHble OBONHUKN pec-
HUYEK N XIryTUKOB, Ha3blBaeMble ﬂGpGU'-IHOlj pecuutmoﬁ. I'IepBMqule
PeCHUYKM BbIMAOAT KaK cneunanm3npoBaHHbIe KNEeTOYHble KoMMnap-
TMEeHTbI U opraHensbl, BbINOJIHAOLLME MHOXEeCTBO beHKLI,I/IIZ B KIeTKe,
HO MMetoLLme obLyme CTPYKTYpPHbIE CBOWCTBA C ABuraTenbHbIMU pecHn4-
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kamn. VI gBuratenbHble, U HegBuratenbHble PECHUYKN CTPOSTCS KIleT-
KOW BO Bpemsi MHTephasbl Ha accOLMMPOBAHHBLIX C Mra3maTU4eCcKon
MeMOpaHON CTpyKTypax, HasbiBaembix 0asanbHbiMM Tenbuamn. IOTu
Tenbua NPOYHO 3aKPEnisitoT PECHUYKU Ha KIETOYHOW MOBepxHOCTU. B
OCHOBaHUM Kaxxgoro 6asanbHOro TenbLa NeXnT LEeHTPUOnb, Takas xe,
KaK 1 B LeHTpocome, € 9 rpynnamMm CBA3aHHbIX APYr C APYroM TPUMIETOB
MUKpPOTPYBOo4eK, BbICTPOEHHbIX MO TUMY TeNexXHoro koneca. LieHtpronu
MHOrodyHkunoHarnbHbl. OHM BHOCAT CBOW BKnag B COOPKY MUTOTMYe-
CKOrO BepeTeHa B AendAwmuxcs KrneTkax, MArpupyoT K nnasmaTuyeckon
MembpaHe MHTepdasHbIX KNETOK, r4e CnyXaT MecToM MOCTPOeHUs (Hy-
kneauun) akcoHeMmsl (puc. 40).

MockonbKy B peCHWYKax TpaHCNAUMS He uaeT, CoO34aHne akCOHeMbI
TpebyeT mHTpadnarennsapHoro TpaHcnopTa (IFT) — TpaHcnopTHOWM cu-
cTeMbl, 0BHapy>xeHHoW y 3eneHon Bogopocnu Chlamydomonas. Kak u B
aKCcOHe, MOTOPbI MEPEHOCHT IPy3bl Kak B aHTEPO- TaK U B PETPOrpagHOM
HanpaeneHun. B aTom cnyyae paboTatoT KMHe3nH-2 (aHTeporpagHoe Ha-
npaBrieHne) U LUUTONNa3MaTUYECKMN OUHENH-2 (PeTporpagHbIi TpaHc-
nopT).
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Puc. 40. MNepBu4yHas pecHuuka.

A — anekTpoHHas Mukporpadus 1 guarpamma 6asanbHoOro TenbLUa y NepBUYHO
PECHVYKM B HEMPOHE MbILLN. AKCOHEMa NEPBUYHON PECHUYKM (YepHas CTperka)
3asikopeHa Ha MaTepUHCKOW LieHTpuony 6asanbHoro TenbLa, KoTopoe pacronoXeHo nog
nnasmatnyeckon membpaHon B6N13n KNeTOUHOWM NOBEPXHOCTY.

B — ueHTpronu pabortaioT nonepemMeHHO B kayecTBe 6asanbHOro TenbLa u cepaLeBuHbl
LieHTpocoMbl. [epen BXOXAEHMEM KINETKW B LMK AENEHWs NepBUYHasi pECHUYKA
cnywwmBaertcs unu erarveaetcs. LieHTpruonu npyuenekaroT nepuLeHTPUONSpHbI
marepuan v yaBavBalTCcs BO BpeMsi S-chasbl, YTO NMPUBOAUT K MOSBMEHUIO ABYX
LIEHTPOCOM, Iae Kaxaasi COAepXuT rno ABe LeHTpuonu. LieHTpocombl HyknevpyoT
(ABNATCA LEHTPOM UX opraHusaumm). MukpoTpyBoykmn pacxoaaTcs K nonocam
MUTOTUYECKOTO BepeTeHa. 10 Bbixode 13 MUTO3a NepBUYHas pecHUYKa CHoBa oTpacTaeT
OT MaTEPUHCKOW LIeHTp1onu
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MepBrYHbIE BOPCUMHKM Oblnin OBGHapyXeHbl Ha MOBEPXHOCTWU MOYTK
BCEX TUMOB KMETOK, rAe OHM YYBCTBYIOT Y OTBEYAIOT Ha BHELLHEE OKpYXe-
Hne. Hanbonee HarmsaHO 9T0 NPO4EMOHCTPMPOBAHO Ha (OYHKLMK criyxa
M 3peHns. B HasanbHOM 3anuMTENWM PECHWYKM, BbICTynawwue 13 OeH-
OpUTOB OndakTOpHbIX (OBOHSTENBHBLIX) HEVMPOHOB, SABMSIKOTCA MECTOM
BOCNPUATUA 3anaxa n amnnmdmkauumn curHana. CxogHeiv obpasom na-
MNOYKM 1 KONBOYKM CeTHaTKN MO3BOHOYHbIX MMEIOT MEPBUYHBLIE PECHUYKN,
CHabXeHHble pa3BUTbIM OKOHYaHUEM, Ha3blBAEMbIM BHELLUHUM CErMeH-
TOM, KOTOPbIV NpegHa3HayYeH A5 KOHBEPCUM CBETa B HEPBHbIN CUMHAI
(cm. paHee). MNopaepxaHne paboTbl BHELIHEro cermeHta TpebyeT no-
CTOSIHHOrO nepeHoca nocpeacTeoM IFT GonbLUOro konmMyecTsa NUNUA0B
n 6ernkoB BHYTPU PECHUYKMN CO CKOPOCTbIO A0 2000 Monekyn B MUHYTY.
CBA3b Mexay PyHKUMEN peCHUYKN 1 BOCTIPUATUEM CBETa 1 3anaxa Xo-
poLULo NnpocmaTtpuBaeTcs Ha npumepe cuHgpoma bapga-buana — rpynnbl
3aboneBaHnii, CBA3aHHbIX C AedekTamn MHTpadnarenispHoOro TpaHc-
nopTa B pecHu4kax, nnbo ¢ gedektamu 6asaneHoro tenbua. MNMauneHTb
C 3TMM CMHOPOMOM He CMOoCOOHbI YyBCTBOBaTb 3anaxu U CTpagaroTt OT
AereHepauum cetyaTku. Takke B HAOOpP CUMNTOMOB BXOAST NOTEps Chy-
Xa, MONUKMUCTO3 MoYeK, AnabeT, oXmpeHve, NoNuaakTunNus — aTo gaet
OCHOBaHWE FOBOPUTb, YTO MNEPBUYHbIE PECHUYKM (DYHKLMOHUPYIOT BO
MHOMMX acrekTax 4ernoBeyeckon usmonoruu.
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ITPOMEXYTOYHBIE ®UAAMEHTBI
H CEIITHHBI

MpomexyTouHble hunameHTbl 0COGEHHO MHOTOYUCIEHHbI B KIETKAX,
noABepralwmnxcs MexaHM4eckoMy CTpPecCy, NpuaaloT MexaHW4YecKyto
NMPOYHOCTb TKaHSM.

LinTonnasmatnyeckme NPOMeEXYyTOYHble (buramMeHTbl BXOAST B CO-
cTaB s10epHbIX slTaMUHO8, KOTopble 06pa3ytoT NepenneTeHHy0 CeTb, Bbl-
CTUNAIOLLYO BHYTPEHHIOI MeMbpaHy saepHon obonodku, obecneynsas
MecTa 3asKopMBaHNs AN XpOMOCOM U sigepHbix nop. KaHatonogo6Hble
uutonnasMmaTnyeckme npomMexyTodHsle connamenTsl (MNP) kogupyrotes y
yenoseka 70 pasnuyHbiMKU reHamu (Tabn. 1).

Tabnuya 1
OcCHOBHbIe TUNbI 6eNTKOB NPOMEXYTOUHbIX chunameHToB
B KNEeTKax MO3BOHO4YHbIX

fApepHble JNlamunubl A, Bu C AnepHasa namuHa
BUMeHTUH-NOAOOHLbIe BuMeHTUH KneTkn meseHxmMmMmanbHoro
NPOUNCXOXAEHNSA
[ecmuH MbILwLb

AnutenuanbHble

MuanbHbIn dnbpun-
NSPHBIVA KACMbIA Benok

[MranbHble KNeTku
(acTpouunTbl U HEKOTOPLIE
LLIBaHHOBCKWE KNETKN)

MepudepuH

HekoTopble HEMPOHbI

KepatuHbl | (kncnbie)

OnuTenunanbHble KNeTkn
N X Nnpon3BoHbIE

(NF-L, NF-M 1 NF-H)

KepatuHbi I
(HeWTpanbHble/ (Bonocsl, HorTm)
LLIEeNOYHbIE)
AKcoHanbHblIe Bernkn HenpoHbl
HenpogrnaMmeHToB
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Crpyktypa Nod

CtpykTtypa NP npeacraeneHa NpoTsSHXKEHHbIMW GenKammn, MMeLLIMMN
cynepcnuparnbHyo CTPYKTypy. [IBa MOHOMepa hopMUpyOT AMMEp, Napbl
AnmepoB 06beanHATCA U 00pasyloT aHTUNapannenbHbI CMELLEHHbIV
TeTpamep (puc. 41).

B oTnnume ot akTUHOBBLIX uUnn TyOynuHOBLIX cybbeanHuy, cybbeam-
Huupl MO He copepxaT calToB CBA3bIBAHWUS C HyKneoTugamu. Tetpa-
MepHas cybbeauHuLa cocTaBreHa M3 OBYX AMMEPOB, UMEKLMX aHTU-
napannenbHoe HanpaeneHne, e€ oba KoHLa O4MHaKOBbI.

Takum obpasom, cbopka MNP He MMeeT CTPYKTYPHOM MOMSPHOCTH,
KPUTUYHOW ONSA aKTMHOBbLIX (PUTAaMEHTOB U MUKPOTpPyboUek. TeTpame-
pbl YNakoBbIBAOTCA B PunameHT, Kyga BXogaT 8 napannenbHbIX nNpo-
TOoMNaMEHTOB, COCTOALLMX M3 TETpaMepoB. Takum o6pa3oM, KaxabIn
otaenbHbi MO B paspese Gyget nmetb 32 oTaenbHble anbga-cnupa-
nn. Bce ato 6onblioe KOMMYECTBO MOMMNENTUAOB BbIPOBHEHO ApPYr
OTHOCWUTENbBHO Apyra B napanfenbHylo CTPYKTypy, rae mpucyTCTBYeT
cunbHOe narepansHoe rmapodobHoe B3anmoaencTeme, TUNMYHOE As
OernkoB B cynepcnupansix. B koHeyHom utore oHo npugaet N cdopmy
kaHaTa. [1® MOXHO Nerko rHyTb, HO UX OYeHb TPyAHO pasopsaTb. Mx
MO>XHO BbITAHYTb Borniee Yem B Tpy pasa Mo OTHOLUEHMWIO K UX Havarnb-
HOW OnuHe.

Mano n3BecTHO 0 mexaHn3me cbopku n pasdopkn NP no cpaBHEHMIO
C aKTMHOBbIMU cpnnameHTamm n MT. B unctom 6enkosom pacteope N
ypes3Bbl4aNHO CTabuIbHbI Gnarogapsa NPOYHLIM CBA3SIM Mexay CyOb-
egnHuuamMmn, ogHako Hekotopble P, BknoyYas eumMeHmMuH, obpasyoT
OVNHaMU4YeCcKMe CTPYKTYPbI B TaKUX KNeTkax, kak punbpobnactel. Pocgo-
punupoBaHue 6enkos, BO3MOXHO, PerynmpyeTt nx pasbopky, npaktmye-
CKM TaKke Kak n ocdopunmpoBaHne perynupyet pasbopKy saepHbIX
NaM1HOB B MUTO3eE.

