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MlaBsa 1

NMOBPEXOEHME

IloBpexaenue, uau aasTepauus (0T JaT. alteratio — W3MEHEHUE), — WU3MEHe-
HUS CTPYKTYPbl KJIETOK, MEXKJIETOYHOIO BelllecTBa, TKaHe M opraHoB, KOTO-
pble MPUBOISIT K HApYIIEHUIO MX XU3HeAesTeabHOCTU. TloBpexaeHrne HauuMHa-
eTCS Ha MOJICKYJISIPHOM WM KJIETOYHOM ypoBHe. OMHAKO A0 OIpenesieHHOTO
MOMEHTa KJETKU U APYTue CTPYKTYpbl OpraHu3Ma aganTUPYIOTCS K MOBpexaa-
IOIUM BO3JAeUCTBUSIM 0e3 u3MeHeHus ¢pyHKuMuU. Korga Bo3MOXHOCTH ajarnTa-
AW WCcYepHaHbl UM CUJia TOBpEeXAaNUX (aKTOPOB MPEBBIIIACT 3alIUTHBIN
MOTEeHLMal KJIeTKM, HAacTylmaeT oOpaTuMoe WU HeoOpaTuMoe TOBpEXIeHUE
KaK B (pU3MOJOTMUECKUX YCIOBUSIX, TaK U MPU OOJIE3HSIX WJIM MATOJOTMYECKUX
BO3JICAICTBUSIX.

IToBpexaeHue BbI3BIBAIOT Pa3HOOOpa3HbIE BK30TM€HHbIE M 3HIOTEHHbIE
NPpUYMHBL (UNYECKUEe U XUMUYecKue (aKTOpbl, MHOEKIIMOHHbIE areHTHI,
VUMMYHHBIE peakIMU, TeHETUYeCKMe HapylleHUsl, AucOanaHCc MUTaHUS, JieKap-
CTBeHHBIX cpeacTB. [MoBpexaarmuine (GpakTopbl AEUCTBYIOT HAa KJIETOYHbIE U TKa-
HEBBIE CTPYKTYPbI HEMOCPEACTBEHHO UJIM OMOCPEIOBAHHO — Yepe3 ryMopaJibHbIe
U pedaekTopHble BausgHUs. [Ipyu 3ToM XapakTep U CTeNeHb MOBPEXICHUS 3aBU-
CSIT OT CUJIbI U TIPUPOJbI MATOTEHHOTO (haKTopa, CTPYKTYPHO-(PYHKIIMOHAIBbHBIX
0COOEHHOCTEll opraHa WJIM TKaHU U OT PEaKTUBHOCTU opraHusma. [lpu Bcem
pa3HoOOpa3uu MPUUYUH, NEUCTBYIOIIMX Ha KJETKY W TKaHW, B CaMOW KJIeTKe
BBIJIEJSIIOT Haubojiee YyBCTBUTEJIbHbBIE BHYTPUKJIETOUHBIE CUCTEMbI, MOBPEX-
JIeHUe KOTOPBIX BeleT K HapylleHWI0 (b)YHKUIMU KJETKHU, BILUIOTh A0 €€ TMOelu.
Cpenu HUX KJETOYHblIE W BHYTPUKJETOUHbIE MeMOpaHBbI, oOecledyuBaloliie
MOHHBIK M OCMOTMYECKUI TIoMeocTa3d KJIETKHU, CTPYKTYpPhI, OCYIIECTBISIOLUIUE
OKHCINTENIbHOEe (ochopunnpoBaHne U obpa3oBaHUe 3Hepruu B Bume ATD,
CUCTEMBbI, CBSI3aHHBIE C CUHTE30M (DEPMEHTOB U CTPYKTYPHBIX O€JIKOB, U, HAKO-
Hell, TeHeTUYECKU I arrmapaTr KJeTku. Mopdosorus aj1eMeHTOB KJIETKU U Mpo-
TeKalollle B HUX OMOXMMMUYECKME TPOLECChl HACTOJIBKO TECHO CBSI3aHbI, YTO
MOBpeXJeHUEe B JIIOOOM 3BE€HE MPUBOAUT K IMOBPEXACHUIO IPYTUX KJIETOUHBIX
Y BHEKJIETOUHBIX CUCTEM.

Cpean MHOXeCTBa MEXaHM3MOB, BbI3bIBAIOIIMX MOBPEXACHUST KJIETOK U TKa-
Heil, HauboJiee BaXKHbI YEThIpe.

e ['unokcus, KoTopasi MPUBOAUT K 00pa30BaHUIO CBOOOAHBIX PaJKaIOB KUC-
JIOpoJia, YTO BbI3BIBAET MEPEKUCHOE OKUCAEHUE JIMTTUIOB U HapyIlleHUe MpaK-
TUYECKU BCEX BUJOB OOMEHa BEIIECTB.

e HapymieHue cocTOSHMSI KaJbLM$, YBeJIUMYEeHUE BHYTPUKJIETOUHON KOH-
LIEHTpallMM KOTOPOTO BEAET K TMOBBILIEHWIO aKTUBHOCTU psiga ¢hepMeH-
TOB, TTOBPEXKIAIOIMINX KJIETKY, — docdonmnasbl, mpoteasbl, AT®asbl, 3HI0-
HYyKJIeasbl.



34 O6uiaa natonormyeckas aHaToMus

e [ToBpexxaeHUsI MUTOXOHIPUI U cHUXXeHUe cuHTe3a ATD, sHeprum, HeoOXo-
TUMOM 715 BCeX OUOJIOTMUYEeCKUX MPOLIeCCOB, BKJIIOUass MEMOpaHHBIN TpaHC-
MOpT, CUHTE3 OesiKa, IUMOTeHE3 U MHOTUE IPYTHe.

e [ToTeps mia3MoaeMOTUYECKON MeMOpaHOl n30upaTebHON MPOHUIIAEMOCTH,
KOTOpasi MPUBOAUT K HAPYIIEHUSIM OOMeHa BEeIIECTB.

