YueOHas qucuuniinHa [Huronorus

HEMEMbBPAHHBIE OPI'AHEJLJIbI:

v/ DjieMeHThI HUTOCKEJIETA
(MUKpPOTPYO0OUKH M MUKPO(HUIAMEHTDI)

v Ki1eTOYHbIN HEeHTP
v/ Pubocombl

¢ Opranounab! ABH:KeHUSI ((KTYTUKH U
PECHUYKMH)




CrpoeHue KIeTKHA 3YKAPUOT

O0os10uKa Huronmiaazma Anpo

I'majionasma.

Kiaerounas
MTO0301b/IIATOreJIb
CTEeHKa u u Anepuas

/TIIMKOKAJIUKC L 000J104KA

i JIByxMeMOpaHHbIe
- OPraHOM/bI:
ILi1asmaruyeckas MUTOXOH/APHUH,
MeMOpaHa _ XJIOPOILIACTBI
) (mi1azamajiemma)

SnepHsbIi cOK
— (kapuomnJiazma,
\ HYKJIeoI1a3Ma)

. J

s
Bakyoasipaas cucrema:
nazmarugeckas mesmopa ITHHOUHIOIHBIE BYILPEKH
U:wmaz i : ‘~ b ¥ );H'::)“Jm“fmml’"nm BHC, KOMHJIeKc
' " Toabaxn, IM30CO0MBI, ! )

BaKyoJIH XpoMOCOMBI

— Tonsaxn .

/7 HeMeMﬁpaﬂmﬂe:\ ’

Hewrpuon

Baxyo:lb

KJIeTOYHBbIN IEHTP, Aapbimko
pudocoMBblI,
MHUKPO(DUIAMEHTbI,
PECHUYKH U JKI'YTHUKH,
\_KJIETOUHbI€ BKJIKYEHUS




HUTOCKEJIET — OIIOPHO-/IBUT'ATEJIbBHAS CUCTEMA KUIIETKHA

KapKac WM CKeJIeT,
HAXOIANMUCH

IluTockejier - 3TO KJIETOYHbIA KoMIOHEHTHI HUTOCKeIeTa:

B IMTOILIa3Me )KUBOHM KJIETKH. ¢/ IPOMEKYTOYHbIE

¢/ MUKPOTPYOOUKH
v/ MuKpoduIaMeHTBbI

DYHKUIUU HUTOCKEIeTA:
*‘npuaaeT Kjierkam Gpopmy u
yIPYIoOCTh;

*o0ecredynBaeT BHYTPUKJIETOYHBIN
TPAHCIOPT, MOABUKHOCTD;

*y4yacTByeT B ()OPMHUPOBAHUHU
MEKKJICETOYHbIX KOHTAKTOB;

*BXOUT B COCTaB
CIICHHHAJIMN3NPOBAHHBIX OPraHeJLI:

LHEHTPHOJIel, peCHUYEK, )KTYTUKOB,

MHKPOBOPCHHOK, KJIETOYHOI0
IeHTpa.

MHUKPO(pHIaMEHThI
¢/ MUKpPOTpPa0deKy.JIbl

Plasma (cell)
Engaplasnuc Aibosome membeane

rebculum R — Anosomes




IHUTOCKEJIET OYKAPUOT

KpacHbii 1BeT - aKTUHOBbIE
MHUKPOPUIaMEHThI

- MUKPOTPY0OUYKH

CvHMH IBET - S/JIPa KJIETOK




CTPOEHUME U ®YHKIINOHAJIBHOE 3HAYEHHUE
OPT'AHEJLL, COAEP KALHIUX MUKPOTPYBOUYKU

¢/ Mukporpy00ouku — moJible HUJIAHAPLI ¢ BHEITHUM
AMAMETPOM 25 HM, BHYTPEeHHUM — 15 HM.

¢/ CreHka TOJNIMHON 0K0JI0 5 HM 00pa3oBaHa
100y1amMu 0ejika TyOyJIMHA, UME MM HECKOJIbKO
dopm (aabda, 0era, 1eabTa, IMCUTIOH).

¢/ BHyTpeHHee NPOCTPAHCTBO CBETJIOE.

¢’ Pacnosio:keHbl 0K0J10 IJIa3MaTHY€CKO MeMOpPAaHbI.

MoviekyasipHasi OpraHu3anus MUKPOTPYOOUKH

=ITO0 MOJISIPU30BAHHAS CTPYKTYpa

=B Heil yepeayrwTcs aBe Cy0ObeTuHULBI (0- U B-) MOJIEKYJI
TyOyJJUHA, 00pa3ys rerepoauMephbl.

sMoJieKkyJibl TYOYJHHA PACIOIaraTcs TAKUM 00pa3oM, 4To
oHH 00pa3yoT 13 nporodguiraMmeHToB.