MexaHu4yeckasa pyHKUMNA
NPOMEXYTOUYHbIX (huraMmeHTOB

KepaTtuHbl — 310 Hanbonee pasHoobpasHoe cemencteo Md: nx Ha-
cunTbiBaeTcs okono 20 B pasnuyHbIX TUMNAx anuTenuanbHOW TKaHW Yy
yeroBeka u ewle npumepHo 10, aensowmxca cneyndnydeckummn ans Bo-
noc 1 Horten. AHanms reHoMa YesnoBeka BbisiBUN 54 pasnuyHbIX KepaTu-
Ha. Kaxxabl KepaTUHOBbLIN OMNaMEHT COCTOUT M3 paBHbIX YacTen Tuna
| (kucnoro) u Tuna Il (HeMTpanbHbIA/WENOYHON) KEPATUHOBLIX OENKoB.
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OHun obGpa3sytoT retepoanmepHble cyobeanHuubl unameHTta. CesasaH-
Hble B CETb KepaTuMHOBble hUnaMeHTbl yaepXuBalTca BMecTe brnaro-
Aaps AMcynb@UaHbIM CBA3SAM M MOTYyT OCTaBaTbCs LenbiMU Aaxe Mo-
crne cmepTu KneTkn, obpasdysa NpoYHbIE MOKPbLITUS, HAaNpUMeEpP, BHELLUHWE
COV KOXW MIn BOMoCkl, HOrTW. PasHoobpasne kepaTuHOB NCMNOonb3yeTcs
B KIWHWKE ONS AnarHosa anutenuanbHbiX onyxonew (KapuuHom), mno-
CKOMNbKY KOHKPETHbIN Habop 3aKCnpeccupyeMbiX KepaTWHOB yKa3biBaeT
Ha anuTenuarnbHY TKaHb, U3 KOTOPOW NPOUCXOAMT OMyXOfb, YTO NMOMO-
raet B Bbibope Tepanuu.

OnuTenuanbHas KrneTka crnocobHa MpoOW3BOAWMTbL MHOMO  PasHbiX
TMMNOB KepaTuHa, KOTOpble COMOMMMEpPU3YIOTCA B E€OMHUYHYIO CeTb
(pwnc. 42).

KepaTtuHoBble hrnaMeHTbl NPUAAT MEXaHNYECKY MPOYHOCTb 3MNK-
TenvanbHON TKaHu oTyacTu brniarogaps Tomy, 4TO OHM 3asikopusatoT NP
Ha camTax MEXKITETOYHbIX KOHTAKTOB, Ha3biBAEMbIX AEeCMOCOMaMu,
nnbo Ha KOHTaKTax KJeTKa-MaTpuKC (nonyaecMocombl). Becnomora-
TenbHble Oenkn, Takue kak ¢punazpuH (filaggrin), cobuparT kepaTtu-
HoBble huramMeHTbl B NyYkn B AUpepeHUnpyowmMxca KneTkax anu-
aepmuca, 4tobbl NpyMaaTe BHELHWM CIOSIM KOXW OCOBYK MPOYHOCTb.
MaumeHTbl ¢ MyTauMaMmn B reHe counarrpuHa odeHb npegpacnonoXeHbl
K 6ONe3Hn CyxoCTu KOXW, Taknm Kak aK3ema.

MyTaumm B reHax KepaTUHOB BbI3bIBAlOT HECKOMbKO FEeHETUYECKUX
3aboneBaHunii y Yenoseka. Hanpumep, akcnpeccus gedeKkTHbIX KepaTu-
HoB B 6asanbHOM crnoe anugepmuca CAyXuT npudnHon 3aboneBaHus
epidermolysis bullosa simplex (npocmol 6ynne3HbIl anudepmo-
J1U3), PN KOTOPOM KOXa MOKPLIBAETCSA BONALIPAMU AaXe NpU HE3Hauu-
TEeNbHOM MexXaHW4YeCKOM BO34EeNCTBMM, KOTOPOEe paspbiBaeT 6asanbHble
Knetku (puc. 43).

Puc. 42. KepaTnHoBble hrnameHTbl
B SMUTENManbHbIX KreTkax.
Mwukporpadusa nmmyHodnoopecLUeHLmMn
CeTU KepaTUHOBbIX (MNaMeHToB (20s1y6bie)
B Crnoe KynbTUBUPYEMbIX SNUTENnanbHbIX
KNneTok. dunameHTbl KaXaon KNeTku
HenpsiMo cBs3aHbI
C (hunameHTamu B COCEAHEN KNeTke
npu nomoLun gecmocom. [ipyrovi 6enok obin
NPOKPAaLLEH KpacHbIM ANS TOro, YToObI
b nokasaTb MOSIOXKEHNE rpaHuL, KNeTok

10 Mum

61



Gasanunas mIeTH MHIEIMICE
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Puc. 43. Ny3blpeHne KOXW, Bbl3biIBaeMoOe MyTaHTHbIM reHOM KepaTuHa.
MyTaHTHbIN reH, KOAMPYIOLLMIA HEeNonHyo (opmy (TPaHKMPOBaHHYIO) KePaTMHOBOTO
6ernka (y kotoporo otcyTcTBytoT N- 1 C-KOHLEBblE JOMEHbI) Obln 3KCNpeccnpoBaH
B TPaHCreHHoW MbIwK. [oBpexaeHHbIN 6enok accembnupyercs COBMECTHO
C HOpMarbHbIMK KePaTUHaMK, YTO MPUBOAUT K Pa3pyLUEHWIO CETU KepaTUHOBbLIX
drnameHToB B 6a3anbHbIX KneTkax koxu. CBeToBble MUKporpadumn paspesa (CeveHns):
A — HOpMarnbHOW TKaHu,
B — MyTaHTHOW KOXW NOKa3bIBAIOT, YTO My3blpEHNE NPOUCXOAUT 13-3a pa3pbliBa KNeToK
6asanbHOro crnos B MyTaHTHOM 3nuAepMuUce (KOPOTKME KpacHbIe CTPErKH).

C — PycyHOK Tpex kneTok B 6a3anbHOM crioe MyTaHTHOTO anuaepmuca npu Habnioge-
HUW B 9NEKTPOHHBIN MUKPOCKON. Kak yka3aHO KpacHOU CTPEnKOW, KNeTku paspbiBaloTcs
Mexay SAPOM U NonyaecMoCoOMaMm, COEANHSIOLLMMN KepaTUHOBbIE (OUNaMeHTbI
c noanexaltueln 6asanbHOW NNacTUHKOM

Opyrve Tvnbl Ny3blipeHns, TakMe kak 60ne3Hn nonocTu pra, anuTenms
nyweBoda U POroBuLbl, BbI3bIBAKOTCS MyTauUUsiMM B PasfnYHbIX Kepa-
TUHaX, 3KCMPECCUsT KOTOPbIX cneumdnyHa ansg gaHHown TkaHu. O6bLwmm
acneKkToM BCeX aTMX DonesHewn siBNSIETCs paspbIB KNETOK Kak CrieacTeune
MexaHW4eCKON TpaBMbl U Oe30praHu3aums nnm obpasoBaHue CrycTKOB
KepaTMHOBbLIX (hMNamMeHTOB LmTockeneta. MHOXeCTBO cneunduieckmnx
MyTauui, BbI3blBaAOLWMX OaHHble 3a00neBaHnsi, UAMEHSIET KOHLbI LiEH-
TpanbHOrO CTEPXXHEBOrO JOMEHA, YTO FOBOPUT O BaXKHOCTM 3TOM KOH-
KpeTHom YacTtu 6enka anst npaBubHoOM cOopku ounameHToB.

UneHbl apyroro cemenctea Nd — HenpodunameHTbel — HangeHbl B
OOoNbLUMX KOHLEHTPALMAX B aKCOHAX HEMPOHOB MO3BOHOYHLIX (puUC. 44).

Tpu Tvna 6enkoB HeripodunameHToB (NF-L, NF-M n NF-H) gatot
cMeLllaHHble cOopkm in vivo, obpa3sys rerepononumepsl. [Npu pocTe ak-
COHa HoBble CyObeanHMWLblI HENpPOMMITaMEHTOB BKITHOYAKOTCA MO BCEN
ONMHE akCoHa B XoA4e AUHAMMYECKOro npoLiecca, KOTopbI 3aknioyaeTcs
B fobaBneHum cydbeauHnL Kak BOOMNb hunamMeHTa, Tak n gobaeneHmm
nX C KOHUOB. lMocne Toro, Kak akCoH JOCTUM HY)XHOW ONuHbI N CcBA3ar-
Csl CO CBOEWN MULLIEHBLO, €ro ANaMeTp MOXET YBENUUNUTLCA A0 NSATU pas.
YpoBeHb 3KCMpeccun HenpoduNameHToB HaMnpsMYK KOHTponupyet
OMaMeTp akcoHa, a OT AuaMeTpa akCoHa 3aBUCUT CKOPOCTb pacrnpo-
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refipodenaMenTs:
Puc. 44. iea Tuna MN® B kneTkax HEPBHON CUCTEMBI.
A — MuKporpadust XonogHOro ckorna HempounaMeHToB B akCOHe HEPBHOW KNeTkW. BuaHbl
MHOTrO4VCIIeHHbIe GenKkoBble MOCTVKM — YNakoBKa, npuaatoLLas 3Ton ANIMHHOW KneTke ana-
CTUYHYIO MPOYHOCTL. Takne nepekpecTHble MOCTMKM CO34aHbl M3 ATNIMHHbBIX HECnParnbHbIX
BbICTYMNOB Ha C-koHLe o4eHb Bonbluoro Gerka HepocdunameHTos (NF-H).
B — Mukporpadus xonogHoro ckona unaMmeHToB rmanbHbIX KNEeTOK NOoKa3biBAET, YTO
AanHble N rmagkve n Mexay HUMKU Mano NepekpecTHbIX CLUMBOK.
C — MuKporpagmst TpaHCMUCCUOHHOM 3MEKTPOHHON MUKPOCKOMUK cpe3a akcoHa. BugHa
perynsipHas ynakoBka «60k-0-60k» HelpodunaMmeHToB, No YACNY HAMHOTO NpeBbILLato-
LLIMX KOMMYECTBO MUKPOTPYBOUek

CTpPaHEHUS ANEeKTPUYECKOro curHana no Hemy. [Nlomumo aTtoro, Hempo-
dunameHTbl 0becnevmBaloT MPOYHOCTb U CTAaOWUMBHOCTb KMETOYHbIX
NpoLIeCCOB B AJTMHHbBIX HEMpoHax. HelpogereHepaTuBHoe 3abonesaHune
amuompodpuyeckull tamepasnbHbil cknepo3 (AJIC, nnn 6onesHb Jly-
lepur (ALS, or Lou Gehrig’s disease)) accounmnmpoBaHo C HAaKOMMeHNEM U
HenpaBubHON COOPKOW HeMpoMnaMeHTOB B Tenax 1 akcoHax MOTop-
HbIX HEMPOHOB, YTO NPUBOAMT K HAPYLUEHMIO aKCOHAaIbHOro TpaHcnopTa.
[ereHepauus akcoHa BefeT K MblleyHon cnaboctu n atpocdmm. OgHako
NpuUYMHHas CBA3b Mexady natonormen HempodunameHtoB n AJIC noka
YEeTKO He yCTaHOBIeHa.

BumeHTMH-NnogobHble dunameHTbl — 3T0 TpeTbe cemencTso [P.
[ecMnH — 4neH 3TOro cemMencTBa — 3KCNPECCUPYeTCs B CKENETHOW,
CepAevHOM U rMagkon MycKynaTtype, rge oH obpasyeT OCHOBaHME BO-
Kpyr Z-ANCKOB B CapkoMepax. Y MblLLEln, He 3KCNPeCcCUpyowmnx 4ECMUH,
BHayane MbilLbl Pa3BMBAOTCA HOPMarnbHO, HO Y B3POCHbIX MbILEWR
NPOSIBNSAOTCS Pas3fNnYHble aHOManun B MbILWEYHbIX KIeTKax, BKMo4yas
HeynopsiAioYeHHbIE MbILLEYHbIE BOMOKHA. Y Niogen myTtauum B AeCMU-
He accouumnpyroTCs € pasnuyHbIMU hopMamMm MbILLEYHOW ANCTPOUU n
cepaeyHon MyronaTtuu, YTo NoKasbiBaeT BaXXHOCTb eCMUHa B cTabunu-
3aLMmM MblLLUEYHbBIX BOSTOKOH.

[MloMUMO yCTaHOBNEHHOW ponv B NoadepXXaHum MexaHW4eckon cTa-
BunbHOCTM SiApa, eCcTb AoKasaTenbCTBa, YTO OAMH U3 KNaccoB TaMUHOB —
A-Tun — BMeCTe C MHOXECTBOM O€enkoB S4epHON OBOMOYKM SIBNSIETCS
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ckaddpongom (mogmocTkamm) ons 6enkoB, KOHTPONMPYOLLMX MHOXXECTBO
KNETOYHbIX NMPOLIECCOB, BKIOYas TPAHCKPUMILMIO, OpraHM3aumio xpomaTu-
Ha 1 nepegavy cuUrHanoB (CUrHanbHy TpaHCAYKUuio). B ocHOBHOM namu-
HOMaTMKM acCOLIMMPYIOTCS C MyTauuMen naMmmHa A 1 BKIoYatoT B cebs Tka-
Hecneumduyeckne 3aboneBaHus. CKeneTHble U MbileYHble aHoManum
CBSI3aHbl C ocnabrneHnem sgepHon 06004k, ITO NPUBOAUT K NMOBPEXAEe-
HUIO KNETKM U €€ CMEpPTK, a NTaMMHOMNAaTUN BO3HWKAIOT 13-3a MNaTOreHHbIX
Unn TkaHecneumuyecknx anstepauuii B reHHOM SKCMpeCcCum.