IIpy »ToM B OmHUX ciydasiX BO3HUKAIOT MOBEPXHOCTHBIE M OOpaTUMBbIC
W3MEHEHMS, Kacawllruecsl OObBIYHO JIMIIb YIBTPACTPYKTYP, B NPYTUX — TIIY-
0okue M HeoOpaTuMble, KOTOPbIE MOTYT 3aBEpPIIUTHCS TUOEIbIO HE TOJb-
KO KJIETOK W TKaHeW, HO W Iejoro opraHa. [loBpexaeHue MMeeT pas3iny-
Hoe MOpGhOJOTUYECKOEe BBbIpaXXeHWE Ha KJETOYHOM UM TKAaHEBOM YPOBHE.
Ha xjgeTouHOM ypoOBHE OHO TMPEACTaBJIEHO Pa3HOOOpPa3HBIMU W3MEHEHUSIMU
YABTPACTPYKTYP KJETKM BIUIOTH N0 €€ Tubeid — amomTo30M U COCTaBJISIET
coziepXaHue OOJTBIIOTO pas3zesia 001Iei MaToJIorn — mnaroJoruu Kiaetku. Ha tka-
HEBOM YPOBHE MOBPEXIEHUE MPEICTABICHO ABYMS OOIIETTaTOJIOTMYECKUMU MTPO-
leccaMu — JUCTpPOdUeil 1 HEKPO30M, HEPEIKO IMOCIeN0BaTEIAbHBIMUA CTAAUSIMU
aJIbTEPALIAN.

MATOJ10OINA KJIETKU

Kirnetka — cTpykTypHO-DYHKIIMOHAIbHAS €AWHUIA TKAHU, XWUBas 2JIEMEH-
TapHasl cucTema, obsagamniasi CoCOOHOCThIO K OOMEHY C OKpYyXaroulei cpenoi.
CTpoeHue KJETOK OpraHu3Ma yejoBeKa OOecrneuyrMBaeT BBIMOJHEHUE UMM CIie-
LIUATU3UPOBAHHON (PYHKIIMU U OJHOBPEMEHHO BOCCTAHOBJICHUE pPa3pylIEHHBIX
B pe3yibrare (PYyHKIMOHUPOBAHUS CTPYKTYp. BHYTPUKIJIETOUHBIE CTPYKTYPHI,
obnanast onpeneaeHHBIMU MOP(OIOrMYECKUMU OCOOEHHOCTSIMU, 00eCTIeYnBAIOT
OCHOBHbBIE TPOSIBJICHU S XXKU3HEAeITeJIbHOCTU KJIeTKU (puc. 1-1). C HUMU CBSI3aHbI
IIbIXaHUE U 00pa30BaHUE PHEPIUU (MUTOXOHAPUM), CUHTE3 OEJIKOB (pUOOCOMBI,
TpaHyJsipHasl LUTOIIa3MaTUyecKasi CeTh), HAKOIMJIECHUE U TPAHCIIOPT JIUITUIOB
U TJIIMKOTeHa, NEeTOKCUKalMOHHasd (GyHKUUS (TJajkas LUATOIIa3MaTU4yecKas
CeThb), CUHTE3 MPOAYKTOB U UX ceKpelus (MIacTUHYAThIA KOMILJIEKC), BHYTPU-
KJICTOUHOE TWIIeBapeHue W 3aliuTHas (GyHKUIUS (JIU30COMBbI). JlesTeabHOCTh
VABTPACTPYKTYP KJETKU CTPOr0 KOOPAMHWPOBAHA, MPUYEM KOOPIWUHALIUS
B BbIpaOOTKe CIeluUYECKOro MpoayKTa KJIEeTKOU MogYMHEeHa 3aKOHY TaK Ha3bl-
Bae€MOTr0 BHYTPUKJIETOUYHOrO KOHBelepa. [1o mpuHIMIY ayTOPEeTyasliii OH OCy-
LIECTBJISIET B3aUMOCBSI3b MEXY CTPYKTYPHBIMU KOMIIOHEHTAMU KJIETKU U MPO-
TeKaIIUMU B Hell polieccaMu oOMeHa BEILeCTB.

VabpTpacTpyKTYphl KJAETKU YYaCTBYIOT B Pa3JMYHBIX BHYTPUKJIETOUHBIX MTPO-
neccax. [ToMUMO OCHOBHOII OHUW BBIMOJHAIOT U Apyrue dyHkuuu. Kaxmgoe
(GyHKIMOHATbHOE MPOSIBJIEHUE KJIETKU — PEe3yJbTaT COBMECTHOW pabOThl BCEX
€€ B3aMMOCBSI3aHHBIX KOMIIOHEHTOB. [IoHMMaHUe 3TOrO MO3BOJISIET MPOCIECAUTD
IUHAMUKY MOBPEXIEHUS — OT HAPYLIEHU BHYTPUKJIETOUHBIX CTPYKTYp U UX
GYHKUUU 00 MATOJOTUU KJIETKU KaK CTPYKTYPHO-(YHKIIMOHAJIbHOU €AWHU-
1Ibl TKaHUW, XWBOU 3JIEMEHTApPHOW CaMOPETyJIUpyeMOl CUCTEMBl M OT Hee —
K TIaTOJIOTUU KJETOYHBIX KOOIEepaluil, 00beAUHEHHbBIX KOHEYHOU (YyHKIMEH,
KaK CTPYKTYPHOI OCHOBBI MTaTOJIOTUM YeJIOBEKaA.



naBa 1. NMoBpexaeHne 35

nHA

an
An

Puc. 1-1. Cxema ctpoenus kietku: S — snapo; S — smepHble TOpHI; M — SIPHIIIKO;
TTHIT — nmepuHyKeapHoe mpocTpaHcTBO; LIm — nmuTomirasma (ruanoriasma); Lim — 060-
JlouKa KJIeTKU (1muTomeMmbpana); DP — sHAoOIIa3sMaTudecKuit peTUKYIyM (SHIOIIa3Ma-
TU4eckKas cetb); P6 — pubocombr; M — MuToxoHapuu; Al — TacTUHYATHIA KOMILIEKC
(xomruieke Fonpaxn); JI3 — ausocombl; L — meHTpocoma; CB — cekpeTopHbIe BaKyOJIH;
TIIT — nmuHOIIMTO3HBIE MY3bIpbKU; D3 — cTagum paronuTosa