MpotodpunameHT
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®A3bI OBPASOBAHUSA MUKPOTPYBOYEK

1. 3amensiennas gasza, nin HyKJIeanus

ITO 3TAI 3aPOKIAEHUSI MUKPOTPYOOUKH, KOIIA MOJIEKYJIbl TYOYJIHUHA
HAYUHAKOT COCIUHATHLCS B 00Jiee KpPynHbIe o0pa3zoBanusa. Takoe
COeMHEeHHE MPOUCXOAUT Me/IJIEHHee, YeM NMPUcoeAuHeHre Ty0OyJInHa K
y2Ke COOpaHHOM MUKPOTPYOOUKe, M03TOMY (ha3a M HA3bIBAETCH
3aMeIJICHHOM.

2. ®a3a nmoJauMepHu3anu, UJIH JIOHT AU

Ecjiv KOHIeHTpauust CBO0OHOI0 TYOyJIMHA BBICOKA, €0
MoJIMMepU3anus MPOUCXOAUT ObICTpPee, YeM Aen0oJTUMepPU3 Al HA
MHUHYC-KOHIIE, 32 CYeT 4ero MUKpPOTpyoouka yraunsercs. Ilo mepe eé
POCTAa KOHLIEHTpAM TYOYJHHA MAJaeT 10 KPUTHYECKON U CKOPOCTh
PoCTa 3aMeIIsIeTCH BILUIOTH /10 BCTYILUICHUS B CJEAYIOINYIO ¢a3y;

3. Pa3a cTa0OMJIBHOI'0 COCTOSIHUS

JenoJuMepu3anus ypaBHOBEIINBAET MOJUMEPHU3ANUIO, U POCT
MHUKPOTPYOOUYKH OCTAHABJIMBAETCS.

COopka MUKPOTPYOOUYEK U3 TYOYJIMHOB NPOUCXOAMUT TOJbKO B IPUCYTCTBUHU
ryanosunTpudochara (I'TP) u HOHOB MArHUA.




CHRIMeanue GTP
M MeANEHMBIA
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o3 NPOTOPUNAMEHT o {4 P
TYOynuM MUKPOTPYDOYKY,
reTepoauMen. UWANUHAPUYECKUA
93w 55xla nonnMep
o DACTTEIbHBI
Q B ankanoua
/ BMHBNacTUM
® BUHKPUCTUH
_ (DT XOnXMLmMK,
CJ'; @y Yaxcom |
T -KOHELL CTAabDNNMIAUVA NyTem  -kOHeW. poct 'Q’
B. TyOynun CBA3LIBEHNSE C UEHTDOCOMON WK yKOpasneanmne

YraeTeHue caMoCOOpPKH MUKPOTPYOOUEK MOCPEICTBOM psifia BEIIECTB,
SABJISIFOIMXCS MHTUOUTOPAMU MUTO3a (KOJIXHUIIMH, BUHOJIACTUH, BUHKPUCTHH),
BBI3BIBACT M30MPATEIbHYIO TM0EIb OBICTPO ACAIIUXCA KIIETOK. [ToaToMy
HEKOTOPBIE U3 TAKUX BEIIECTB YCIEITHO UCHOJIBb3YIOTCA JISI XUMHUOTEpAuu
onyxoJjen. biiokatopsl MUKpOTPpYOOUYEK HAPYIIAIOT TAKKE TPAHCIOPTHHIE
MPOLECCHI B IIUTOIIA3ME, B YaCTHOCTH, CEKPEIUIO0, aKCOHHBINA TPAHCIIOPT B
HelipoHax. PazpyiieHne MUKpOTPYyOOUYEK MIPUBOJIUT K U3MEHEHUSIM (hOPMBI
KJIETKH U J€30pTraHU3alliK €€ CTPYKTYPhI U pacIpeiesICHUs OpraHeLl.