JInHKepHble 6enku NPoMeXyToYHbIX chunameHToB

Cetb N® cBA3aHa c cemencTBom 6enkoB miakuHos. [NnakuHbl — 310
Gonblime mogynbHble 6enkn, cogepxalimMe MHOIO AOMEHOB, COEOUHS-
IoWmMX drnameHTbl uuTockeneTa Apyr ¢ ApyroM U CTbIKOBOYHBIMU KOM-
nnekcamu. Hanpumep, 6enok nnexTiH cBasbiBaeT B ny4ku MNP, a Takke
M® ¢ MukpoTpyboYKamm, NyvykaMmm aKTUHOBbBIX (OMNaMEHTOB U TONCTbIMMU
HUTAMWN MOTOPHOro MmosmHa Il. OH npukpennset nydku MNP k agresms-
HbIM CTPYKTypaMm Ha nnasmartuyeckon memopaHe (puc. 45).

MnekTnH n gpyrne NNakmHbl B3aMMOOEWCTBYIOT C OENKOBbIMW KOM-
nnekcamu, COEAMHSIIOLLMMUN LIUTOCKENET U «BHYTPEHHOCTU» aiapa. ATu
Komnnekcbl coctoaT n3 6enkoB SUN Ha BHYTpeHHen sgepHon membpa-
He n b6enkoB KASH (Takke HasblBaeMbIX HeCrpuHaMu) Ha BHELUHEWN
siaepHon membpaHe (puc. 46).

Benkn SUN n KASH cBsisbiBatoTCa gpyr ¢ ApYroM BHYTPU SiOE€pPHOWN
0bonoykn, obpasysd MOCTMK MeXAy AO4epHbIM M LMTOMNa3maTtnyeckum

Puc. 45. MNepeKpecTHble CBA3KM PasfnYHbIX 3TIEMEHTOB LYTOCKeneTa
npy NOMOLLM NAEKTMHA.
MnekTuH (3en1eHnbIl) co3naeT nepekpecTHble cBsiau mexay Mo (2onybsie)
1 MUKpOTPYyBOUKamu (KpacHele). Ha AaHHOW 3aMeKTPOHHOM MUKporpadum TOHKN
( ) — 3TO YacTuMLbl 30/10Ta, CLUNTbIE C aHTUNNEKTUHOBLIMU aHTUTENaMK.
CeTb aKTUHOBbIX hunameHToB ybpaHa, 4Tobbl 06neruntb obHapyxxeHne atoro benka
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AAEPHAR NNACTUHIKA
XpoMocoma

Puc. 46. SUN-KASH-6enkoBble KOMMEKChbl.

LinTonnasmatunyeckuin LMTOCKENET CBA3bIBAETCS Yepes siaepHyto 060noyKy ¢ saepHor namu-
HOM Unn xpomocomamu nocpeacteom 6enko SUN n KASH (opaHxeesie n ghuonemossie,
cootBeTcTBEHHO). [lomeHbl SUN 1 KASH aT11x 6enkoB CBA3bIBAKOTCSA APYr C PYTOM BHYTPU
nepuHykneapHoro npoctpaHcTea. benkn SUN cBsA3biBaOTCA C iAepHOA NaMUHOMN U Xpo-
Mocomamu. benkn KASH cHapy»u saepHoi 060rmoykM CBA3bIBAKOTCS C LIUTOMNNa3MaTn4eckum
LIUTOCKENETOM NpU Yepe3 MOTOPHbIE BENKU, aKTUHOBbLIE (OUNAMEHTbI UMW NNEKTUH

unTtockenetom. BHyTpu sapa 6enkn SUN cBsisbiBaloTCA ¢ 94epHON na-
MUHOM Unn xpomocomamu. B 1o xe Bpems 6enkm KASH B umMtonnasve
CBS3bIBAIOTCA C aKTUHOBBIMY (bunamMeHTamMm, Unm, MCnorb3ys NoCpeaHu-
KOB — MOTOpPHbIE 6ernku 1 NnakuHbl, CBA3bIBAOTCA C MUKPOTPYBoUkamm un
M®. Takne cBSA3N nexaTt B OCHOBE MEXaHMYECKOrO COMPSKEeHMs sapa u
LUUTONNa3MaTUYeCKoro UMTockeneta. 3TN CBA3N Takke 3a4eNCTBOBaHbI
BO MHOIMX KIETOYHbIX Mpoueccax, BKMoYas nepemeLLeHne XpomMocoMm
BHYTPU siapa BO BPEMS MeWo3a, No3VLUOHMPOBaHNE sapa MU LIEeHTPOCO-
Mbl, MUrpaumio agpa v rnobanbHyo OpraHu3aumio uuTockeneTa.

MyTaumm B reHe NNeKTNHa BbI3bIBAKOT y>KacHoe 3abonesaHue y Yyeno-
BeKa, coyeTarollee BynnesHbIvi aNnaepMonus (Bbl3biBaeMbln 13-3a pas-
PYLIEHNSI KEPAaTMHOBbLIX (PUNAMEHTOB KOXM), MbILLEYHYIO AMCTPOUIO
(BbI3bIBAEMYIO M3-3a pa3pyLUEHUs ECMUHOBbLIX (PUaMeHTOB) U HENpPO-
aereHepauuio (BcneacTene paspyLUueHus HempodunameHToB). Y MblLen
C OTcyTCTBMEM (DYHKLMOHMPYIOLWErO AEeCMUHA B TeYeHUEe HEeCKONbKUX
OHen nocne poXOEeHUs pasBMBAETCS My3bIPEHUE KOXM U aHoManuu B
CKeneTHOMW 1 cepaeyvyHon MbllLe.

XOTs NNEeKTUH He ABnseTca HeobxoanmbIM A51s Hayana obpasoBaHus
n coopkm MNP, OH Kak KPOCC-NMHKEPHbBIN Genok obecnevmBaeT yrnpyroctb
KNEeTKM 1 CONPOTUBAEMOCTb €€ MEXaHNYECKMM BO3LENCTBUSAM.
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CenTuHsbl

[T®d-cBssbIBaowme 6enkn cenmuHbl CyXaT B KadecTBe [OMNOr-
HUTENbHOW CUCTEMbI PUNaMEHTOB BO BCEX 3YKapMOTMYECKMX KreTKax
KpoMe Ha3eMHbIX pacTeHun. CenTuHbl cobupatoTca B HenonspHble gu-
nameHTbl, obpasytowme Konbua. CTpyKTypbl Hanogobue Kretok, yya-
CTBYIOT B KOMNapTMeHTanm3aunm memobpaH B oTAerNnbHbIe JOMEHbI, U Op-
raHU3yT aKTMHOBbIE (buramMeHTbl 1 MUKPOTPyBo4ukn. CenTuH, BNepBble
OOHapy)XeHHbIN Y MOYKYIOLLMXCA OPOXCKEN, NTOKANM3yeTCs B NepeLlerike
Mexay MaTepPUHCKOM OPOXCKEBOMW KMNETKOM M OTNOYKOBbIBAOLLENCA 4O
yepHen (puc. 47A).

B aTOM no3unumm cenTrHbl BroKMpYHOT NepemMelleHne 6enkoB ¢ 0gHOM
CTOPOHbI NepeLuenka Ha gpyrylo, obycnasnueas KNeToYHblA poCcT B A0-
yepHen kneTke. CenTuHbI Takxke y4yacTBYIOT B 06pa3oBaHUV akTUH-MU-
O3UHOBOIO KOHTPAaKTUIBHOIO Komfbla, HeoOXoAMMOro Ans UUTOKMHE3a.
B kneTkax >KMBOTHbIX OHM Y4acCTBYIOT B KIETOYHOM AereHnn, Murpauum
W TpaHcnopTe Be3uKyn. Tak, B NePBUYHON PEeCHUYKe CenTUHOBLIE (hu-
nameHTbl cobUpaloTCs y OCHOBAHWUS PECHWYKM W CryXaT B KavecTBe

OTNOYKOERBALIARACA

(A) (B) (€)

neck *

ﬁ “ ’ | ‘ : \
*I A
MaTE[:IHH an L |

D 5 MEM 10 MM 2 MKM

Puc. 47. KomnapTmeHTanM3aums KneTku npy NoMoLUy cernmuHa.
A — cenTVHOBbIE CTPYKTYpbl 06pa3ytoT hmunameHTbl B 06nacTu nepelueiika
MexXay MaTePUHCKON 1 JoYEPHEW OTMOYKOBbLIBAIOLLENCST KNeTKamMu.

B — Ha gaHHOM Mukporpadumn KynsTMBMpyeMblx knetok Yyenoseka AHK okpalueHa cuHum,
a cenTuHbl — 3es1eHbIM. MUKPOTPYDOUKM B NEPBUYHBIX PECHUYKaX MeYeHbl
aHTUTENamu, y3HaLMM1 MOANMULIMPOBAHHBIN (aLEeTUMMPOBAHHbBIV)

TYOynuvH (KpacHhbIil), KOTOPOrO MHOTO B aKCOHEMeE.

C — Ha yBenuyeHHon gotorpachum BUAEH CENTUHOBBIA BOPOTHNYOK Y OCHOBAHWS PECHNYKM
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bapbepa gns anddysnmn Yepes nnasmaTtmyeckyro MemopaHy, orpaHuym-
Basi nepemelleHme MembpaHHbIX BenkoB 1 opMupyst 0COOLIN COCTaB
MeMOpaHbl pecHuykn (Figure 16—73B and C). CHkeHue KoHLUeHTpauum
CENTUHOB CHMXaET 3¢ppeKkTUBHOCTL 06pas3oBaHMsi NEPBUYHON PECHUYKM
N nepepadvy curHana Yepes Heeé.

Y gpoxoken oOHapyXeHo 7, a y YenoBeka 13 reHoB CenTUHOBbLIX 6erkoB
(4 rpynnbl No cxoXxecTu nocrnegoBartensHocTen). B npobupke ounLeHHbIe
CEenTWHbI COBMPaTC B CUMMETPUYHbBIE reTeporekcaMepbl UM reTepook-
Tamepsbl, 06pasyroLme HenonsipHble NapHble unameHnTsl (puc. 48). Cesa-
3biBaHue ¢ [ TP Heobxoaumo Ansi ceopaumBaHms (pornanHra) CenTMHOBBLIX
nonuMnenTuaoB, o4HaKo posnb ruaponusa NP B cenTuHax Noka He BbisC-
HeHa. CenTUHOBbIE CTPYKTYPbI B KINETKE cobupatotcs n pasbmparotcsi, HO
He CTOSMb AMHAMMUYHbI, KaK aKTUHOBbIE (PUMAMEHTbI U MUKPOTPYBOUKN.

(B)

(A)
cact1 (D
Cdc12
Cdec3 |

cacro @D
cacio (D

Cdc2 |

Cdci12

cde11 -

100 nm
(C)

Puc. 48. MNonumepunsaums CenTUHOB.

A — anekTpoHHas MukpodoTorpacdus cenTMHOBOrO CTEPXKHSI, COBpaHHoro 13
KOMBMHaLMM ABYX KOMUI KaX[0ro U3 4 ApOoXOKeBbIX CENTUHOB (MOKa3aHbl cnpasa).
BocbMuncybbeanHnyHbIN CTepXeHb HEMonspeH, NOCKOMNbKy LieHTpanbHasa napa
cybbeamnuy (Cdc10) co3gaet CUMMETPUYHbLIN AUMeEp
B — anekTpoHHaa Mukporpadus cnapeHHbIX CENTUHOBBLIX PUNaMeHTOB, COBPaHHbIX 13
OYULLEHHbIX CEMTUHOB NPY BbICOKON KOHLIEHTPALMM COMu.

C — cnapeHHble cenTMHOBbIE hunameHTbl MOryT cobupaTbCst NPM NOMOLLM natepansbHON
accouuauuy mexay dvnameHTamMmm NocpeacTsoM cynepcnvpanen, obpasyemMbix Mexay
C-koHueBbIMK BbicTynamm B 6enkax Cdc3 n Cdc12

67



IIOASIPU3ALIHUSA
H MHAT'PAIIUST KAETOK

MmaBHOM npobnemon knetoyHom Guonorum ABMSIETCA BbISICHEHME
MEXaHW3MOB B3aMMOOENCTBUS MOMNEKYNSPHbIX KOMMNOHEHTOB KNETKW,
KoonepupyroLmnx Apyr ¢ 4pYroM 1 BOCMPOU3BOASALLUX CIIOXHOE KIeTou-
Hoe noBefeHve. B ocHoBe nmpouecca Mmurpauum KneTok nexuT ckoop-
OVWHUPOBAHHOE pa3BepTbiBaHUE MEXAHU3MOB: AMHaMnyeckasa cbopka u
pasbopka uuTockeneTa, perynvpoBaHue u Moamdukaunsa nx cTpykty-
pbl NpU NOMOLLM NonumMep-accoummpytowmnxcs 6enkos, pabota MoTop-
HbIX ©enkoB, ABMraloLMXca No NofiMMepam UM Co3daroLLmMx Hanpske-
HUE B HUX.