IlaTomorust KJIeTKW — TIOHSITHE HEOMHO3HAauHOEe. Bo-mepBbIX, MaToOJOTHUS
ee CrenMraau3upoOBaHHBIX YIBTPACTPYKTYp — HE TOJIBKO CTEPEOTUITHBIC U3ME-
HEHWsI TOW WJIW WHOMW YJIBTPAaCTPYKTYpbl B OTBET Ha pa3IMYHbIC BO3ICHCTBUS,
HO W crneuuduuHble M3MEHEHMsS YJIbTPACTPYKTYp, KOTa MOXHO TOBOPHUTH
0 XPOMOCOMHBIX 00JIE3HSIX M 00JIE3HSIX PEIeNITOPOB, TU30COMHBIX, MUTOXOHIPU -
aJIbHBIX, TIEPOKCUCOMHBIX M OPYTUX OOJIE3HSIX KJIETKU. Bo-BTOphIX, maToJIOTUs
KJIETKM — M3MEHEHMsI €€ KOMIIOHEHTOB M YJIbTPACTPYKTYP, KOTOPbIe HAXOMSTCS
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B IPUYNHHO-CJICACTBEHHBIX CBA3gX. IIpr 3TOM pedb MIET O BBISIBIICHUW OOIIMX
3aKOHOMEPHOCTEH MOBPEXKICHUS KJICTKU U ¢ peaKIIM Ha IMOBPEXKICHUE: peliell-
IIUM TaTOTeHHON WH(GOpPMaIMM KJIETKOW M peaklMyd Ha TOBPEXIeHUE, Hapy-
IIeHW TPOHUIIAEMOCTH KJIETOYHBIX MeMOpaH W IUPKYJISINNA BHYTPUKIICTOU-
HOW XXMWIKOCTH; HapyIICHW MeTaboaMn3Ma KJIEeTKH, CMEpPTH KJIETKH (HEKpo3a);
KJICTOUHOU AUCIIJIa3MM W MeTaIljla3nuu, TUIepTpoduu m aTpoduu; IMMaToJIOTUU
IBUKCHUS KIIETKH, ¢¢ sSIApa M TeHEeTUUeCKOro alrapara.

MaTonorusa KNeTo4yHoro sapa

[laTomorusa KJeTO4HOrO daapa MOp(l)OI[Ol"I/I‘ICCKI/I IpoABIACTCA B UISMCHCHUU
CTPYKTYPBI, pa3MepoB, GOPMBI U KOJUYECTBA SIAEp U SAPBIIICK, B MOSBJICHUU
pa3HOOOpPa3HBIX SAECPHBIX BKIIOUYEHU I U UBMEHEHU T 1aepHoit o6osiouku. Ocobast
¢dopma gaaepHolt maToJoruM — natojiorus Mmutosa. C maTojaorueit XpoMocom sjapa
CBA3aHO pa3BUTUEC XPOMOCOMHBIX CUHIAPOMOB 1 XPOMOCOMHBIX 0O0JIe3HEN.

CTpykTypa u paamepbl aaep

CTpyKTypa U pa3Mephl sgapa B UHTepHa3HOM COCTOSSHUM 3aBUCIT B MEPBYIO
ouepelnb OT maoudHocmu, B 4acTHOCTU coaepxkaHus B sape JHK, or ¢pyHkumo-
HaJIbHOTO COCTOSIHUSA sinpa. TeTparJIonaHbIe s1apa UMEIOT IUaMeTp OoJibllle, YeM
IUTJIOUTHbBIE, OKTOMJIOUIHbIE — OOJIbIIIE, YeM TeTparJOuIHbIE.

Bonpbiias yacTh KJAETOK CONEPXUT NUMJIOUIHBIE sapa. B pasMHoxaromumxcs
knetkax B niepuon cuHtesza JIHK (S-da3sbr) conepxxanue JIHK B saape ynBauBa-
eTcsl, B IOCTMUTOTUYECKUIA TTIEpUO, HAITPOTUB, CHUXaeTcsa. Eciu mociie cuHTe-
3a JJHK B numnyionaHoi KjieTKe He MPOUCXOAUT HOPMAJIbHOTO MUTO3a, TO MOSIB-
JIAIOTCS TeTparIoOuaHble siapa. Bo3HUKaeT noaunaoudus — KpaTHOE yBeJUue-
HUE Yucjia HabOPOB XPOMOCOM B SIApax KJIETOK, WJIM COCTOSIHUE MJIOUIHOCTU OT
TeTPANJOUIUU U BHIIIIE.

IMonmunaonnHble KJIETKU BBISIBISIOT PAa3IMUYHBIMU CHOCOOAMHU: MO pasMepy
gaapa, mo yseandyeHHomy konndectBy JHK B mHTepdasHoM sape uium mo yBe-
JIMYEHUIO YUCIa XPOMOCOM B MUTOTUYECKON KjeTke. OHU BCTpevyaroTcs B HOP-
MaJbHO (PYHKIIMOHUPYIOIINX TKAHSAX YeJoBeKa. YBEIMYEHUE YKCia TMOJUIIO-
UAHBIX SIA€P BO MHOTUX OpraHax OTMeJyaroT B cTapocTu. OCOOEHHO SIPKO MOJIU-
MJIOUINS BO3HUKAET MPU BOCCTAHOBJIEHUM KJIETOK MOCJE MOBPEXICHUS TKaHU
(e4eHu), yBeJIMYEHUU O0beMa KJIETOK (TumnepTpoduu MUOKapiAa), Mpu OIyXO-
JIEBOM POCTE.

Jpyroit BUa U3BMEHEHUH CTPYKTYPhI U pa3MEPOB SIIpa KJIETKU BCTpeUYaeTcs pu
aHeyniouduy — V3MEHEHUE B BUJE HEMOJHOr0 Habopa XpoMOCOM. AHEYTJIOUAU S
CBsI3aHA C XPOMOCOMHBIMU MyTalusiMU. Ee mposiBIeHUsS — TUNepTeTpanion-
HbIE, TICEBAOMJIOUIHbIC, MPUOIUZUTEIBHO JUTLJIOUAHBIC MW TPUTIJIOUIHBIE SApa,
KOTOpPBIE YaCTO 0OHapy>KMBAIOT B 3JIOKAYECTBEHHBIX OMYXOJSIX.

PasMepsl sgaep U SIIEPHBIX CTPYKTYP HE3aBUCUMO OT MJIOUIUU OMPEnesIorT-
Ccs B 3HAUUTEJbHOU Mepe (byHKIIMOHAJIbHBIM COCTOSSHHUEM KJeTKu. Ilporeccsl,
TMOCTOSIHHO COBeplIaeMble B MHTep(ha3HOM SIIpe, pa3HOHAMPABJICHbBI: BO-TIEPBBIX,
9TO pemJMKalUus TeHEeTUYEeCKOro marepuajia B S-miepuone (IOJyKOHCEePBAaTUB-
Hbeit cuHTe3 JIHK), Bo-BTOpBIX, 0O6pa3zoBanue PHK B mpoiuecce TpaHCKpUTNILIUHA,
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TpaHcnoptupoBka PHK u3 sinpa B uurtoniasMmy uyepes3 siiepHbIe MOPHI JJIST OCY-
1IeCTBIeHUS crielududeckon GyHKIUU KIeTKu U pernaukauuu JHK.