DYHKIUHA MUKPOTPYOOUEK

v MHuKpOTPYOOYKH MCOJIB3YIOTCHA B KAaUeCTBE «PejibCOB» JIJIf
TPAHCIIOPTHPOBKH YACTHII.

v/ Ilo ux moBepxXHOCTH MOTYT MepeMemaThLCA MeMOPAHHbIE MY3bIPbKH
U MUTOXOHAPUHU. TpaHCIIOPTHPOBKY OCYIECTBISIIOT O€JIKH,
Ha3bIBaeMbl¢ MOTOPHBIMH.

v CymecTByeT 2 BH/Ia MOTOPHBIX

0CJIKOB: IIUTOMJIAZMATHYECKHE MukpoTpybouka
8 Hm (+)

JUHCUHBI I KHNHC3UHDBI. -

v/ /IuHeMHBI MepeMeINalT Irpy3 !
TOJBKO OT III0c-KoHa k.~ O
MHHYC-KOHIIY MUKPOTPY0OUYKH,
TO €CTh U3 nepupepunHbIX
o01acTed KJIETKH K

LEHTPOCcOMe (pempozpaono).

v/ Kune3uHbl, HANPOTHUB,
nmepeMeInanTcs K IJII0C-KOHIY,
TO €CTh K KJIE€TOYHOU
nepudepuu (anmepozpaono).




DYyHKIUM MUKPOTPYOOUEK

e

‘ 5 £ n-—nf-:--n) g
p—pa """'0“' rmw a.""‘ 5’%{3.

“‘wﬁ RSS!

Oprasesibl, KOTOpPbIE
COCTOSIT M3
MHUKPOTPYOOUEK:

V D opMHUPYIOT HEHTPAJIbHYIO CTPYKTYPY
PECHHUYEK U )KTYTHKOB — AaKCOHEMY.
TunuyHas akcoHemMa coaepskut 9 nmap
MHKPOTPY00YeK mo nepudepuu u 2 v/Lentpuos

MHMKPOTPY0OYKH B HeHTpe (9+2 nap). v/Pecunikn
v Kryrukn

v U3 MukpoTpy0oOUYeK COCTOAT
LHEHTPHUOJIA, HUTH BEPETEHA JIeJICHU U
(parMoIIacT B paCTUTEJIbHOU KJIETKE.

v O0pa3yloT «IUTOCKeJeT» KIETOK H
Y4Y4aCTBYIOT B MOAAEPKAHUU (POPMBI
KJIETOK U PACIOJIO0KEHUS OPTraHOU/10B
(B yacTHocTH annapara I'oabmxn) B
HUTOILIa3Me KJICTOK.




KJIeTOYHBINA HEHTP U CTPYKTYPA HEHTPUOIHU

Kuaerounbiii ueHTp (1) ¥ cTpyKTYpa HEHTPHOJIH (2)
Kierounslii HeHTP 00pa3oBaH napou nenrpuosiei (Il), pacnosiokeHHbIX BO
B3aUMHO-TICPIECHAMKYJIAPHBIX IJIOCKOCTAX. KajKkaasi HeHTPpHoJb COCTOUT U3 9
CBA3AHHBIX APYT ¢ Apyrom TpuimieToB (TP) mukporpyodouexk (MT). C kaxabim
TP nmocpeacTBoM HOMxEK CBA3aHbI caTe IUThI (C) — r100y/1pHbIe 0eJIKOBbIEe
TeJbla, 0T KOTOPBIX oTxoaaT MT.
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KiaeTrouHbIn
LEeHTP

CTpoeHue HEHTPHOJIH B
KJIETKAX MO3BOHOYHbIX:

a — TPEXMepHasi MojeJIb;

0, B, I — IOIepeYHbIe CeYeHHUs
NMPOKCUMAJIBLHOT0 MUHYC-
KOHIIA, CPEeIHEH YaCTU U
AMCTAJBLHOIO IJIHC-KOHIA
(uMeroTCSl PUAATKHA
cocrosimue u3 aMmopgHoro

| BeLecTBa)
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LleHTpHuOoJIb
LleHTp opraHM3anuu MUTOTHYECKOI0 BepeTeHa.

CTeHKa HeHTPHOJIM NPeACTABICHA TPUILIETAMHA
MHUKPOTPYOOUYEK.

B nmepuoa Mexxay eJIeHUSIMUA KJIETKH HEeHTPHOJIH
YABAaMBAKOTCA.

B npodasze MmuTo3a peqymiimmupoBaHHbIC EHTPUOJIHN
PACXOAATCHA K MOJICAM KJIETKHA M YYACTBYKOT B
o0pa30BaHUU AXPOMATHYECKOI0 BEPETEeHA JeJICHUS.

Onna, a yauie ABe HEHTPHUOJIN U OKPY KaloIIee ux
JIy4yeo0pa3Hoe OpUEHTHPOBAHHOE BeleCTBO IMTOIJIA3MBI,
KOTOpPO€ HA3bIBAKT LIEHTPOCc(hepoii, 00pasyroT 0co0yro
00J1aCTh KJIETOYHOI0 TeJIa, MOJYYHUBIIYI0O HA3BAHME
LEHTPOCOMBI (KJIETOYHOIO IEHTPA).