MepemelleHne KNETOK MO NOBEPXHOCTH

Y XMBOTHbIX NMPaKTUYECKN BCE NEePEMELLEHUS KNETKN OCyLLEeCTBNS-
I0TCHA 3a CYET Mon3aHus, UCKIIYEHUe COCTaBnsAaT crnepMaro3onipl.
Bo Bpems ambpuoreHesa CTPYKTypa >XMBOTHOIO CO3[aeTcs 3a cyer
MUrpaumm oTAenbHbIX KNETOK B CBOW LieneBble MecTa HasHayeHus u
CKOOPOMHUPOBAHHOIO MepeMeLLeHns LenblX anuTenuarnbHbIX CroeB.
Y MO3BOHOYHbIX 0COBEHHO MpUMeYaTerbHbl CBOEN MUrpaument KneTku
HepBHOro rpebHa. OHU nepemelyaloTca Ha farnbHUEe paccTosdAHWsS OT
MecTa CBOEro NMpouCXoXAeHUs B HEPBHOW Tpybke K camMbiM pasHbIM
mMecTam B aMbpuoHe. lNepemelleHne Ha ganbHWe paccTOSHUA — 3TO
dyHOaMeHTanbHoe CBOWCTBO, Heobxoaumoe ANns NOCTPOeHUs BCen
HEPBHOM CUCTEMbl: UMEHHO Tak oboralleHHble akTUHOM pacTyliue
KOHYCbl pa3BMBaloOLLNXCH HEMPOHOB NYTELUECTBYIOT K CBOEN KOHEYHOW
uenu, Hanpasnsemble KOMOMHaLMEN BHYTPEHHUX CUTHANoB U cuUrHa-
NOB, HaxXo4ALWMXCA Ha NOBEPXHOCTU KNETOK U BO BHEKNETOYHOM Ma-
Tpukce. B opraHMame B3pOCIbIX XXMBOTHbLIX TakXe NOMHO MOon3atoLmnx
knetok. Makpodaru n HernTpodurbl NPOTUCKUBAKOTCH K MECTY UH(EK-
uuu 1 3arnatbeiBatloT BakTepun. Makpodarm n HernTpoubl — KpUTUYe-
cKas 4YacTb BPOXAEHHOro MMMyHHoro oteeta. OcTeoknacTbl Nponors-
3al0T B KOCTb, 06pasys KaHanbl, KOTOpble 3anofHATCA cneayoLwnmmn
3a HUMK ocTeobrnactamy — npouecc NOCTOSHHOrO OBGHOBREHUNA N pe-
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opMnpoBaHNSA KOCTHOM TKaHW. [ogobHbiM obpasom dpubpobnacThl
MUTPUPYIOT Yepe3 COeAMHUTENbHYI TKaHb, pemModenvpys eé€ u Bbl-
CTpamBasi 3aHOBO NOBPEXAEHHbIE CTPYKTYPbl B MECTE «paHeHus». B
ynopsiA04EHHOM MPOLECCEe KINETKN SMMTENManbHOM BbICTUIKA KULLEY-
HVKa NepemeLLatoTCs K BEpLUMHAM BOPCUHOK KMLLEYHWKA, YTODbI 3ame-
HUTb BMUTbIBAKOLLNE KMETKM, CNYLUMBLUMECS C KOHYMKOB BOPCUHOK. K
COXaneHuto, Non3aHne KNeTok Takke UrpaeT porb K BO MHOTUX TUMax
onyxonewn, rae KNeTku HavanbHOW OMyxXomnu BTOPraktTcsi B coceaHue
TKaHW 1 NpobuparoTca OTTyAa B KPOBEHOCHOE PYCMno unun numdaru-

- “ Gecrpar
AKTUHOBLI KOpTeKE namennonogmii Y

NeNUMEPU3aLMA aKTUHa Ha
MMOC-KOHLIE BLITANKUBAeT
Bnepej NaMennonoauio

KOPTEKC HanpsKeH

1

NPOTPY3KA

nepeMelieqHve HENONAPUIOBAHHOND aKThHa

Muo3uH 11 MPUKPEMNEHUE U

coKpalyeHue JBWXEHWE BNEPEL

i

dokancHan agresus
(COQepPHMT MHTErPHUHBI)

Puc. 49. MNMpogswxeHne KNeTKN Bnepes ¢ NOMOLLbIO LUMTOCKeneTa.
3aBucymMas oT nonMMepun3aunm akTuHa NPoTPy3nst U MPOYHOE NPUKPenneHe
namennonoauii (BbICTYNOB KNETKN) Ha NUANPYIOLLEM KOHLE KINETKV ABUralOT KPOMKY KreT-
Ku Bnepep (3esieHas CTpenka Bnepeaun) U pacTarvBaloT aKTUHOBbIN KOPTEKC.
CokpalleHure B TbINbHOM YacTu KINETKM NepemMeLlaeT Teno KrneTku Bnepes (3eseHas
cTperka no3aam) u cbpacbiBaeT 4O HEKOTOPOU CTemneHu HanpsixeHne. HoBble dhokarnbHbie
KOHTaKTbl CO3[al0TCst BNiepeaum, a ctapble 3aaHve pasbupatotcs no Mepe Toro, Kak KrneTka
nonset Bnepes. ATOT UMK MOBTOPSIETCS, U KIETKa nepemMeLLaeTcs Bnepes nouaroso. Bece
Lary B 3TOM NPOLLECCe CraXeHbl Y CKOOPAVHUPOBAHbI, TaK YTO NepeMeLLEeHUE KNeTKN Bre-
pen sBnsieTcs nnaBHbIM. [1oNMMepU3YIOLWLMIACS KOPTUKarbHbIN akTUH NoKasaH KpacHbIM
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yeckme cocygbl, a OTTyAa nonagatwT B ApyrMe Yactu opraHmama, oo-
pasys TaM MeTacTasbl.

Mwurpaumsi KNneTok — CNOXHbIA NPOLECC, 3aBUCALLA OT oboralleHHo-
ro akTMHOM KOpTeKca nog, nnasmartuyeckon membpaHown. 3aechb 3agen-
CTBOBaHO TPW OCHOBHbLIX Npouecca: npompy3us (BbiNS4YMBaHNE YacTeN
KNeTKu), NpM KOTOPOW nrasmartmdeckas membpaHa BbITArMBaeTCs Brie-
pea nepepn KNeTKow; npukpersieHue, Npyu KOTOPOM akTUHOBLIN LIUTOCKE-
NeT CBA3bIBAETCA CKBO3b Mila3maTnyeckyto MembpaHy ¢ cybeTpaTtom; u
HaKoHel, mpakuyusi, B npouecce KOTOPOW Nnopums nepemMeLlaroLlencs
uuTonnasmbl ABuraetcs Brnepeg (puc. 49).

Y HEKOTOPbIX NON3ALUUX KIETOK, TAKUX Kak KepaTUHOUUTbI pbibbe-
ro anugepmmca, Bce 3TV AENCTBUS COBEPLUAOTCA OAHOBPEMEHHO, U
Ka)KeTCsl, YTO KNneTka MIIaBHO CKONb3WUT Brnepen, He U3MeHsist hopmy.
B opyrux e kneTkax, Takmx kak ¢ombpobnacTtbl, 3Tu warn bonee He-
3aBMCUMbI APYT OT Apyra, NoTOMY OBWKEHUE KaXeTCsl AepraHbiM 1 He-
paBHOMEPHbIM.

Ponb akTuHa B opraHn3aunn aBNXeHUSA KreTkun

MNepBbIn War nepemMeLleHnsa — NPoTPy3nda NMAMPYIOLLEN KPOMKU —
3aBUCUT OT CWI, reHepupyembiX MOonvMMepusauuen akTuHa, npu Ko-
TOpon nnas3martuyeckas membpaHa BbingymBaeTcs Bnepen. PasHbie
TUMbl KNETOK MPOM3BOAAT pa3Hble MPOTPY3MBHbIE CTPYKTYpPbI, BKMIO-
yasa cpunonogun (M3BECTHbIE TaKXKe Kak MUKPOLUMMbI) U NaMernnono-
ann. OHWM HanoMNHeHbl NMOTHOW CepALEBMHOW M3 HUTYATOro akTuHa,
KoTopas BblTankuBaeT MeMOpaHHble opraHensnbl. OTW CTPYKTYpbI
pasnu4alrTca B OCHOBHOM MO cnocoby opraHvMsauumm akTuHa Kpocc-
NUHKepHbIMK Benkamu. dunonogumn, obpasyemble Ha MUTPUPYIOLLEM
KOHyCe poCcTa HEMPOHOB N HEKOTOPLIX TUNax pnbpobnacTos, No cyTu
Aena ogHomepHble. B HMX cogepxaTtcs ueHTpanbHble OMWHHbBIE, CO-
OpaHHble B Nyykun (PurIameHTbl, OYEHb HanOMMHAaKLWME TaKoOBble B
MMKPOBOPCUHKaX, HO Bonee OnvHHbIE U TOHKME, a Takke Gonee gu-
HaMMWYHbIE.

Namennonogun, o6pasyemble anuTenuanbHbIMK KnetTkamu n gpubpo-
BGnacrtamu, a TaKke U HEKOTOPbIMU HEMPOHaMM, ABYMEPHbIE, MOCKYTOMO-
O06HbIe CTPYKTYpbl. B HUX copepXuTca CeTb MEePEKPECTHO CBA3aHHbIX
aKTVMHOBbIX (PMNaMeHTOB, MHOXXECTBO U3 KOTOPbIX MEXUT B MIIOCKOCTH,
napanneneHow TBepgomy cybcrpary.

MHBagonoamm n OTHOCALLMECS K HAM CTPYKTYpbl, N3BECTHbIE KakK Mo-
O0COMbI, NpeacTaBnsAlT cobov TpeTun Tun oboralleHHbIX aKTUHOM MpPo-
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Tpy3uii. Takne 0b6pa3oBaHns yXKe TPEXMEPHbIE, OHU SIBMSIIOTCSH BaXKHbIMU
Onsi KNeToK, NpeoforneBatLmx TkaHeBble Gapbepbl, Hanpumep, koraa
MeTacTaTU4ecKne OnyxorneBble KNEeTKN BTOPraTcsi (MHBa3upyoT) B Npw-
nexaiiue TkaHu. VMiHBagonoamm cofepat MHOXECTBO TakUX e, Kak U
duno- n namennonoaum, perynmpyoLnx akTMH KOMMOHEHTOB, a Takke
OHW MHOrAa paspyLualoT BHEKMNETOYHBIN MaTpuUKC, YTO TpebyeT cuHTe3a
BE3MKYI C MaTpUKC—AerpaavpyroLLMmMmn npoteasamu.

[pyras dhopma BbiNssunBaHus memobpaHbl — 6neduHr (BongpipeHme) —
yacTo HabnogaeTtcs in vivo unu B KynsTUBUPYEMbIX Ha MSITKOM cybcTpa-
Te BHEKINETOYHOro MaTpukca knetkax. [Nysbipy obpasytotcs, korga nnas-
MaTuyeckas MembpaHa NnokanbHO OTCOeAMHSIETCS OT NOAMEXaLLlero nog
HEN aKTMHOBOIO KOPTEKCA, MO3BONsst LMUTOMMa3Me BTeYb B 3Ty LUENb U
BbINATUTE MembpaHy Bnepepq (puc. 50). PopmumpoBaHMe My3bips 3aBu-
CUT U OT MMAPOCTaTUYECKOrO AABMEHNS BHYTPU KIETKM, KOTOPOE co3aa-
eTcs bnarogapsi COKpalleHMo akTUH-MMO3NHOBBLIX cbopok. Nocne Toro,
Kak My3blpb BbINATUMCS, akTUHOBbIE hunameHTbl CHOBa cobupatoTcs Ha
MeMOpaHe ny3bipa 1 obpa3sytoT HOBbIN KOpTekc. [puBrnevyeHne mMmnosu-
Ha Il, a TakKke coKkpalleHMe akTMHa U MMO3UHA MPUBOAUT K obpaTHOMY
BNSYMBaHUO Ny3bips. M, HaobopoT, BbiNsiuMBaHWE HOBbIX Ny3blpelr K3
CTapbIX NPUBOAUT K MUTPALUN KIETKM.

CBETOBasA

mukpodoTorpadms GFP-akTuH HanoxeHue

Puc. 50. MembpaHHbI Ny3bipb, 06pa3oBaBLLNIACA
npu paspyLleHn akTUHOBOIO KopTekca.