DyuKyuoHabHOE cOCMOsHUe SIpa OTPaKeHO B XapaKTepe M pacIpeieIeHuU ero
XpoMaThHa. B HapyXHBIX OTAenax MTUILIOMAHBIX SAEP HOPMaJIbHBIX TKaHEW pac-
MOJIOKEH KOHJACHCUPOBAHHBIN (KOMITAKTHBIN) XpOMaTUH — TeTepOXPOMAaTHH,
B OCTaJIbHBIX €€ OTAEJIaX — HEKOHACHCUPOBAHHBIN (PBIXJIBbIN) XpOMAaTUH — 3yX-
pomaTuH. [eTepo- U 2yXpOMaTUH OTPaXalOT Pa3TUYHbIE COCTOSIHUSI aKTUBHOCTU
sIIpa; TepBbIi U3 HUX — MaJIOAKTUBHBIN WJIM HEaKTUBHBIN, BTOPOl — JOCTATOY-
HO aKTUBHBIN. B CBS3M C mepexonoM siipa U3 COCTOSTHUS OTHOCUTENBHO (hYyHKIIMO-
HaJIbHOTO TOKOSI B COCTOSIHME BBICOKOU (hyHKIIMOHAJIBbHON aKTUBHOCTU U OOPAaTHO
Mopdostornyeckasi KapThHa pachpelneeHrus] XpoMaTiHa He cTaTuyHa. Bo3MoxHa
TeTepo- WIN yXPOMaTUHU3ALUS SAEp, MEXaHU3Mbl KOTOPOW U3y4YeHbI HEAOCTAaTOU-
Ho (puc. 1-2). HeomHOo3HauHa U TpaKTOBKa XapaKTepa U paclpeneeHusi XpoMaTuHa
B sgape. HampumMep, MapruHanuio XxpoMaTuHa, T.e. paclojoXeHUe ero Mo sSaepHou
000JIOYKOI, TPAKTYIOT U KaK MPU3HAK aKTUBHOCTH SApa, U KakK MPOSIBJCHUE €ro
noBpexaeHus1. OMHaAKO KOHMIEHCAIIUIO 3yXPOMaTUHOBBIX CTPYKTYD (TUTIEPXpPOMAaTO3
CTEHKWU $7pa), OTpakaollyl0o MHAKTUBAIIMIO YYaCTKOB TPAHCKPUTILIUU, PACCMATPH-
BalOT KakK IMaTOJOTMYECKOe SIBJIEHUE, KaK MPEABECTHUK TUOEIU KIETKU.

K nmaTonornueckum U3MEHEHUSIM SIipa OTHOCST TaKXkKe ero Ouc@YHKUUOHAAbHOE
(mokcuueckoe) Habyxauue, BCTpedarolleecs Mpu pa3IudHbIX TMTOBPEXICHUSIX KIET-
ku. [Ipu 3TOM MPOUCXOAUT U3MEHEHUE KOJJIOUTHO-OCMOTUYECKOTO COCTOSIHUS
spa U UUTOIJIa3Mbl BCJIEACTBUE TOPMOXKEHUST TPAaHCIIOPTA BEUIECTB Yepe3 000-
JIOUKY KJIETKHU.

dopma 94ep n ux 4yucno

Hzmenenus gpopmul iipa — CyIIECTBEHHBIN AUarHOCTUYECK U MPU3HAK: Aedop-
Malus SAep UUTONIa3MaTUYeCKUMU BKIIIOYEHUSIMU TTPU JUCTPOGUYECKUX TTPO-
neccax, noJuMopdusM siiep Mpu BOcHaJieHUU (TpaHyJIeMaTo3) U OMyXOJEBOM
pocTe (KJIETOYHBINA aTUMU3M).

®opmMma sy1pa MEeHsIETCSI U B CBSI3M ¢ 00pa3oBaHMEM MHOXECTBEHHBIX BBITISI-
YUBAHUU SApa B LUTOIIA3My, KOTOPble OOYCJIOBJIEHBl YBEIUYECHUEM SIACPHON
TOBEPXHOCTU U CBUIETEIBCTBYIOT 00 aKTUBHOM CHHTE3€¢ HYKJIEUHOBBIX KHUCJIOT
u 6enka (puc. 1-3).

Hzmenenus uucaa snep B KJETKE: MHOTOSIIEPHOCTb, MOSIBJEHUE «CIYTHU-
Ka» sapa U 0e3bsAepHOCTh. MHOTOSIIEPHOCTh BO3MOXHA MPU CIUSHUU KJe-
TOoK. TakoBbl, Hampumep, TUTaHTCKWE MHOTOSIEPHbIE KJIETKU HMHOPOMHBIX
ten u [luporoBa—JlaHrxaHca, BEpOsITHO, 0Opa3yeMoe MPU CIAUSHUU SMUTETNO-
UAHBIX KJETOK (CM. puc. 5-12). OmHaKo BO3MOXHO 00pa30BaHUE MHOTOSIIEPHBIX
KJIETOK Y MpPU HApyUIEHUSIX MUTO3a — JAEJCHUMU siapa 0e3 MocIeayIolero aeie-
HUS UUTOIMIa3Mbl, YTO HAOIIOAAIOT MOCJIE PAAUOAKTUBHOTO O0TyYeHUS UTU BBE-
NIEHUsI [IUTOCTATUKOB U TIPU 3JI0KAYECTBEHHOM OIYXOJEBOM POCTE.

«CnyTHUKW» SApa, Kapuomepbl (MaJIeHbKUE s1Apa), — MeJKHUE, MOIO0O0HBIe
SIIpy 00pa3oBaHUsl C COOTBETCTBYIOIIEH CTPYKTYPOil U COOCTBEHHOI 000JI0YKOIA,
KOTOpPBIE PACMOJIOKEHBI B IIUTOIMJIa3Me OKOJIO HEM3MEHEHHOTO siapa. [IpuunHa ux
00pa30oBaHUSI — XPOMOCOMHBIE MyTallM1, HAIPUMEDP KapuOMepPhl B KJIETKAX 3J10-
Ka4yeCTBEHHOI OIYXOJIM MPU OOJIBIIIOM Yucie GUTYyp MaToJIOrMYeCKUX MUTO30B.
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- ¥ 3yXpoMaTu3alus SIIep: a — TreTepOoXpPOMATHH SIIpa OIMYXOJel KIeT-

Puc. 1-2. T'etepo

ku, x25000; 6 — syxpoMaTu3alus XpoOMaTUHA Spa SHAOTEJIUOIUTAa. MHOrOUUCIEHHbIE

6OH0‘IKI/I; B IUTOILJIa3ME€ — Ty6yn9{pH1>Ie BKJIIOUYEHNW A U CKOITJICHU A

MPOMEXYTOUHBIX hunameHToB, x30 000

MHBarvHaThbl A1C€PHOU O
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Puc. 1-3. ATunmusMm sgaep KJIETKH OIYXOJHW. MHOXECTBEHHBIC BBITISTUYMBAHUS SACPHOU
obosiouku, x15 500