B nieHTpocoMe aBe PSiAOM JieKanMe HEeHTPUOJIU MHOIIA
HA3LIBAIOT TUILJIOCOMOM.
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PeCHUYKM U KTYTUKH — MIPOU3BOJAHbIE MUKPOTPYOOUECK

PeCHUYKHU M )KITYTUKHU COAEPKAT BHICOKOYIOPSATOUYEHHYI0 CTPYKTYPY,
HA3bIBAEMYI0 AKCOHEMOU

AKconema COCTOMT U3 JIEBATH HAPYKHBIX AYIIETOB MUKPOTPYOOUEK,
OKPYXKAIIIUX MAPY HEHTPAJbHBIX MUKPOTPYOOUYEK

PajuajibHble CIIUIbI MPEACTABJIAKT CO00M KOMILJIEKC U3 HECKOJIbKUX
MOJIUIIENITHI0B, KOTOPbIE CBA3BIBAIOT KAKIAbIM HAPYKHBIA TYILIET C
LHEHTPOM AKCOHEMbI

C KaXXaAbIM BHEIIHUM AYILIETOM CBSA3bLIBANTCSH OUHEUHbL, JOMEHbI HX
MOTOPOB PACIHPOCTPAHAIOTCSH HA MPUMbIKAIOIIHE BHEIIHUE TYILJIEThI

Jluneun cniBUraeT BHENIHUE AYIJIETHI 10 OTHOILEHUIO APYT K JAPYrY;

Kune3unvt yyacTByHOT B COOpPKe KI'YTUKOB, TPAHCIIOPTUPYH O€JIKH
AKCOHEMbI B OTAJICHHbIN KOHeEIl *KI'YTHKA

HenmoaBusKHbIE NEPBUYHbIE PECHUYKH YYACTBYIOT B CEHCOPHBIX
npoueccax



PeCHUYKM - 3TO BBIPOCTHI HUTOILIA3MbI KJIETOK BO31YXOINPOBOAAIIAX
U MOJIOBBIX ITyTEM.

buenmne PECHUYCK NEPpEMCINACT CJIU3b ¢ HHOPOAHBIMHA YacTHIaMHU U
OCTATKAMH OTMCPIHINX KIICTOK B10JIb KJIETOYHOM IIOBCPXHOCTH.

Pecunuka:

bT — 0azaabHoe Teabue (00pa3oBaHO TPpUATAMHU
MHUKPOTPY0OUYECK);

HOMT — meHTp Opranu3zanuu MI/IKpOprGO‘l@
BK —0a3ajibHBIA KOPELIOK;

I1J1 — mi1a3zmojieMMa;

MTA — MEKpPOTPY0OYKa A; '
MTD — mukporpyoouka B;

I[IMT — nepudepuyeckne MUKPOTPYOOUKHM;
IIMT — nenrpajabHble MUKPOTPYOOUKH;

IHO — neHTpaJbHAsA 000/104KA; LoM:
/AP — NTMHEeHHOBBbIE PYUYKH;

PC — paagnanbHbIie CIIMIbI; 1 — mpooJIbHBI cpe3;
HM — HEeKCHHOBbIE MOCTHKH 2 — momepeYHbIi cpe3;



KryTHK 3yKapHoOT NPeacTaBJIsieT C000M TOHKUUA BHIPOCT HA MOBEPXHOCTH
KJIETKHU, MOKPbITHIH KJIETOYHON MEMOPAHOU U CONAEPKAUUA AKCOHEMY —
CJIOKHBIH CTPYKTYPHBIA 3JIEMEHT, MPEACTABJISIOIINNI CO00M cucTeMy
MHUKPOTPYOOUYEK.

CrpoeHmne aKCOHeMb! MIyTHKa

AKryrukamMu cHa0KeHbI

Monepeyubii cpe3

raMeTbl Y MHOTHX Teno knerku | BHelhui yGrer
OPraHHU3MoOB, 300CTIOPHI H
KJIETKH MHOTHX IIPOTHCTOB.

~

@ ) ATpybouka
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AKryruk ocymecTniser

BOJIHOOOpAa3HbIe UJIU

BOPOHKOOOpAa3HbIE
BHIKEHHS, COBepIIAs] : | L/
10—40 060pOTOB B CEKYHAY. | @@(ni)
PKIryTHK - OpraH JBHKEeHHS N et ReE)
CIepMATO30H/A U
OHOKJIETOYHBIX

OPraHu3MoB




MukpodpuiaMeHThbI

Pacnosrararorcs moja miasMojJaeMMoOd NyYKAMU WA CJIOSIMH,
00pa3yloT NyYKH, HANPABJISIOIIHECH B KJIETOUYHbIE
OTPOCTKH (ICeBAONOAUM aMeObl).