CneBa npvBeaeHa MyKporpadmsi CBETOBON MUKPOCKOMNWU, Ha KOTOPOW BUAEH cdepu-
Yeckuii BbICTYN MeMbpaHsbl (My3bipb), BbI3BaHHbIN paspyLLeHUeM Npy NOMOLLYM Nasepa
HebOonbLLIOro y4acTka akTMHOBOTO kopTekca. KopTekc nomeyeH 3erneHbiM Ha M3o6paxkeHnm
nocepeamnHe (3KCNPeccupyeTcst KOHbIOMMPOBaHHBIN 6enok « GFP-akTUH»)
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CtpoeHue namennonogumn

Jlamennonogun GbInM XOPOLUO M3Y4YeHbl Ha NpUMepe anuTenuanb-
HbIX KINETOK anuaepmMuca pblb 1 nsrylwek — , Ha3BaHHbIX
TaK 13-3a NOBbILLEHHOIO COAEPXKaHUS B HUX KEPATUHOBBLIX (PUNaMEHTOB.
OTM KNETKM NMOKPbLIBAOT KMBOTHOE B BUAE CCHOPMUPOBAHHbBIX SNUTENM-
arnbHbIX CIOEB: KepaTouMTbl NPUCNOCOONEHbl K ObICTPOMY 3aKpbITUHO
paH, nepemMeLlascb co ckopocTammu 0o 30 MKM/MUH.

Mpn KynNsTUBMPOBaAHWM OTAENbHBIX KMETOK UMW npuobpetatoTcs
onpegeneHHasi popma: odeHb Honbluas namennonoaust U ManeHbKoe,
nepemeLLaroLlieecs Terno, He NpUKpensieHHoe Kk cybeTpary (puc. 51, 52).
dparmeHTbl NaMenIonoamnm MOXHO oTpe3aTb NPy NOMOLLM MUKPONUNET-
Ku. DTM KyCOYKM Namennonoaun NpoaosikatoT non3ath, Bbirnsas kak ma-
NEHbKNE KEPATUHOLUNTDI.

(A)

(®) ©

Puc. 51. MurpupytoLLuin kKepaTUHOLUMT 13 anuaepmMuca pblb.
A — cBeTOBble MUKpOrpadun kepaTuHoLuTa B KynbType, CAenaHHble C MHTepBanom
B 15 cekyHa. [laHHas krneTka nepemMeLlaeTcs Co CKOPOCTbIO MPUMEPHO
15 MKM/MUH.

B — kepaTMHOLMT Npn HABMIOAEHNN C MOMOLLIbIO CKaHUPYIOLLETO 3M1IEeKTPOHHOIO
MuKpockona. BuaHa wupokas nnockasi namennonoans n ManeHbKoe Teno KINeTku, BKIIo-
YatoLLee s4p0. ATO TeNo NPUNOAHATO Haja cybecTpaTom.

C — pacnipegenexune unamMeHToB LUTOCKeNeTa B AaHHOW KneTke. AKTUHOBbIE hunameH-
Tbl (KpacHbIe) 3anosHSIIOT LUMPOKYIO NTamMennonoanto U oTBeYatoT 3a bbicTpoe nepe-
OBuxeHue knetkn. MukpoTpy6ouku (3es1eHsie) u N (2os1ybbie) orpaHnyeHbl paioHamm
BGnu3mn sigpa
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AopCanbHaA

nepudepuyeckan MaHXeTKa

MaHXeTKa namenna

a=

1a. 2a. . i i
namennonogus  namenna
namennonogus  namenna z‘

caltT cnaboii  caiit crabunbHoll
agresuu HET aaresun caiT crabunsHoi

agresmu

agresmu

1b. 2b.
$unonogus

Puc. 52. CTpoeHune NpoTpy3nBHbIX CTPYKTYP KIETKN
Ilamennonogus (1a) n dunonogus (1b) — ocHoBaHHbIE Ha aKTUHE CTPYKTYpPbI, UCMONb3ye-
Mble KMETKOW ANs 30HAUPOBAaHWSA KIMETOYHOTO OKPYXXEHWUS BNEpeay MUrPUPYIOLLEH KIETKN.
Apfresusi kK nognexatlen NoBepxXHOCTH (BHEKNETOUHbIA MaTPUKC, OpYyrue KNeTku 1 T.n.)
onpefensieT CkopocTb W HanpasrneHne cOopKM akTMHA BO BPEMS PaCcXOXAEeHUs KNETOK nnn
nx nepemelleHus. Mpyn murpaumm KNeTkn, HefaBHO 0bpasoBaBLUNECS CalTbl aare3um Ha
nepeaHemn KPOMKe KIeTku «CO3peBaloTy» B CalTbl CTabunbHOM agreammn no Mepe nNpogsuxe-
HWS 3TVX TOYEK aare3vn No HanpaeneHuio k namenne. B oTcyTcTBMe aareann Ha nepegHew
KpoMke (2a, 2b), nponcxoauT peTporpagHoe nepeMeLLeHne akTUHOBbLIX (hUITaMeHToB 1
06pasyoTcs MaHXeTku
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Bo Bpemsi BbiNsYMBaHMS namenunoauv Brieped akTUHOBble K-
NaMeHTbl OCTalTCsl HEMOABWXHBbIMW MO OTHOLUEHMIO K cyOcTparty.
BonbLWKMHCTBO  3TUX (pMNaAMEHTOB OPUEHTUPOBAHO  MIIHOC-KOHLAMMU
Bneped. MyHyC-KOHLbI NPUCOEAMHEHBI K ApYrMM dounameHTam npu no-
MoLm Arp 2/3-komnnekca, nomoraroLiero obpasoBartb ABYMEPHYIO CETb
(puc. 53). Bca ceTb Kak eguHoe Liernoe noaBepXKeHa TPeaMUNuHIy: ne-
penHve yyacTku cobuparoTcsl, 3agHue y4acTku pa3bupatoTcs, YTo O4eHb
NOXOXXe Ha TPEAMMITUHI OTAENbHbIX aKTUHOBbLIX MrameHTOB (0BCyx-
AaBLUMCA paHee).

Puc. 53. 3apoxaeHune akTMHOBbIX (hnnaMeHToB U o6pa3oBaHme cetTn
B Namennunoguun npy nomowm Arp2/3-komnnekca.

A — KepaTVHOUWT C aKTUHOBbLIMW (PUNaMeHTaMun, MeYEeHHbIMY KpacHbIM (drnoopecueHuns
dannovauHa n Arp 2/3-komnnekca MmedeHa 3eneHbim). Kak BugHo, Arp 2/3-komnnekc
KOHLIEHTPMPOBaH Ha NepefHeM Kpae namennunogum, Korga Hykneaums aktuHa
OYeHb aKTUBHA.

B — anekTpoHHasi Mukporpadusi OTTEHEHHOW NMaTUHOW PENSIMKM NUANPYIOLLEN KPOMKM
KepaTuHouuTa. BugHa nnotHasi ceTb akTMHOBbLIX unameHToB. MeTku oTobpaxatoT
y4acTku, nokasaHHble Ha (C).

C — yBeENUYeHne NoMeYeHHbIX PETMOHOB akTUHOBOW CETU B NMUAMPYIOLLENA KPOMKE, Noka-
3aHHoI B (B). MoxHO yBMOETb MHOMOYMCIEHHbIE BETBALMECS DMUNaMeHTbI
C xapakTtepHbiM yrnom 70 rpagycoB, 06pa3yeMom npu BKIOYEHUN
KoMmnnekca Arp 2/3 B NpoLecc Hykrneawummn HOBbIX akTUHOBBIX (hUaMeHToB
3a npegenamu yxe CyLecTByOLWMX punaMeHToB
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OpHoHanpaBneHHOCTb ABMXKEHWS amennonogun TpebyeT koonepa-
UMM M MEXaHUYECKOW MHTerpaumm HecKonbkux (paktopoB. Hykneauums
hnnameHTOB NMPOMCXOOUT Ha NUOUPYIOLLEN KPOMKe, rae U NPOUCXOAUT
OCHOBHOW POCT HOBbIX aKTMHOBbIX ouniameHToB, YTobbl 0b6ecneunTb Bbl-
nsyMBaHMe MembpaHbl Bnepes.

OcHoBHas genonumepusaums GuIaMmeHToB NpoMcxoauT nosagu
nuaupyrowen Kpomku. MNockonbKy KOMUANH CBA3bIBAETCA Koonepa-
TMBHO M NPEMMYLLECTBEHHO C aKTUHOBBIMU unaMeHTaMn, Cogepxa-
wumn ALdP-aktnH (O-cbopma), HOBOCUHTE3UpPYEMbIE T-bMnameHTbl
OOJTKHbI OblTb YCTOMYMBLI K €ro OEWCTBMIO B NMAUPYHOLLEN KPOMKE
(puc. 54).

Mo mepe cTapeHusi pmunameHToB 1 npotekannsa rmgponusa ATO ko-
dunuH crnocobeH adppekTMBHO pasdbupatb ycTapeBwne unameHThbl.
Takum ob6pasom, 3ameaneHHbin rmgponns AT® B nonMmMepu3oBaHHOM
aKkTMHe, Kak nonaratot, obecneynBaeT OCHOBY MexaHu3Ma Mo nogaep-

(B) Il I

aKTUH W KODUInH Tonbko
dKTUH

20 MKM

Puc. 54. KopmnmH B namenonoguu.

A — KepaTVHOLMWT C aKTUHOBbLIMW (hUlaMeHTaMU, MeYEeHHbIMU OIOOPECLEHTHBIM
dannonanHoMm (KpacHhkIl), a KOPUNVH NOMEYEH 3es1eHbIM NPY MOMOLLY
dnopecueHTHbIX aHTUTen. XoTs NMoTHas CeTb akTUHa NPOCTMPAETCsi Ha BCIO
namennonoauto, KounmHa He BUAHO Ha CaMOM MepeaHeM yyacTke NMaupytoLlen
KPOMKW.

B — 6rnnskoe paccMoTpeHue pernoHa, noMe4eHHOro 6enbiM NPsIMOYrofIbHUKOM.
AKTUHOBbIE (PUNAMEHTbI, HAaXOAsALMEC BONU3N NUONPYHOLLEN KDOMKN —
cchopmumpoBaBLUMECS COBCEM HEAABHO U coaepxalime ATP-akTuH
(a He Ald-akTuH), B 0bLLEeM cryyae He accoLMUpoBaHbl C KOPUITMHOM
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Puc. 55. Mogenb npoTpy3nmn akTUHOBOW CETU
B NNAMPYIOLLEN KPOMKE.

[1Ba MOMeHTa BpeMeHM B XWU3HU NTaMenonoann: HOBOCUHTE3NPOBAHHBIE CTPYKTYpbI B
6onee nosaHel To4Kke BPEMEHW NoKa3aHbl CBETNbIM OTTEHKOM. Hykneauus naert ¢ nomo-
LWbto komnnekca Arp 2/3 Ha nepegHem kpae. HyknenpoBaHHble akTVHOBbIE punaMeHTbl
npuKpennsaoTcs K GOKOBON CTOPOHE yXe CyLLeCcTBYOLWMNX (DUnaMmeHToB, B OCHOBHOM MO/,
yrnom 70 rpagycoB. dunameHTbl YANMHAIOTCS, NPOABUras nnasMaTtnyeckyto memopaHy
Bnepen brnarogaps cBoero pofa 3asikopyBaHuio hunameHToB c3aau. [Nnoc-KoHLbl akTyh-

HOBbIX PUNAMEHTOB C NOCTOSIHHOW CKOPOCTbBIO KAMUPYIOTCS.