BesbssaepHOCT, TIPM (PYHKIIMOHAJIBHON OICHKE KJICTKM HEOIHO3HA4YHa.
W3BecTHBI 0e3bsAAcpHBbIC KJICTOYHBIC CTPYKTYPHI — 3TO (DM3MOJOTHMYECKOE MX
COCTOSIHHE (IPUTPOUMUTHI, TPOMOOIMTHI). [IpM HEKOTOPHBIX ITATOJOTrMYCCKUX
peakIusX HaOJIomaloT KM3HECIIOCOOHBIE, OTOCJICHHBIC OT KJICTKM YacCTH IIUTO-
Mm1a3Mbl, comepxaiieil sapo. OmHaKo 0e3bsSIAepPHOCTh MOXET CBUACTEILCTBOBATD
v o Tubenu sapa — KapuoIlMKHO3e, Kapuopekcuce (puc. 1-4) u Kapuoausuce.

CTpyKkTypa n pa3dmMmepbl a4pbilleK

H3mMeHeHUs SApbIIIEK MMEIOT CYLIeCTBEHHOE 3HaueHue B MOpdodyHKIIMO-
HaJIbHOU OLIEHKE COCTOSIHUS KJIETKU, TaK KaK C SAPbIIIKAMU CBSI3aHbI MTPOLECCHI
TpaHcKpunuuu u tpaHcdopmauuu pudocomanbHoit PHK (p-PHK). Paszmepnt
U CTPYKTYpa SAPBILIEK B OOJBIINHCTBE CIy4aeB COOTBETCTBYIOT O0bEMY KJIETOU-
HOTO OEJIKOBOrO CMHTE3a, BBISIBJISIEMOTO OMOXMMHUYECKUMU MeTogaMu. Paszmepsl
SIIPBIIIEK 3aBUCIT OT GYHKIIMU U TUTMA KJIETOK.

VYBenuueHue pa3MepoB U KOJUYECTBA SAPBILIIEK CBUAETEIbCTBYET O MOBBIIIE-
HUU UX PYHKIMOHATBbHONW aKTUBHOCTU (puc. 1-5). BHOBb oOpa3oBaHHas B sij-
poiike p-PHK TpaHcropTtupyercss B UTOIIa3My, BEPOSITHO, Yepe3 MOPbl BHYT-
peHHell ssaepHoii MeMOpaHbl. MHTEHCHUBHBIM CUHTE3 OeIKa B TAKUX CJIydasiX MOJI-
TBEPXIAETCSI yBEJIWYEHUEM KOJIWYECTBA PUOOCOM 3HIOIJIA3MAaTUYECKON CETH.

I'uneprpanynrpoBaHHbIEe SAPBIIIKKA C MTpeodiagaHueM IrpaHya Haa hUuopu-
JSIpHOW cyOcTaHLIME oTpaxXaloT pa3Hoe (PYHKIMOHATBHOE COCTOSHHE Kak
SIPBIIIEK, TaK W KJETKU. DTU SAPBIIIKU C XOPOIIO BBIPa’KEHHOU JIaKyHapHOU
CUCTEMOU U pe3Koil 6a3oduineli UTOIIa3Mbl CBUIAETEIbCTBYIOT KaK O MOBBI-
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Puc. 1-5. YBennueHmre KOJIMYECTBA U pa3MepOB sAphIlIeK, x12 500
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meHHoM cuHTe3e p-PHK, tak u ee Tpancmuccuu. T'mmepdyHKIMOHATbHBIE
SITPBIIIKA BCTPEYAIOTC B MOJIOJBIX IJ1a3MaTUYECKUX KJIeTKaX, aKTUBHBIX (GhUOPO-
OiacTax, rermaToluTax, BO MHOIMX Oy XOJIEBbIX KJeTKaxX. [ uneprpaHyinpoBaHHbIE
SIAPBIIIKA CO CJIaOOBBIpaXXeHHOW 0a3zoduaueid UUTOMIa3Mbl MOTYT OTpaXaTh
HapylleHue TPaHCMUCCUU (TPaHCTIOPTUPOBKM TpaHysd) MPU MPOIOTIKAIOIIEMCS
cuntede p-PHK. Mx oOGHapyXMBalOT B OMyXOJEBbIX KJIETKaX, KOTOPbIEe OTIWYa-
IOTCS OOJIBIIMM SIIPOM U HE3HAUYUTEJIbHOU IIUTOIIa3MaTuYecKoil 6a3oduiuneii.

Paszpeixyienune (muccouuaiivs) SApbINIEK, OTpaxarollee WX TUIOrpaHyss-
M0, — CJEACTBUE ycuJieHHoro TpaHcrnopTa p-PHK B uuToniasmy uim topmo-
KEHUS SAPBIIIKOBOM TpaHCKpUNUUU. [e3opraHuzanus (cerperamus) sapbllIeK
OTpaXaeT, Kak MpaBUJIO, MMOJHOE U OBICTPOE MpeKpalleHUe SIAPbIIIKOBON TpaHC-
KPUIILIUU: SAPO YMEHBIIEHO, HAOMIOAAIOT BhIPAKEHHYIO KOHACHCAILIUIO SIAPBIII-
KOBOTO XpOMaTWHA, MPOUCXOAUT pa3fiesieHUe T'paHyJdl U MPOTEUHOBBIX HUTEM.
OTU U3MEHEHUS BCTPEYAIOTCS MPU SHEPTETUYECKOM AePUIINTE KIETKHU.

AnepHble BKJIIOYEHUSA

HI[CpHBIC BKJIIOYCHU A ACTAT HA TPpU I'PYMIIIbLI: AOCPHLIC LIUTOIIJIa3MaTUYCCKUC,
NCTUHHBIC AACPHBLIC U AOCPHBIC BI/IpYCO6y0JTOBJTeHHBIC.

Hnepﬂue HUTOIIABMATHYCCKHE BKJIKYCHUA IIPCACTABIAIOT coboit OTTpaHu-
YeHHbIe OO0OJIOYKON YacTu OUTOIIJIa3Mbl B A4p€. Onu MOryT cCoAc€pXaTb BCC
COCTaBHBbIC YaCTH KJICTKU (OpFaHeJ'II[I)I, IINUTMCHT, I'NIMKOI'CH, KaIllJn Xupa 1u T.I[.).
Wx mosBiIeHMEe 4acTo CBS3aHO C HapymeHNEM MUTOTUYCCKOIo JCJICHUA.