B cocTaB BXOASIT COKpaTUTEIbHbIE 0€JIKH — AKTUH, MUO3UH,
TPONMOMUO3UH U APYyrue

PacnosiosxkeHre aKTHHOBBIX
MUKPOPUIAMEHTOB B ABHKYLIMMCH ()
U nokosimemcsi pudpoodaacre (0)

AKTHHOBBIE
MHUKPO(PUIAMEHTHI B
KJIeTKe

(no YeHuosy,1984)



| 1 — MukpodHrIIaMeHThI
2 — SApO KIETKU

a%%%

CeTh aKTUHOBBIX MUKPO(PHUIAMEHTOB B IIUTOILIA3ME




MuxkpodpuiaMeHTbI
(AKTHMHOBBIE MUKPO(DUIAMEHTHI)

* HHUTH 00Jiee TOHKHE, YeM
MHUKPOTPYOOUKH

* BHYTpPeHHee MPOCTPAHCTBO TEMHOE

¢® 3TO HUTHU, IPUCYTCTBYIOT
B IIUTOILIA3ME BCEX SYRAPUOTHYICC
KHX KJICTOK

* oA IMJIa3MATHYECKOU
MeMOpaHoOH 00pa3yroT
TPEXMEPHYIO CeTh

* IUAMETP OK0JI0 6-8 HM

* 00J1a1aK0T MOJISIPHOCTHIO

® COCTOSIT U3 JIBYX IE€PEeKPYyYEHHBIX
Leno4Yex, 00pa3oBaHHbBIX
MOJIEKYaMHM IJI00YJISAPHOTO 0eJiKa
AKTHHA
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— moJiepKaHe MUKPOBOPCHHOK




AKTHHOBBIE¢ (PHJIAMEHTHI 00Pa3yl0T KMIIEYHbIe MUKPOBOPCHHKH, CTEPEOIMJINN
BHYTPEHHEIr0 yXa, JJaMeJLJIONOAUM, (PUI0ONOAUH, KOHYC POCTAa HEHPOHOB, CTPecC-

MUKpPOBOPCUHKM

(GpuOpUILIBLI M cCapKOMEPBHI.

CTPYKTYpLI KNeTKU U3 GKTUHOBBLIX (PUIIGMEHTOB

Crpecc-pubpunnsi




MMUKPOBOPCUHKHU —

NNaJbIHCBUAHDbIC BBIPOCTBI HUTOILIA3MbI KIICTKH, KOTOPbLIC o0ecre4ynBalOT
YBCJIHYICHUC ILIOITAAU ITIOBEPXHOCTH, I/1€ MIPOUCXOAUT PACHICIIVICHUC U
BCACbIBAHHUC PA3JINYHbBIX BCIICCTB.

Ha anuKaJbHOU NOBEPXHOCTH FMUTEJIUA TOHKON KUIIKHA M NMOYEYHBIX KAHAJIbIIEB
HMeeTCs 10 HECKOJBbKUX ThICAY TAKUX MUKPOBOPCHHOK, 00pa3yloluX B
COBOKYIMHOCTH IETOYHYI0 KAEMKY.

Kapkac kaknod MUKPOBOPCHHKH 00Pa30BAH NMYYKOM IPUMEPHO M3 COPOKA
MUKPOPUIAMEHTOB.

Cxema yJabTPACTPYKTYPHOH OPraHM3aliud MUKPOBOPCHHKH

AB AM® — aKTHHOBbIE MUKPO(PUIAMEHTHI;
AB — amopdHoe BeliecTBO (AMUKAJIBHON YaCTH
MHUKPOBOPCHHKH);
® u B — ¢puOpuH 1 BULIIUH (DesIKH, 00pasylolue
B nomnepevYHbie CBA3KHU B myyke AM®D);
MM — MoJ1eKyJIbI MUHUMHO3UHA (IPUKPEIUISIOIIHe

E @
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TC — TrepmunanbHas cetb AM®, cieKTPUHOBBIE
MOCTHKHU (mpukpemyisoT TC k miazmosiemme);
M® — MHO3UHOBBIE (PUITAMEHTDI;

1D — npomexkyTOUHBbIE PUIAMEHTDI;