Mocne Toro, kak HeAaBHO NONMMEPU30BaHHbIE CYObeANHULIbI TMAPONN3YIOT CBA3aHHbIN
C HUMK AT®, bunaMeHT CTaHOBUTCS BOCMIPUMMYMBBIM K KODUIVHY, AeNONMMeEpU3y-
toiemMy ero. 3TO LMK NPOCTPaHCTBEHHO pasfensier NpevMyLLecTBeHHYo COopKy Ha

nepeaHeM Kpae 1 NnpevMyLLecTBEeHHYo pa3bopky dmnameHToB No3aau akTUHOBOW CeTw,
npu 3TOM BCS aKTMHOBAs CETb ABWKETCH Brepea, Aaxe eCnu oTaenbHble (UnaMeHThbl
BHYTPW HEE OCTaloTCsl HEMOABWKHLIMU MO OTHOLLEHUIO K cybcTpaTy. Pa3bupaercs He

BECb aKTWH, @ aKTUH B 3aHeW 4YacTu namensionoann BHOCUT BKMaA B MUrpaLuio BMecTe

C HUM MUO3MHA

XXaHUKo 3(*)d)eKTI/IBHOFO OHOHanpaBlieHHOoro TpeaMuinHra B namenuno-

ansx (puc. 55). ITo Takke OOBACHAET U BHYTPUKIIETOYHOE OBMXEHWNE
naToreHoB, Takunx Kak Listeria.
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Ponb MMo3uHa B 4BMNXEHUU KINETKN

[Nonumepusaums akTUHOBLIX (PUaMEHTOB Ha nepedHen CTOPOHe
MUTPUPYIOLLIEN KNEeTKM NpuKnagblBaeT eé K cybctpaty n npogsuraert
KneTky. Ha nugmpylowen KpoMKe MUTpUPYIOLEn KNeTKn NpoTpy3us
MeMOpaHbl AOMKHa COMPOBOXAATLCA aare3uen k cybetpary. A Ha 3aa-
HEeW YacTu KMNeTKn NMPOUCXOAMUT OTKpenneHne eé ot cybectparta. Takum
o6pa3om, MuUrpaums KneTkn CTPOro perynvpyercs B MPOCTPaHCTBE U
BO BPEMEHM: MOonMMepu3aumns akTuHa, AMHamMuyeckas agresvs u co-
KpalweHne Mno3mHa — BCE AN KOOPAMHUPOBAHHOIO NepeaBMKEHUS.
MwnosuH Il geicTByeT No MeHbLLEN Mepe ABYMSs criocobamu. [epBbin —
3TO NOMOLLb B COEOMHEHUM aKTUHOBOIO umMTOCKerneta ¢ cybcrtpatom
nocpeacTBOM UHTErpMHOBOMW agre3uun. Cunbl, reHepypyemMble nonmme-
pusaumen akTMHa u paboTor MMO3UHa, CO34atloT HanpsXKeHne B MecTe
npyKpenneHnsi, KOTopble 3aTeM NpeBpaLlaloTcs B MecTa ¢ghokasibHOU
adze3uu — ouHaMmyeckme cOOpKM CTPYKTYPHbIX U CUrHarnbHbIX 6enkos,
COEAVHSIOLMX MUTPUPYIOLLYIO KNETKY U BHEKNETOYHbIN MaTpuke. Bro-
pon MexaHu3M BOBeKaeT GunonsipHble MMO3MHOBLIE || ounameHThl,
KOTOpble CBA3bIBAOTCA C aKTUHOBBLIMWU hunameHTamMmm Ha 3agHEeM KOH-
Le naMennonogun n NepeTackuBaloT KIeTKy B HOBOE MONOXeHne — u3
HeJaBHero NeprneHAVKynsapHOro K NMANPYIOLWEN KPOMKE MOSTOXKEHUSA B
noyTn NapannenbHoe en. Takas noxoxas Ha CapkoOMep KOHCTPYKLuS
npegoTBpallaeT BbindgyMBaHMe M nogrnbaHue kpasd OBUXYyLlencsa na-
mMennonogun, noMmoras nogobpartb Kpas KNeTku npy ABUXKEHUN Bnepes
(puc. 56).

O6pasyemMbie Npy NOMOLLM aKTUHA BbICTYMbI (MPOTPY3nn) MOryT Npo-
TankveaTb NUAMPYIOLLYIO KPOMKY KIeTKM Brnepes nuvllb B TOM criyyae,
€CNnn MMEeEeTCH CUITbHOE B3aMMOOEWCTBUE MEXOY aKTMHOBOW CEeTbio
N cantamn dpokanbHOW afre3uun, B KOTOPbIX KrneTka MpuKpennseTcs K
cyberpaty. Ecnn Takoe B3aMmogencTBue HapyLluTb, TO AaBreHue no-
nMMepu3aumm Ha NMAMpPYLoLLEN KPOMKE 1 COKpaLLeHne MUO3nHa B ThbiSly
MPVBOAAT K TOMY, YTO BCH aKTMHOBAas CETb COCKanb3biBaeT Hasag — de-
HOMEH, N3BECTHbIVN Kak peTporpagHbI NOTOK (puc. 57).

Cunbl, reHepupyemble NepeMeLLaroLLENCcsa KNeTKON, CO34atoT CylLle-
CTBEHHOE TsiHyLlee ycunue oTHocuTenbHo cybcetpata (puc. 58). U Ha-
060pOT, BHELUHEE MEXaHW4YecKoe HamnpsikeHne unu pacTtskeHue, npu-
MNOXEHHOE K KNeTKe, BbI3blBAET B Hell COOPKY CTPECCOBbLIX BOSIOKOH U
dooKanbHbIX afre3ni, U KrneTka ctaHoBuTcsa 6onee NpoYHoONn.

31K, NoKa eLle HeJoCTaTOYHO U3YYeHHbIE ABYCTOPOHHME MEXaHnye-
CKME B3aUMOOENCTBUSA MEXOY KITETKOM N €€ PU3NYECKMM OKPY>KEHUEM,
nomMoratT B CaMOOpraHnu3aumm TKaHen NO3BOHOYHbIX.
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Puc. 57. KoHTponb aaresum knetku k cybeTpaTy Ha nuavpyoLlen
KPOMKE MUrpUpYIOLLIEN KNETKN.
A — aKTVHOBbIE MOHOMEPbI BKITHOYAIOTCA B aKTUHOBbBIE (DUNAMEHTbI B NTUAMPYIOLLEN
Kpomke. TpaHcMeMbpaHHbIe UHTErpUHbI (20s1y6b1€) NomoratoT obpa3oBaTb hoKanbHY0
afresuvio, CBsI3bIBalOLLY0 MeMOpaHy knetku u cybeTpar.

B — ecnu BzanmogencTensa Mexay akTMHOBbIMW hunaMeHTaMm u pokanbHom
afresviein HeT, TO caM aKkTMHOBBIV hunameHT cbeaxaeT Hasaz noa AencTenem
HOBOCMHTE3MPOBAHHOTO akTUHA. M1O3WH (3es1eHbIll) Tak e BHOCUT BKNag
B [iBWKEHWe dunameHTa.

C — B3aumMopeVicTBrEe MeX/y CBA3bIBAIOLWMMUCA C aKTUHOM aaanTopHbIMKU Genkamu
(KopuyHesble) N NHTErprHaMV NPUBOAUT K CBA3N aKTUHOBOIO LMTocKeneTa
n cybeTpara. [eHepupyemble MUO3VHOM KOHTPaKTUIIbHbIE CUMbI Yepe3 (hoKarbHY0
afaresvio NpeBpaLLaloTcs B HanpsiKeHne OTHOCUTENBHO BHEKIIETOYHOrO MaTpuKea,
npusoasLlee K ABMKeHWI0. HOBOCUHTE3MPOBAHHbIN KOHYMK aKTUHOBOTO (hunameHTa
ynupaeTcs B NMANPYIOLLYIO KPOMKY U BbI3bIBAET €€ BbiNs4MBaHue (NpoTpy3unio)
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(A)
Puc. 58. TaHywme ycunus, pa3BnBaemMble NOABUXHOW KNETKON.
A — ManeHbkue rvbkme LITbIPbKU NPUKPENeHbl K cybecTpaTy 1 MoryT narnbatbes noa
AeNCTBNEM NpUKNagbiBaEMO CUIbI.
B — ckaHupytoLLas 3nekTpoHHas MUKPOCKOMNMS KNETKU Ha MOBEPXHOCTU, NMOKPBITON Taku-
MU WTbIpbKamMu (BbIcoTow 6,1 MkM). OTKIIOHEHNS LITLIPEKOB MCMOMb3YHTCA ANS noacyeTa

BEKTOPOB CUMbl, COOTBETCTBYIOLLE TSHYLLMM Briepes yCUnusm, pa3BMBaeMbIM KIETKOM
Mo OTHOLLIEHMIO K CyBCTpaTy

Ponb 6enkoB cemenctBa Rho B nonapusaunm KneTku

Murpaumnsa knetkn TpebyeT KOMMYHMKaLUMIO M KOoOpAMHAUMIO Mexay
OAHUM KOHLUOM KNEeTKU U Opyrum. Bo Bpem4dA Hal'lpaBJ'IeHHOVI Murpauum
Ba)KHO, YTOObI MepegHWin Kpaw KNETKM oCTaBasnica CTPYKTYPHO U (DyHK-
LUMOHAlNbHO OTNIMYHBLIM OT 3a4HEero Kpad. Momumo y4acTtn4a B NOKalbHbIX
MeXaHU4YeCKMX npoueccax, Takmx Kak BbiNd4YnBaHUEe nepenHero KoHua u
NOATArMBaHWE 3afHEro, LMTOCKENET OTBEYaET eLe 1 3a hopmy KIeTku,
€€ opraHM3aumio N MexaHM4Yeckne CBOMCTBA Ha BCEM MPOTSHKEHUN KINETKMK,
AnnHa KOTOpOI7I Y XKMBOTHbIX ObIBaeT HECKONbKO AEeCATKOB MUKPOMETPOB.

Baanmogenctens uutockeneta OPMUPYHOT MONSPHOCTb  KIETKM.
KneTka BbICTpavMBaeT pasHble CTPYKTYpbl U3 pasHblX MOMNEKYNspHbIX
KOMMOHEHTOB Ha NepegHeM Kpae no CpaBHEHUIO C 3adHMM, Nnbo xe Ha
BEPXHEM Kpae No CPaBHEHWUIO C HYXKHUM. [INs nepemeLLeHns Knetkn Tpe-
OyeTcsa yCTaHOBMEHWE NOMSIPHOCTM B COOTBETCTBYHOLLEM HaNpaBreHU.

KoHTpOnb NpoLeccoB KNETOYHON Nonspm3aumMmn Heobxoaum Takke 1 npm
OpWEHTaUMM KNETOYHOTO AeneHus ona obpasoBaHMs KOrepeHTHbIX, opra-
HMN30BAHHbIX MHOIOKIMETOYHbIX CTPYKTYP. leHeTn4eckne nccnegoBaHUA Ha
OpoxoKax, YepBAax U Myxax pacKpblin getann MonekynapHbIX OCHOB Nnona-
pu3aumn KneTok. MexaHI/I3MbI, npueogdALlMe K nonApHOCTU KINETOK Y NO3BO-
HOYHbIX, TOJIbKO HA4YUHAIOT N3y4HaTbCA. OL[,HaKO BO BCEX N3BECTHbIX 3KCnepu-
MeHTaXx YCTaHOBITEHO, YTO LIUTOCKENET UrpaeT LUeHTparbHYyH poib, a MHOTMe
MOneKynapHbie KOMNOHEHTbI ABNAKTCA 3BOSIOLMOHHO KOHCEepBaTUBHbIMW.

80



Co3gaHue pasHbix BUOOB KIETOYHOW MOMNSAPHOCTU 3aBUCUT OT JTOKanb-
HOro perynupoBaHWs akTUHOBOTO LIMTOCKENETa BHELIHWMW CUrHanamu.
MHOXeCTBO Takumx CUrHaroB B3aMMOLEWCTBYET C rpynmnow Grnmnskopog-
CTBEHHbIX MOHOMepHbIX [ Tda3, oTHocswmxcsa k cemenctey Rho - Cdc42,
Rac n Rho. Kak n gpyrme moHomepHble ['Tdasbl, 6enkn Rho pabortator
Kak MONEKynspHble nepeknodateny, LUMKNUPYIoLWME MeXay aKTMBHbIM
[TP-cBA3aHHBIM COCTOSIHMEM U HeakTuBHbIM [[d-cBA3aHHLIM. AKTUBA-
una Cdc42 Ha BHYTPEHHEN MOBEPXHOCTWU MnasMaTuyeckon mMmembpaHbl
3anyckaeT NonMmepr3aunio akTmHa 1 obpasoBaHune dmnonogun. AKTnea-
umst Rac BbI3bIBaET NonMmMepr3aumio akTuHa Ha nepudepmm KneTkum, 4to
nNp1BOANT K 06pa3oBaHmio NOCKyTonogobHoM namennonogni. AkTneaums
Rho 3anyckaeT gsa npouecca: cobupaHvue B Ny4kn akTMHOBbLIX U MMUO3W-
HoBbIX |l (oMnameHTOB B CTPECCOBLIE BOMTOKHA U FPYMNMNUPOBKY MHTENPUHOB
N acCoOLMMPOBAHHBIX C HUMK BenkoB B chokanbHble agresun (puc. 59).

NpoKpacKka akTHUHa NpoKpacKka aKTHHa

(B) AKTWMBALWA Cdcaz

(C) AKTMBALIMA Rac (D) AKTWMBALMA Rho

Puc. 59. Opamatnyeckue adpdektsl Cdcd2, Rac u Rho
Ha opraHusaumio akTuHa B chmbpobnacrax.

B kaxaom criyvyae akTMHOBbIE (MnameHThbl Bblniv MeYeHb! hryopecLeHTHbBIM hannonauHOM.
A — npy KynsTUBMPOBaHUW Ha NCTOLLIEHHOW CbIBOPOTKe hnbpobnacTbl pacnonaranv akTyHo-
Bble (oMNaMeHTbl B OCHOBHOM B KOPTEKCE, @ Takke MMeNnu Mano CTPECCOBbIX BOTOKOH.