WcTunHble siiepHble BKJIOYEHHS PACTIONIOXEHBI BHYTPU siapa (KapuoIllia3Mbl)
N COOTBETCTBYIOT BE€HICCTBaAM, BCTpCUYAIOIMIMMCA B LUTOIIJIAa3MEC, — 66]’[Ky, TJIn-
KoreHy (puc. 1-6, a), aunumaM. DTH BelIECTBA MPOHUKAIOT U3 IUTOIJIA3MbI
B A0Pp0 YE€PE3 HECMOBPCXKIACHHLIC NN MOBPCXKACHHBLIC ITOPLI HL[epHOI‘/JI 000JI0YK’
JIM00 Yepes3 pa3pylIeHHYIO sSIepHY0 000704Ky. BO3MOXHO MPOHUKHOBEHUE 2TUX
BCIICCTB B AAPO IIpU MUTO3EC, HAITPUMED BKJIIOYCHUA INIMKOIr¢Ha B dapaX KJICTOK
TIICYCHU IIpU CaXapHOM I[I/Ia6eTe (HﬂepHHﬁ TJIMKOTCH, AbIpYaThbIC, ITYCThIC SIILpa).

Bupyco0ycioBjieHHbIe SIICpPHBIE BKJIIOUEHUS (TeJIblla SIACPHBIX BKIIOUEHUI)
HCOAHO3HAYHBI:

— AACPHBIC BKJIIOUCHHWA B KapnoOIlJla3Me KpHCTaJ‘[J‘[H‘IeCKOﬁ PCIICTKU BUpPYyCa
(puc. 1-6, 6);

— BKJIIOUEHHUSI OEKOBBIX YaCTHU1l, BOBHUKAIOUIUX TTPU BHYTPUSIIEPHOM pa3-
MHOXEHUU BUPYCAa,

— AACPHBIC BKJIIOYCHUA KaK ITPOABJICHMUE PCAKIIMN HA IMOPAXCHUEC BUPYCOM
IIUTOITJIa3M bl (peaKTI/IBHHe BKJ'IIO‘ICHI/IH).

dnepHasa o6onouka

AnepHas 060Jl0UKa BBIMTOTHSIET psAd (PYHKIUNA, HAPYIIEHUS KOTOPBIX MOTYT
CJIIYyXUTb OCHOBOW IIJisl Pa3BUTHUS IMATOJOTUU KJIETKU.

O ponu simepHON OOOJOYKU B MojaepkaHWuu (HOPMBI U pa3Mmepa sapa CBU-
JIETeJIbCTBYET 00pa30BaHUE BHYTPUSICPHBIX TPYOUaThIX CUCTEM, OTXOASIIUX OT
BHYTpPEHHE! siiepHOil MeMOpaHbl, BKJIIOUEHU I B MEPUHYKJIEAPHOI 30HE, KOTOPhIe
HaOI00a10T MpU runepTpodun Muokapaa, Gudpose JIerKux, CUCTEMHOM BacKy-
JIUTE, cCapKOUJ03€, OMyXOJHr MeYeHU, nepMaToMuosute (puc. 1-7).
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O aaepHoit o600uKe Kak MecTe npukperieHus I HK niist o6nerueHus periu-
Kalluyi U TPAHCKPUTILMU CBUAETEIbCTBYET CYIIECTBOBAHUE B SIIEPHOI 000I0UKe
CTPYKTYP, MOAYJIMPOBAHHBIX XpOMAaTUHOM U OTBETCTBEHHBIX 3a €r0 OPUEHTALM IO
u cTpyKTypy. ®yHK1UMOHa bHAs akTUBHOCTE JIHK cBsi3aHa ¢ ee pacmpeneiacHu-
eM TIpU JeJeHUU KJIETKU U CO CTelMeHblo KOHAeHcaluu B uHTepdase. [1pu atom

Puc. 1-6. fImepHblc BKITIOUECHUS: a — BKJIIOUCHUS TJIMKOTEHA B siIpe TematouuTa, x22 500;
0 — BKJIIOYEHU S BUpYCa B siApe onyxoyieBoi kjaetku, x20 000
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Puc. 1-7. MukpoTyOyJIsipHbIC BKJIIOUCHUS B TIEPUHYKJICAPHOU 30HE SHAOTECIUOLIUTA TTPU
nepmaromuosure, x15 500

MOBpeXeHUEe 000JOUKU MOXKET BbI3bIBATh UBMEHEHU ST TUX YUaCTKOB pacrpee-
JIeHUSI U ObITh MPUUYMHON MATOJOTMYECKUX UBMEHEHUI KJIEeTKU.

O ¢yHKUIMMU sgaepHON 000JOYKM KakK (pU3Mueckoro Oapbepa MU MOLYJSITOpa
HYKJIEOLIUTOIJIa3MaTUYECKOr0 0OMEHa CBUICTEIbLCTBYET YCTAHOBJIEHHAs KOppe-
JIAUUS MeXAy U3MEHEHUSIMU CTPYKTYPHI SAESpHON 000JIOUKU, MOAYJIEM €€ Top
u BbixonoM PHK B nurtomnasmy. KoHTposb saepHOil 00070UKOii TpaHCIOpTa
PHK B nurtomnadMy cylecTBEHHO BJIMSIET Ha TOMEOCTa3 KJIEeTKU MPHU MaToJ0or -
YEeCKUX COCTOSTHUSX. YUacTue SIepHOIl 000JI0UKHM B CUHTE3e MEMOpaH TOCTOBEP-
HO He JI0Ka3aHO, XOTS U CUYMTAIOT, YTO 3Ta pOJib BO3MOXKHA, TaK KaK MeMOpaHbI
SITEPHOI 00OJIOUKM HEMOCPENCTBEHHO MEPEXOMsiT B dHIOIIA3MAaTUUYECKYIO CETh
uTonjgadmMbl. O BO3MOXHOM BIUSHUU (DEPMEHTOB SIIEPHON 000JOYKY Ha (PYHK-
LU0 sipa CBUAETEIbCTBYET HaJIUUYUE B SIepHON 000JI0UKe pa3IMYHbIX (DepMeH-
TOB JI€TOKCMKALIUM U BEIIECTB, 00eCleunBalOIIMX FOPMOHAJbHOE YIpaBleHUe
(ameHuIaTUMKIIa3bl, PEUEITOPOB UHCYJIWHA U AP.).