(1D I'K — riiukokasmc
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BcachiBawlinasi KaeMKa B AMUTEINAJIBHBIX KJIETKAX TOHKOIO
KHIEeYHUKA. /leMOHCTpAIMOHHBIN MUKponpenapar. X600
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1 - smurtenuii: 1.1 - cTos09aTHIA KAaEMYATHIH (MUKPOBOPCHHYATHIN)
AMUTETMOUUT (IHTEpouuT), 1.1.1 - HcUepueHHass (MUKPOBOPCHUHYATASA)
KaeMKa, 1.2 - 00KaJOBUIHBIA IK30KPUHOIMT; 2 - 0a3ajibHasi MeMOpaHa; 3 -
pPhIXJiasi BOJIOKHUCTAaSA COCAMHUTEIbHAA TKAHb



IIpoMekyTouHbIe (PUIAMEHTHI (HAHO(PUIAMEHTDI)

v/ ToHkue HeBeTBsiUecCs OeJIKOBbIe HUTH, Yallle COOMpAKOIIUecs B MyYKH.

v/ Cpeannii tuamerp II® — okoJ10 10 HM (9-12 HM), MeHbIIIE, YeM Y
MHUKPOTPYOOUYECK (0KO0JI0 25 HM) U 00JIb1IIE, YeM Y AKTUHOBBIX
MUKPO(PUIAMEHTOB (5-9 HM).

v/ Conep:karcs Kak B IUTOILIa3Me, TAK U B siipe 00JbIIMHCTBA
IYKAPUOTUYECKHUX KJIECTOK.

v/ B sjape u3zBecTeH T0JAbKO 0AMH TUI II® — j1TaMHHOBBIX, OCTAJIbHBIE
THUNBI — HUTOIJIA3MATHYECKHUE

v/ B OoabmmHCTBE ;KUBOTHBIX KJIEeTOK I1® 00pa3yoT «KOP3MHKY>» BOKPYT
SI/Ipa, OTKYAA HANPABJICHBI K epupepun KJICTOK.

v/ II® 0co0eHHO MHOTO B KJIETKAX, MOJABEPKEHHBIX MeXaHNYeCKUM

HArpy3KaMm: B dNUTeJausX, rae [IP yyacTBylOT B COeTUHEHUH KJIETOK JAPYr

C IPYyroM 4yepe3 1eCMOCOMbI, B HEPBHBIX BOJOKHAX, B KJIETKAX [VIAJKOU U
MOINEPEYHO-T0JI0CATON MBIIIEYHOU TKAHU.

¢ OcHoBHasi pyHKIUS — ONIOPHO-KAPKACHAS, OHM MeHee JTA0UJIbHbI YeM
MHUKPO(PUIAMEHTHI U MUKPOTPYOOUYKH.

¢ OHHu y4yacTBYIOT B 00Pa30BaAaHUHU MEKKJIETOYHBIX KOHTAKTOB —
J1€CMOCOM H TOJIY1eCMOCOM.




CrpoeHue U OpraHM3alus MPOMeKYTOYHBIX (PUIAMEHTOB

NH; COOH
(-M MOHOM ep
Ol- CIHp a/Th

NH; COOH

TeTp amep

Ba TeTpamMepa,
00B e JHHeHHBIX
BMecTe

BOCEeMb TeTpaMep OB,
006 eMHeHHBIX
BMecTe B (rtameHT




SKKX

IIpoMekyTouHbIe (PUIAMEHTHI (HAHO(PUIAMEHTDI)

B pa3HbIX TKaHAX MOI'YT ObITH NPEACTABJICHbI Pa3HbBIMH OCJIKAMM.

Hanpumep — B 3nuTe/ MU — KepamuH, COAUHUTE/IbHbIEC TKAHU — 6UMEHMUH.
Bcee Oeqku 11D y yesroBeKka KOAUPYIOTCH 0K0J10 70 reHaMu.
Ha ocHOBe 0C00€HHOCTE AMMHOKHMCJIOTHOIO COCTABA U CTPOCHUS
BbIJICJIAIOT HECKOJIbKO OCHOBHBIX rpynm 0eaxkos I1D.

1 Tun 2 THII 3 Tl 4 THI
KePATUHbI | JeCMMH; BHUMEHTHH - 0€JI0K Anepusbie
VIMAJIbHBIA XaPaKTEePHbIN VI KJIETOK JIAMHUHBI
(pUuOPUILIIAPHBIN | ME3EHXMMHOIO
KHUCJbIN 0€JI0K; NPOMCXOKICHUS: BXOAUT B
nepu@epuH. COCTaB KJIETOK

COEAMHMTEIbHOU TKAHU,
IHAOTEJIUA, KICTOK KPOBU;
AJb(a-MHTEPHEKCHH
bejku HelipoduiIaMeHTOB
Hectun