B — MUKpOMHBEKLNS KOHCTUTYTUBHO akTuBnpoBaHHoro Cdc42 Bbi3biBaeT obpasoBaHue
MHOXeCTBa Menknx unonoamn Ha nepndepum KneTku.

C — MUKPOVMHBEKLMSI KOHCTUTYTUBHO aKTMBUPOBaHHOro Rac — 6rninskopoacteeHHou MTdasbl
— Bbl3blBana obpa3oBaHne OrpoMHON Namennmnoamny No Bcew OKPYXXHOCTM KIETKM.

D — MUKpPOMHBEKLMSA KOHCTUTYTUBHO akTuBMpoBaHHoro Rho npmeoauna k 6eicTpoin coop-
Ke MHOXeCTBa 3aMEeTHbIX CTPECCOBbIX BOIOKOH
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CnoXHble CTPYKTYPHbIE M3MEHEHWsI MPOMCXOOAT MOTOMY, YTO KaX-
Obl U3 AaHHbIX MONEKYNSAPHbIX MepeknvaTenen nveetr AayHCTPUM
MHOXeCTBO OEnKkoB MULLEHEN, KOTOpblEe BO3AENCTBYIOT Ha OpraHn3aLmio
1 ONHaMUKY aKTUHa.

HekoTopble kntodeBble mMuweHn Cdc42 — 3TO 4YneHbl CeMencTea
WASp 6enkoB. Y niogen ¢ gedektamm B AaHHbIX Genkax passuBaeT-
cs1 euHapom BuckotT-Ongpuox (Wiskott-Aldrich Syndrome) — tsxenas
dopma nmmyHogedumumTa, Npu KOTOPOW KMAETKU UMMYHHOW CUCTEMbI
MUMEIKT aHOMarnbHYI0 aKTUH-3aBUCUMYHKO MOABWXHOCTb, U TPOMBOUUTHI
dopmupyroTCa HeHopmanbHbiMU. XoTa cam WASpP akcnpeccupyetcs
NVWb B KINeTkax KPOBU U MMMYHHOW cuCTeMbl, apyrne Bornee pacnpo-
CTPaHEeHHbIE ero BEpCUM JatoT BO3MOXHOCTb akTMBMpOBaHHOMY Cdc42
yBenuuMBaTb NoNMMepu3aumio akTuHa BO MHOTMMX Tunax KneTok. benku
WASP mMoryT cyliectBoBaTb B HEAQKTMBHOW CBEPHYTOM KOHpopmMaumm u
B aKTUBHOW pa3BepHyTon. Accoumaumsi ¢ Cdc42-GTP ctabunuaupyet
oTKpbITYto dhopmy WASP, faBas el BO3BMOXHOCTb CBA3bIBATLCA C Arp
2/3-KOMNNEKCOM U CUITbHO YBENNYMBATbL HYKIEaL M0 akTMHa. Takum crno-
cobom akTmBauusa Cdc42 BeaeT K yBENMYEHUIO HYKNeaumm akTuHa.

Rac-GTP Takke aktuBmpyeT yneHoB cemerictea WASp. Bgobasok, oH
aKTUBMPYET KPOCC-NMHKEPHYIO akTMBHOCTbL 0bpasytoLlero renu 6ernka du-
naMuHa 1 MHIMBMPYET KOHTPaKTUITbHYHO aKTUBHOCTb MOTOPHOIO MMO3MHA
Il Takum obpasom, OH CTabunuaupyet namennonoanm 1 NpeaoTspallaeTt
obpa3oBaHMe COKpaTUTENbHbBIX CTPECCOBbLIX BOSIOKOH (puc. 60A).

Y Rho-GTP coBeplueHHO gpyron Habop muwieHen. BmecTto aktu-
Baumm komnnekca Arp 2/3 onst NnoCTpoeHnst akTnHoBow cetu, Rho-GTP
BKITIOYaEeT POPMUH ANt NOCTPOEHMS NapanfenbHbIX aKTUHOBbIX MyYKOB.
B 10 e Bpemsa Rho-GTP akTnBMpyeT NnpoTeMHKNHa3y, KoTopast KOCBEH-
HO MHMMBMpPYEeT akTUBHOCTb KOUNMHA, YTO NMPMBOAUT K cTabununsauun
aKTUHOBbLIX nnameHToB. Ta ke MpPOTEeUHKMHAa3a MHrMbupyet docda-
Tasy nerkmx uenen mmosuHa. lNocneayowee ysenndyeHme dpocopunu-
poBaHHbIX (NOCKOMbKY ¢hocdatbl ¢ HUX Bonblle He CHUMAKOTCA OaHHOW
docatason) nerkmx Luener MmosvHa MOBbLILLAET COKPATUTENbHYHO aK-
TMBHOCTb MOTOPHOIO MMO3UHA B KIETKe, a 3TO NMPMBOAUT K MOSABIIEHUIO
GonbLuero KonM4yecTBa CTPECCOBbLIX BOITOKOH.

B HekoTopbix Tunax knetok Rac-GTP aktmeupyetr Rho, 06bIvHO €
ManbIMy¥ CKOPOCTSIMM MO CpaBHEHMIO CO CKOPOCTblO, C koTopon Rac-
GTP aktuBmpyet Arp 2/3 komnnekc. 3To AaeT BO3MOXHOCTb KreTKam
BHavarne ncnonb3oBatb Rac-kackag ons noCTpOEHUs HOBbIX aKTUHOBbIX
CTPYKTYp, @ 3aTeM npu akTnBaumm Rho-kackaga nponsBoavTb CoKpaTu-
TenbHbIE YCUMKS, CO3AaloLmne HanpsbkeHnst B 3TOW CTPYKType. Tak npo-
NCXoauT, Hanp1MMep, Bo BpeMsi (GOPMUPOBAHMS U CO3PEBaHUSA MEXKe-
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KNacTepH3aUMA WHTEMPHHOB
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Puc. 60. Pasnnune B adpcpekTax nocne aktmeaumm Rac u Rho
Ha opraHv3auuio akTuHa.
A — akTuBaums manon ['T®asbl Rac NpyBOANT K U3MEHEHWSIM BCroMoraTernbHbIX 6erKkos,
41O BnaronpuATCTByeT 06Pa30BaHMI0 aKTMHOBOW CETU, KaK B namennunoausx. Heckonbko
pa3nuyHbIX Kackagos paboTatoT He3aBMCUMO ApYr OT Apyra. Rac-GTP aktuBupyeT 6enku
WASp, KoTOpble B CBOKO 04epeAb akTUBMPYIOT Hykneaumto 1 obpazoBaHne pa3BeTBNEHHON
ceTu ¢ nomoubto Arp 2/3-komnnekca. MapannensHo ¢ atum Rac-GTP akTuBupyeT npo-
TenHkMHa3y PAK, MMEIOLLLYIO0 HECKOMNBbKO MULLIEHEN, BKMOYasi 06pasytoLLmin CeTu Kpocec-
TNIMHKEPHbIN DUNamMuH, KOTOPbIV aKTUBUPYETCS NpY ero hoChHOpUNMpoBaHnK; a Takke
KMHa3y nerkvx uenemn MuoauHa (myosin light chain kinase, MLCK), koTopasi MHIMGupyetcs
npw pocopunuposaHumn. NHrmbrnposaHne MLCK npmMBOauT K yMmeHbLUEHUIO dhocdopu-
NMPOBaHWSA PErynATOPHbIX NIErkmx Lienen M1o3snHa, 4To BeAeT K pa3bopke MMO3NHOBBIX ||
PMNAMEHTOB 1 CHUXXEHMIO NX COKPaTUTENbHOM akTUBHOCTU. B HekoTopbIx kneTkax PAK
HernocpeacTBEHHO UHTMBMPYET akTMBHOCTL MMo3nHa I, docdopunmnpys ero Tsxensie Lenu
(myosin heavy chain, MHC)

B — akTvBauumsa MdPa3bl Rho BegeT k Hykneauuy akTMHOBBIX (DUNamMeHTOB C MOMOLLIbIO
dOopMMHa 1 yBENNYEHNIO COKPaTUTENBHOW akTUBHOCTU MMO3nHa |l, 4To Bbi3biBaeT 06-
pa3oBaHVe KOHTPaKTUIbHbIX aKTUHOBBIX MYYKOB, TakUX Kak, Hanpumep, CTPeccoBble
BONOKHa. [1nsa akTneaummn mmnosuHa Il 6enkom Rho Heobxogmma Rho-3aBucrumas npo-
TenHknHasa Rock. OHa nHrmbupyet docdarasbl, CHUMarLwme akTmeupytowmii pocdar c
nerkux uenew mnosuHa Il (myosin 1l light chains, MLC); oHa Takxe cnocobHa Henocpes-
CTBEHHO hochopunmMpoBaTb B HEKOTOPbIX TUNax KNEeToK camble ferkve Lenm MmoavHa.
Rock Takxe akTvBMpyeT gpyrne npoTenHknHasbl, Takune kak LIM kinase, kotopas, B CBOO
oyepedb, NPUHMMAET y4acTue B 06pa3oBaHUM NyYKOB CTABUMBbHBLIX KOHTPAKTUIIBHBIX
aKTVHOBbIX MyTeM MHIMBMPOBAHWA AENONMMEPU3YIOLLEro akTUH dakTopa KodunumHa.
[Moxoxuin curHanbHbIV Kackag urpaet BaXkHyto porib B 06pa3oBaH/n KOHTPaKTUMBLHOIO
KornbLa Npu LUTOKMHE3e
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TOYHbIX KOHTakToB. Kpome Toro, ceasb mexay Rac- n Rho-kackagamu
obrieryaeT noggep)kaHWe pasnuyuuin Mexgy «(POHTOM» U KTbISTIOM»
KINEeTKN BO BPeEMS €€ MUrpaumn.

AxkTnBaumna 6enkos Rho-cemencrBa
BHEKNeTOYHbIMU CUrHanamm

AkTnBaumsi MoHoMepHbIx [[Tda3 Rho, Rac n Cdc42 npoucxoauTt npu
obmeHe npo4yHo cesizaHHoro IA® Ha TP, aToT Npouecc KaTanuanpyeT-
Cs1 T'yaHWH-HykneoTna obmeHHbiMKn doaktopamm (GEFs). Cpean MHoxe-
CTBa ngeHTnnumpoBaHHbIX y yerioBeka GEF HekoTopble cneundunyHbl
K otaenbHbiM [Tdasam Rho-cemencTtea, B TO BpeMs Kak gpyrme, noxo-
e, BO3OEeNCTBYHOT Ha MHOMMX Opyrux uneHoB cemenctea. GEFs orpa-
HWYEeHbl 3KCMPeccuen B cneunmnyHbIX TKaHAX, U MHOrg4a gaxke BHYTPU-
KNETOYHBbIM MECTOMOMNOXEHNEM, OHU YYBCTBUTENbHbI K PasHOro poga
perynstopHeiM curHanam. GEF moryT aktMBupoBaTtbcs nMbo BHekne-
TOYHBIMW KOMMOHEHTAMWN Yepe3 peLenTopbl KINETOYHOW MOBEPXHOCTMH,
nmbo B OTBET Ha BHYTPUKIETOYHbIE curHanbl. Kpome TOro, oHn moryt
CNYXWUTb NOAMOCTKaMu, Hanpaenaowmmm ' Tdasbl K UX MuleHsiM. Tak-
X€ MHTEpPECHbIM sABnsieTcs akT, uTo HekoTopble GEFs n3 cemerictea
Rho accoumvpytoTcs ¢ pacTylmMmMy KOHYMKamMu MUKpOTpyBoyek npu no-
MOLLM CBA3bIBaHUSA ¢ ogHUM n3 +TIPs. 310 obecnevmBaeT cBA3b Mexay
OVNHaMVKOWM UMTOCKeneTa MMKpPOTpybo4eKk 1 opraHnsaumen akTMHOBOIO
LUTOCKENeTa; Takas CBA3b BaXKHa ANs MHTerpauun popMbl KNeTkn 1 eé
OBVDKEHUS.