MaTonorua mnto3sa

B >xm3HEeHHOM MUKJIE KJIETKA MUTO3 3aHUMaeT ocoboe MecTo. C ero moMoIIbio
OCYIIECTBIISIETCS PENPOAYKINS KJICTOK, a 3HAYMT, U Mepemada MX HaclIeICTBEeH-
HBIX cBOMCTB. [1oATOTOBKA KIJIETOK K MUTO3Y COCTOUT M3 PsIIa IMOCIeI0BAaTSIEHBIX
npoueccoB: penpoaykuuu JJHK, ynBoeHun Macchl KJIETKHU, CUHTe3a OEJIKOBBIX
KOMITOHEHTOB XPOMOCOM ¥ MHUTOTHYECKOTO allfapara, YIABOCHWUHW KJIETOUHOTO
IeHTpa, HAKOIUICHWM SHEPTHU IJIs LUTOTOMHH. B Tpoliecce MUTOTHMYECKOTO
JejieHus1 paznuyaroT 4 ocHoBHbIe (pa3bsl — mpodasy, Metadasy, aHada3y U TeJo-
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¢azy. I1pu maTosornm MUTO3a MOXKET CTpaaaTh J0bas ¢pa3a. Ha aToM ocHoBaHUU
co3fgaHa Kaaccudukanusa narojorun Mmutoda (Anmos M.A., 1972).
e [ TUIT — TIOBpEXIEHE XPOMOCOM:
— 3aJiepkKa KJIETOK B mpodase;
— HapyllleHWe CITMpaJiu3alluy 1 JecTIupaan3aiui XpoMOCOM;
— (hparMeHTaIN ST XPOMOCOM;
— obpa3oBaHMe MOCTOB MEX1y XpOMOCOMaMU B aHada3e;
— paHHee pa3beIUHEHNE CECTPUHCKUX XPOMAaTHI,;
— TIOBpEXJIeHNEe KMHETOX0pa.
o [ TIT — MoBpexXaAeHWEe MUTOTUYECKOTO arrapara:
— 3a/iepkKa pa3BUTHUS MUTO3a B MeTadase;
— paccpenoTovyeHre XpoMOCcoM B MeTadase;
— TpexrpymnrmoBas MeTtadasa;
— noJsiag MeTadasa;
— MHOTOTIOJTIOCHBIE MUTO3HI;
— aCUMMETPUIHBIE MUTO3HI;
— MOHOIIEHTPUYECKHE MUTO3HI;
— K-MuTO3bI.
o [II T — HapylIEeHUS LUTOTOMUU:
— TIpeXaeBpeMeHHasT IMTOTOMMSI;
— 3a/iepXKa IUTOTOMUU;
— OTCYTCTBUE IIUTOTOMUU.

[MaTosoruio MUTO3a BHI3BIBAIOT Pa3IMUHbIC BO3JIEHCTBUS Ha KJETKY: yJIbTpa-
(bmoneToBoe M MOHU3UMPYIOIIEEe U3TYUCHUS, BBICOKAsT TeMIlepaTypa, XUMHUIeCKre
BEIIIeCTBa, B TOM YMCJIe KaHIIEPOTeHbl I MUTOTUYECKHE SIIBI, U Ip. MHOTO MmaTo-
JIOTUYECKMX MUTO30B HAOIIOMAIOT TPU Pa3BUTHUU 3JI0KAYECTBEHHBIX OIYXOJei
(puc. 1-8).

XpomMmocomMHble abeppaunum u XpoMOCOMHbIe 00sie3HU

XpoMocoMHBIE a0eppalud — W3MEHEHUSI CTPYKTYPHI XPOMOCOM, BEI3BaHHBIC
WX pa3pbiBaMM, C TIOCJEAVIOIUIMM IepepaclpeneieHreM, yTpaToil UMW yaBOe-
HMEM reHeTuuyeckoro marepuajia. OHM OTpaxkaloT pa3JMuyHble BUAbI aHOMAaJuUi
xpoMmocoM. M3 Hambosee yacTo BCTpeyaeMbIX XPOMOCOMHBIX abeppaluii, mpo-
SBJISTIONIUXCS TJIYOOKOW TIaTojorueil, BbIACASIOT aHOMAJIMU 4Yucjia U CTPYKTY-
pbl XpoMocoMm. HapyuieHus yuciia XpoMOCOM — OTCYTCTBHUE OJHOW M3 Mapbl
TOMOJIOTMYHBIX XPOMOCOM (MOHOCOMMUSI) UM TIOSIBJIEHUE NOOABOYHOM, TPEThEMH,
XPOMOCOMBI (Tpucomus). OOIIee YMCIO XPOMOCOM B KapMOTMIIE B 3TUX CJyya-
X OTJAMYAETCS OT MOJAJbHOIrO Yyuciaa U paBHO 45 unu 47. Tloaunaouaus u aHe-
VILJIOUAMSI UMEIOT MEHbllIee 3HAaUeHUE JJIS1 pa3BUTUSI XPOMOCOMHBIX CUHIPOMOB.
HapyliieHust cTpyKTypbl XpOMOCOM TIPU O0LIEM HOPpMaJIbHOM UX YUCJIE B Kapuo-
TUIIEe: TpaHCJAOKALlMsI — OOMEH CerMeHTaMU MeXIY IBYMSI HErOMOJIOTMYHbI-
MU XpOMOCOMAaMM; Jejelnsl — BbIMaJeHUue YaCTU XPOMOCOMBI; (pparMeHTalus;
KOJIbLIEBBIE XPOMOCOMBI.

XpoMocoMHBIe abeppalliid HapyllaloT 0ajaHC HacJeICTBEHHBIX (haKTOPOB
U BBI3bIBAIOT MHOI000pa3Hbie OTKJIOHEHUSI B CTPOEHUU M KU3HEAESTEIbHOCTU
opraHusMma, MposIBISIOLINECS B XPOMOCOMHBIX OOJIE3HSIX.
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Puc. 1-8. [TaTosorust Muto3a. [ToyTOHKMIA cpe3 TKaHU omyxoau, x1000

XpomocomHbie 00jie3Hn — 0O0JIE3HU, CBSI3aHHBIC C aHOMAJMSIMU COMaTUUECKUX
XpPOMOCOM (ayTOCOM), U OOJIE3HM C aHOMAJUSIMU TOJIOBBIX XPOMOCOM (TeJell
Bappa). [Ipy1 5TOM YyUYMTHIBAIOT XapaKTep XPOMOCOMHOW aHOMAaJuu — Hapyllle-
HUe YKClia OTAEIBHBIX XPOMOCOM, YHCJIa XPOMOCOMHOTO Habopa MJIU CTPYKTYPhI
XpPOMOCOM. DTU KPUTEPUU TMO3BOJISIIOT BBIIEISATH MOJHBIE 1 MO3aMYHbIC KJIMHU-
yeckue (hopMbl XPOMOCOMHBIX OOJIE3HEN.