CunemuH

CuHKOINJIMH




DYHKIUHA NMPOMEKYTOYHBIX (PpUTIAMEHTOB

YCTAHOBJICHO, YTO OHU HE BJIMAKOT HU HA IBUKCHHUE, HU HA JIeJICHHUE
KjIeTKH. K uX 0CHOBHBIM (yHKIMAM OTHOCATCH:

CTPYKTYPHAA - MOAJAePKUBAIOIIAsI M ONIOPHAasA, odecnedeHue
pacnpeaejaeHnsi OpraHes1 Mo onpeaeJeHHbIM Y4acTKaM
HUTOIJIA3MBbI;

o0ecrneyeHUe PABHOMEPHOI0 pacupeaejaeHus cuil aegopmMauum Mexay
KJIETKAMH TKAHH, YTO MPENSATCTBYET MOBPEKICHUIO OTAEJIbHbBIX
KJIETOK (0J1arogaps CBs3M NPOMEXKYTOUYHBIX (PUIAMEHTOB C
TPAHCMEMOPaAHHBIMHU 0CJIKAMM JeCMOCOM U MOJYAECMOCOM);

y4yacTue B 00pa30BaHUHU POroBOIr0 BElIECTBA B JMUTEJIUH KOKU; B
IMUTETHAIBHBIX KJIETKAX CBA3BIBATCH € IPYTrUMHU OeJIKAMMU U
00pa3yroT HenpoHUIaeMble 0apbepsbl (POroBbie YEHIYIKH), ABJISIOTCSH
[VIABHBIM KOMIIOHEHTOM BOJIOC U HOI'TEI;

noaaep:xkaHue (pOpMbI OTPOCTKOB HEPBHBIX KJIETOK M (PUKCALUS
TPAaHCMEeMOPaHHBIX 0€JIKOB (B YACTHOCTH, HOHHBIX KAHAJIOB);

yaep:xaHue MUOPUOPHUILIT B MBIIIEYHOM TKAHU W NPUKPeEINJIeHHEe UX K
IUIA3MOJIeMMe, YTO 00eCIeYnBaeT UX COKPATUTEJIbHYI0 PyHKIMIO.



IIpomMe:xxyTouHbIe (pUIaAMEeHThI (HAHODUIAMEHTDHI)
KiMHn4Yeckoe 3HAYeHHe:

MyTauum reHoB KeparuHoOB
krt5 u krtl4 cBsizaHbl ¢
Pa3sBUTHEM HACJIEACTBEHHOIO
KOKHOTI'0 3a00J1eBaHM A,
OYJLIIE3HOT0 3NMUAECPMOJIN3A
(Epidermolysis bullosa
simplex).

IIpu 3TOM 3a00/1€BAHUM
HAPYLIECHO NMPHUKPeIJIeHUEe
MUAEPMHUCA K 0a3aJIbHOM
IUIACTHHKE, HA KOXKe
00pa3yrTcs 3anoJTHEeHHbIE
CEPO3HBIM COMAEPKUMbIM
My3bIPH.




NUaenTudukanms KJIaccoB MPOMEKYTOYHBIX (UTAMEHTOB UMeEET
BAJKHOC 3HAYCHHUE B TUATHOCTUKE OIYXO0JIeH 1JIsl BbISABJICHUSA
TKAHEBOU MPUHALJICIKHOCTH ONYXOJIEBBIX KJIETOK, YTO MOMKET

OIpeIe/IUTh BHIOOP JIeHeHUS U NIPOTHO3.

HauOouibliee JTMArHOCTUYECKOE 3HAYCHUE UMeeT BbISAIBJICHHE
HUTOKEPATUHOB, J€CMUHA U IVIHAJBHOI0 (PUOPUILIISIPHOTO KUCJIOTO
0ejika, KOTOpPBIE CJIYKAT MAPKePaAMHU ONYyXoJieid IMUTETUATBHOIO,
MBbIIIECYHOI'0 ¥ [VIMAJBLHOI'0 NIPOUCXOKICHUA.

MeHee oTYeT/IMBbIC Pe3yJabTaThl JaeT 00HAPYKEeHUEe BUMCHTHHA,
KOTOPBIN IKCIPECCUPYETCHA U KOIKCIpeccupyercs (AKCIpeccupyercs
B COYCTAHUM C 0eJIKAMHU JPYrUX KJIACCOB MPOMEKYTOYHbIX
(puJ1aMEHTOB) MHOTUMM TUIIAMM KJICTOK.
CyuniecTBeHHY0 MH(MOPMAIMIO O CTENCHU MOPAKEHUS IMUTETUS
MOKHO MOJYYUTH YTEM ONpeaeIeHUs IKCIPECCUN MOJIEKYJIAPHbIX
(GopM KepaTUHOB, CIeUPUUYHBIX IS KJIETOK KOHKPETHOM
JIOKAJIU3AIUU U YPOBHA AU(PepeHIIUPOBKM.