BHelwHue curHansbl MOryT OUKTOBaTb
HanpaBlrieHne MUurpaummn KneTku

XeMOTakcmMc — 3TO ABWXKEHME KIETKU K UMM OT UCTOYHMKA pacTBo-
pYMOro XMMMYECKOro BellecTBa. BHelwHne curHanbl AenCTBYIOT Yepes
Rho-6enkv ans yctaHOBREHUs1 MONAPHOCTU KINETKM NOCPEACTBOM Bhu-
SAHWS Ha opraHM3aumio ee ABuratenbHOro annapara. XopoLwo U3y4yeH-
HbIM MPMMEPOM XEMOTAKCUCa MOXET CITYyXXWUTb XEMOTaKTU4YecKkoe OBu-
XeHune Benbix KPOBSHbIX KNETOK — HEWTPOMMIOB — MO HanpaseHuto
K UCTOYHUKY OGaktepuanbHon mHdekuun. PeuenTopHble Genkn Ha no-
BEPXHOCTU HeWTpodpmna no3BONAT eMy AeTEeKTUPOBaTb OYE€Hb HU3-
kne KoHueHTpauun N-OopMUNMPOBAHHBIX MENTUAOB — MPOM3BOOHbIX
BakTepuanbHbIX 6ernkoB (NULWb NPOKapPUOThI HAYMHAKOT CUHTE3 Dernka C
N-cbopmMunmeTnonnHa). Mcnonb3ysa atm peuentopbl, HEUTpOUIbl Ha-
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npaenaTca K 6aktepuam bnarogapst CnoCoOOHOCTM YNOBUTL BCETO NNLLb
1 % pasHuUpbl B KOHLEHTPALMAX STUX PaCTBOPUMbIX NENTUAO0B (KOHLEH-
Tpaums Ha NPOTUBOMOSIOXKHbIX KOHLAX KneTkn) (puc. 61).

B aTom crniyyae n B cniyyae xemoTtakcuca ameonbl Dictyostelium no Ha-
NnpaBreHnto K NCTOMHNKY LAM®, cBasbiBaHMEe xemoaTTpakTaHTa ¢ GPCR

(A) (B)

Puc. 61. Monsipusaunst HENTpodunia n XeMoTaKcue.
A — 13 HakOHeYHVKa NUMNeTKV cripasBa BbiTEKAET Manoe KonM4ecTBo baktepuanbHoro nen-
Tnaa (formyl-Met-Leu-Phe), koTopbiil y3HaeTcst HENTPOUIOM KaK Hy>KEPOAHBIA NPOAYKT.
HewiTpodun BbICTPO BbINSYMBaET HOBYHO NAaMENMUMNOAMNIO MO HaNpPaBneHWo K UCTOYHMKY
XemoaTTpakTaHTa (CBepxy). 3aTem OH YANMHSAET 3Ty NamMennmnoamuio 1 nonsapuayet
LIMTOCKENET TakuM 06pa3oM, YTO KOHTPaKTUIbHBIA MUO3WH || pacnonaraeTcst npevmyLue-
CTBEHHO B TbiNy, B NPOTMBOMOMOXHOM OTHOCUTENbLHO Namensionoany mecte (cepeguHa).
HakoHeu, kneTka nonseT K MCTOYHUKY nentuaa (HWwkHUA cHUMOoK). Ecnn 661 BMecTo TecTo-
BOro nenTtuga 6bina HacTosiwas 6aktepusi, HenTpodun nornoTun 6bl €€ 1 paspyLuun.

B — cBsisbiBaHue 6akTepuanbHbix monekyn ¢ GPCR Ha HelTpodwune cTumynupyet Ha-
npaBneHHoe ABMKeHMe. TN peLenTopbl pacrnofioXKeHbl N0 BCEW MOBEPXHOCTU KNETKU, HO
BEPOSATHOCTb MX CBA3aTbCS C 6akTepuarnbHbIM NenTUAOM Bbille B NepefHen yactu (Tow,
YTO BNMKEe K UCTOYHMKY NenTuaa). [lBa pasHbix CUrHanNbHbIX Kackaga 3a4eicTBOBaHbI B
nonsipusauum knetku. Ha nepegHeM kpae KneTku ctumynsums Rac-kackaga npusogut
K TOMY, YTO Yepes TpUMepHbIn G-6enok G, HaYnmHaeTea poCcT NPOTPY3UBHOM aKTUHOBOW
ceTn. BTopnyHble MecceHaXepbl B 3TOM Kackae KOPOTKOXMBYLLME, NO3TOMY NPOTPY-
31s1 OrpaHnyYeHa perMoHoOM KneTku, Hambornee 6rnuskumMm k cTumyny. 3Tu e peLenTopbl
aKTVUBMPYIOT BTOPOM CUrHasbHbIN MyTb, Yepes TpumepHble G-6enku G,, u G, ,, KOTopble
3anyckatoT aktmBaumio Rho. Oba nyTu ABnsioTCs B3auMHbIMU aHTaroHuctamu. MNockonbky
Bbl3BaHHasi Rac akTuBaLmel NpoTpy3ns akTUBHa Ha NepefHeM KoHuUe kneTku, Rho aktu-
BMPYETCH NMULLb Ha TbINTbHOW CTOPOHE, CTUMYIMPYS COKpaLleHne 3agHen YacTu KNeTku 1
TeM cambIiM NOMOrasi HanpaeBneHHOMY €€ [ABMXEHNIO
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akTmBmpyet docdonHosntna-3 knHasbl (PI3Ks), kotopas cuHTesnpyet
curHanbHyo monekyny [PI(3,4,5)P,]. OHa, B cBOWO o4epedb, akTvBU-
pyet 'Tda3zy Rac, kotopas 3atem aktMBupyeT Arp 2/3-KOMNMEKC, YTO
NpVMBOAMT K MpPOTpy3uu namennonogun. [locpeacTBoM HEu3BeCTHOro
MexaHM3mMa aKKyMymnsiLus CETKU MONsipu30BaHHOrO akTMHa Ha nuampy-
IOLEen KpOMKe Bbi3blBaeT ganbHenwee yeenmyeHne aktmeHoctn PI3K B
neTrne NONOXuWTenbHoW obpaTHON CBA3W, TO €CTb MPOTPYy3Ms YCUnmBa-
etcs. PI(3,4,5)P,, aktusupytowmin Rac, He MoxeT anddyHanposaTte Ha
GonblUMe pacCTosHMA OT canTa CBOEro CMHTE3a, NMOCKOMbKY OH BbICTPO
npespawiaeTca obpaTtHo B docdatmamn-uHosmton (4,5) ducdocdar
bGnarogapsi NOCTOSIHHO akTMBHOWM NunuaHon docdartase. B 10 ke camoe
BpeMsl, CBSI3bIBaHWE XeMoaTTpaKkTaHTa Co CBOMM peLienTopoM 3anycka-
€T Ha Apyron curHanbHbI NyTb, akTuempyowmun Rho n ysennumeatowmim
COKPaTUMOCTb MOCPEACTBOM MUO3MHA. OTW ABa npouecca nNpsmMo UHM-
OupytoT gpyr gpyra, u aktuBauusa Rac JOMUHMpYET B nepegHen 4actu
KNneTku, a aktmBauus Rho — B 3agHen. 3To AaeT BO3MOXHOCTb KreTke
nogaepXuBatb CBOK (PYHKLMOHANbHYK MONSPHOCTb Takmum obpasom,
YTO NPOTPY3Nsi NPOUCXOOUT Ha NMUAMPYIOLLEN KpOMKe, a COKpalleHue
(KOHTpaKUMs1) — Ha ThINTbHOW YaCTU KINETKMU.

HepacTtBopuMbIe XMMUYECKUE COEAVMHEHWS, NMPUKPENIIEHHbIE K BHE-
KNEeTOYHOMY MaTpPUKCy UMn K MOBEPXHOCTU KIETKU, TaK XXe MOTyT BNuUSiTb
Ha HanpaeneHne murpaumu. Korga 3t curHanbl akTMBMPYIOT peLenTo-
pbl, OHX MOTYT BbI3blBaTb YCUMEHUE KIETOYHOW aare3vm u HanpasneH-
HYI0 aKTUHOBYIO MONMMEPU3aLNIO.

Mwurpaumn knetok Ha 6onbluMe PacCTOSHUS Y XUBOTHbLIX, BKIOYas
BblCEMNeHne 13 HepBHOTo rpebHs 1 NyTeLlecTBNe KOHyca pocTa HeMpoHa,
B OCHOBHOM 3aBWCHAT OT KOMBMHaUMM pacTBOPUMbIX N HEPACTBOPUMBbIX
CVrHanoB Ansi HanpaBneHUs MUTPUPYIOLLIMX KINETOK M KOHyca pocTta K
npaBuUiibHOMY MECTY Ha3Ha4YeHusl.

KOMMyHVIKaLI,VIﬂ MexXxay ayieMeHTaMu UMToCcKerneTa
KOOpPAMHUPYET KNeTOYHYH0 nondapu3auunio n gBnxxeHue

CBs3n Mexay arneMeHTaMu LUMTOCKerneTa SABMSOTCA OYEHb BaXKHBbIMM
Ons Murpaumm kneTtok. M xots nepeaBmkeHne B OCHOBHOM CBSI3@HO C
nonMMmepusaumen akTuHa u cokpalleHmemM MmnosmHa, cenTuHbl 1 N Tak
Xe B 3TOM y4acTByloT. Hanpumep, BuMeHTMHOBas ceTb NP cBA3biBaeT-
CA C WHTEerpnHamu B canTax pokanbHOW aaresvu, a geduunTHble Mo
BUMEHTMHY pnBpobnacTbl MMEKT OCrabneHHy MexXaHW4YecKyk cTa-
OMNbHOCTb, CNOCOOHOCTL MUIpMpOBaTb M CoKpawatbes. bonee Toro,
paspyLUeHne NMHKEPHbIX BENKOB, COEQMHSAIOLLNX Pa3fNYHbIE NTIEMEHTDI
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LMTOCKenNeTa, BKIHoYast HEKOTopble nnakuHbl n 6enkn KASH, BegeT k ge-
dekTam B nonsipusaummn Knetkn n eé murpaumn. Takum obpasom, B3au-
MOZENCTBUE MeXZy CMCTEMaMW LUUTOMNNasMaTnyecknx pmnamMeHTosB, a
TakKe MexaHu4eckas CBA3b C 94pOM, HeobXxoanMbl 411 OCYLLECTBIEHNS
KOMMIEKCHbIX MPOLECCOB B LIEMNOW KreTke, Hanpumep, TakMx Kak Murpa-
ums.

Knetkn Takke MCnonb3ylT MUKPOTPYOOYkM Ons opraHu3auum cra-
OUNBHOrO NepeMeLleHns No onpeaereHHbIM HanpasneHnsaM. Y MHOMMX
nepemMeLLaloLLnNXC KIETOK NOMOXeHNe LIeHTPOCOMbI 3aBUCUT OT MecTa
NpoTPy3MM MONUMEPUIYIOLLLErocs akTuHa. AKTMBaUUSA peuenTopoB Ha
NPOTPY3MPYHOLLIEN NMMAMPYHOLLIEN KPOMKE MOXKET NOKanbHO akTBUpOBaTh
OVHENHOBbIE MOTOpHble 6enku, kotopble OyaoyT ABWratb LEHTPOCOMY,
nepemeLlasicb No eé mmkpoTpyboukam. Heckonbko addeKkTopHbIX Ber-
KOB gayHCTpum OoT Rac n Rho mogynupytoT anHammnky MUKpoTpybouek
HanpaMyl: Hanpumep, NpoTeMHKMHa3a, aktusBupyemasa Rac, dgocdo-
punupyet (M TeM caMbiM UHIMBUPYET) TyOYyNUH-CBA3bIBaOLLMACA BEnok
CTaTMUWH, TakuM 00pa3om, CTabunmanpys MUKpOTPYOOUKM.

B cBoto ouyepenb, MUKPOTPYHOUKM BRUSAIOT HA NEPEeCcTPONKY akTuHa
N KNeTOoYHyto aaresuto. LieHTpocoma HyKrnevpyeT OrpoMHOE KOMMYeCcTBO
OVWHAMUYHBLIX MUKPOTPY6oYek, n eé (LEeHTPOCOMbl) mepepmcrnokaums
3HAYUT, YTO MITHOC-KOHLbI MHOXECTBa MUKPOTPYBoYeK ynuparoTcs B Npo-
TPY3MBHbIA PErnoH knetku. MNpsamoe B3anmogencTBme ¢ MUKPOTPYOOY-
KamMy MOMOraeT HanpaenATb AMHAMWKY DOKarnbHOW aare3avm B MUTrpupy-
owen knetke. MukpoTpybouku Takke MOryT BNMsTb U Ha obpa3oBaHue
aKTUHOBbLIX mnameHToB nytem goctaBkm Rac-GEFs, cBasbiBarowmxcs
c +TIPs, cugawmmMmm Ha KOH4YMKax U nepemMellarommMmmca B npolecce
pocta MuKpoTpyboukn. OHM nepemelLaroT rpy3bl OT MecT hoKanbHON
agre3um v K HAM, BMWSIS HA UX CUFHANUWHT 1 pa3bopky. Takum obpasom,
MUKPOTPYBOYKM yCUnMBaIOT NOMASIPHOCTb MHPOPMaLUK, KOTOPYHO akTUHO-
BbIl LIMTOCKENET MOoy4aeT u3BHe, U 4a0T BO3MOXHOCTb OCYLLECTBNSATh
OTBET Aaxe Ha crabble curHanbl, NO3BONAS MATU OBWXKEHUIO B O4HOM
HanpaBrieHnn B Te4YEeHNe JONroro BpEMEHM.
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