Takum nyreM MOKHO YCTAHOBUTH, HAIIPUMEP, PAHHUE MPEIPAKOBbIE
U3MEHCHUS B JNMUTEJINU, HE BbISAABJISIEMbI¢ CTAHAAPTHLIMH
MOP(}0I0rH4eCKUMH METOAAMM.




PUBOCOMBDbI

1940 rox - A. Kitoar, BriepBbie BblAeJUJ PUOOCOMBI B
"KUBOTHOM KJIETKe, ONUCAJ MX KAK YIVIOTHEHHbIE YACTUIBI U
HA3BaJI UX MUKPOCOHAMM.

1953 rox - Axopaxk IMasmaae BBISCHUIL, YTO 3TH I'PaAHYJIbI
COAEPKATCHA B UTOIJIA3Me WM MPUCOCANHEHbI K MeMOpaHaMm
BHP.

1958 rox - Puuapaom PobdepTcoH npeaioKua TepMuH
«pudocoma

1974 ron - A. Kaoar, Ix. Ilaanane, Kpucr ae 0B nmoayduian
HOO€eJIEBCKYI0 IPEMHUIO 110 (PU3HO0JIOTUH

U MeJUIHUHE «3a OTKPbITHSI,

KACAKIIHUECH CTPYKTYPHOU U
(PYHKIMOHAJIBHOU OPTraHU3ANNU KJIECTOK.




CTPOEHUE U ®YHKIIUU PUBOCOM
* Pubocoma - yacruma, pa3mepoM a0 25 HM.

* Pubocoma cocTouT M3 ABYX CyObeaAMHMIL (000N W MAJIOH) H
MoJjiekyJabl PHK.

OyHKUMM 3n1eMmeHToB pubocom
Crpykrypa CrpoeHune DyHKLMM

bonbwana Bonblwaga cybbeamHuua TpeyronbHasa, B TpaHcnauus,

cybbeagnHuua auamerpe 16HM, coctouT uz 3 monekyn PHK u AeKoaupoBaHue

33 benkoBbIX Monekyn TpaHcnauus, reHETUYECKOM
ANEKOAUPOBAHNE reHeTUYECKor MHdOopMaLUK uHdopmaumm
Manas BorHyTtas, oBanbHaqa, B guMeTpe 14HmM, ObveanHeHue
cybbegnHuua | coctout n3 1 monekynbl PHK u 21 6benkoBbix aMUHOKMCAOT, CO3[4aHUNE
MONEeKyn nenTUAHbIX CBA3ENn,

CHUHTE3 HOBbIX MOJIEKYJI

6enka



MexkmonekyispHas XapakTepHcTuka pudbocom

Koappuuuenr | Konmuecrso : _ | Konnuecreo
: : : . Koapuumenr |
ceaumentaumn  (monexkyn PHK| Monekyasiphas OeJIKOBbIX
O0bexr S CeAMMEHTaLHN
MOJAHON pHOOCOMBI Ha macca PHK, Jla PHK MOJIEKYJI Ha
M €€ CYOBbeAMHHLL |CYOBEAHHHILY CyOBEeAHHHLLY
Pubocomsl 308 1 0,56 -10° 16S 21
ok oS 2 12 -10° 238 34
T 508 4.0 -10° 5S
PuGocoMbl 408 | 0,6 -10° 18S Beero
IYKapHOT SOS<: 3 1.6 -10° 28S okos10 80
60S 4,0 -10° 58
4,5-10" 5,88

CennMeHTz'umﬂ (ocaxxnenue) —
OCeaHMe YaCTULl JUCIEPCHOU
($a3bl B )KUAKOCTH WJIH ra3ze moj
rPAaBUTAIMOHHOIO

HEeNMCTBUEM

INOJISA UJIN HGHTpOﬁe)KHbIX CIJI.

f—~22HM—1




CXEMA CBOPKH PUBOCOMBbI
Npu OMOCHHTe3e 0eJIKOB

F-Met-tRNA

mRNA

t

DyHkuusa pud0CcOM — OMOCUHTE3 DeJIKa.

50S CYBBbEOAMHHULA
5I

IIpu OuocuHTe3e O€IKOB MaJias cyObeauHuna npucoeaunsiercss kK UPHK
(MPHK), 3aTem npucoeanHsieTcs 00JbmIas CyobeIuHuIA.