XpOMOCOMHBIE 00JIe3HU, OOYCIOBJAECHHBIC HAPYIICHUSMU YUCIa OTAEJIbHBIX
XpPOMOCOM (TPUCOMUSIMU U MOHOCOMMSIMM), — KaK ayTOCOM, TaK WM TIOJIOBBIX
XPOMOCOM.

MonocoMuu aytocoM (1100ble XpOMOCOMBI, Kpome X- U Y-XpOMOCOM)
HECOBMECTUMBI C XMU3HBIO. TPUCOMUUM ayTOCOM ITOCTAaTOYHO PACIPOCTPaHEHBI
B TTaTOJIOTUU YesoBeKa. Hanbosiee yacTo oHM TIpOSABISIOTCS cuHApoMaMu [laray
(13-a mapa xpomocom) u BOaBapiaca (18-a mapa), a Takxke Ooje3Hblo JlayHa
(21-a mapa). XpOMOCOMHBIE CUHIPOMBI MPU TPUCOMUSIX APYTUX IMap ayTOCOM
BCTPEYAIOTCSI 3HAYUTEIBHO pexxe. MOHOCOMUS MTOJOBOM X-XPOMOCOMBI (T€HOTUIT
XO) nexut B ocHoBe cuHapoma lllepemeBckoro—TepHepa, TPUCOMUS TTOJOBBIX
xpomocoM (reHotun XXY) — B ocHoBe cuHapoma KieiliHbentepa. Hapymenus
Yuciia XpOMOCOM B BHJI€ TE€Tpa- WM TPUTIJIOUANU OOYCITOBINBAIOT KaK TOJHBIE,
TaK 1 MO3anvHble (DOPMBI XPOMOCOMHBIX 0OJIE3HE.

HapymeHust cTpyKTypbl XpOMOCOM JalOT cCaMylo OOJIBIIYIO TPYIIIY XpOMO-
COMHBIX CUHApOMOB (6ojiee 700 TUIIOB), KOTOPbIE MOTYT OBITh CBSI3aHBI HE TOJIBKO
C XpOMOCOMHBIMM aHOMAaJIMSIMU, HO U C JPYTUMHU STHOJIOTMYECKUMU (DaKTOpamu.

Hdnst Bcex opM XpOMOCOMHBIX OoJie3Helt XapaKTepHa MHOXECTBEHHOCTh
MPOSIBJICHUW B BUIEC BPOXICHHBIX MOPOKOB PAa3BUTHs, MpUUYeM MX (HOPMUPO-
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BaHUE HAuMHAeTCs Ha CTaJUM TUCTOTeHe3a M MPOJoJiKaeTcss B OpraHoreHese,
YTO OOBSICHSET CXOACTBO KJIMHWYECKMX TMPOSBICHUN TIPU pa3auuHBIX (hopMax
XPOMOCOMHBIX OOJIE3HEN.

MaTonoruna umtonnasmbl

N3meHeHua meMOpaH 1 NaTosiorns KJeTku
KneTounbie MeMOpaHbl COCTOSIT U3 ABOMHOro cyosi (pochoaunuioB, Mo
00€e CTOPOHBI KOTOPOTO PaCMOJIOXKEHBI pa3HOOOpa3Hble MeMOpaHHBIE OENKU.
Ha BHelrHe#l MOBepXHOCTH MeMOpaHbl OEJIKOBbIE MOJIEKYJIbI HECYT TOJIMCaXapui-
HbIe KOMIOHEHTHI (ITMKOKAJIUKC), KOTOPhIE COAepKAaT MHOTOUMCIIEHHBIC TTOBEPX-
HOCTHBIC KJIETOUHBIC aHTUTeHbl. OHM UTPAIOT BaXXHYIO POJib B pacro3HaBaHUU
KJIETOK, (POPMUPOBAHUN MEKKIETOUHBIX COCTMHEHWIA.
BapuaHThl UBMEHEHU KJIETOUHBIX MEMOpaH:
— ype3MepHOe Be3MKYJI000pa3oBaHue — «MUHYC-MeMOpaHa» (puc. 1-9);
— yBeJIMUYEHHE MOBEPXHOCTH T1J1a3MOJIEMMBI KJIETOK MeMOpaHaMKU MUKPOTIH-
HOLIMTO3HBIX MY3bIPEKOB — «ILII0C-MeMOpaHa»;
— YCUJIEHHBII MMKpPOKJa3MaTo3 M KJIa3MaTo3 — «MUHYyC-MeMOpaHa»
(cMm. puc. 1-9);
— o0pa3oBaHMe IIUTOIIa3MaTUUYECKHUX OTPOCTKOB M3 MJIa3MOJIEMMBbI KJIETKH;
— oOpa3oBaHue My3bIPHKOB Ha MOBEPXHOCTH KJIETKH;

Puc. 1-9. U3meHeHUsT MeMOpaH SHIOTEIMOLIMTOB. YCUJICHHOE BE3MKYJI00Opa3oBaHUE
M KJ1a3marto3s, x25 500
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— YTOJIIICHUE CJIOEB MEMOpPaHHI;

— oOpa3oBaHle€ MUKPOIIOP;

— o0pa3oBaHNe MHUECITUHOIIOTOOHBIX CTPYKTYP M3 IJIa3MOJIEMMBI I MeMOpaH
OpTaHe;

— CIWUSTHUE Pa3HOPOIHBIX KJIETOYHBIX MEMOpaH;

— JIOKaJIbHBIE pa3pylIeHusI MeMOpaH — Opelu B Ma3MOJIeMME;

— «IIITOIKAa» JIOKAJbHO pa3pylIeHHOU TIa3MOJieMMbl MeMOpaHaMU MUKPO-
MUHOLIMUTO3HBIX BE3UKYIL.

ITaTosoru0 MeMOpaH KJIeTKH BBI3BIBAIOT TIPOIIECCHI, CBSI3aHHBIC C aKTHBAIIME
dochonunaz. DTo MPUBOAUT K TUIAPOJU3Y MeMOpaH, 0COOEHHO MeMOpaHHBIX
JIMTIAIOB, TOBBIIICHUIO TIPOHUIIAEMOCTH JHM30COMAJIBHEIX MEMOpaH C BBICBO-
OOXICHWEM THAPOIa3, MOBPEXKIACHUIO MEMOPAHHBIX CTPYKTYDP TSXKEJIIBIMHU MeTaJl-
JaM# (PTYThIO, YpaHOM) M KOMIIJIEMEHTOM, YTHETCHHIO MeMOpPaHHBIX (hepMeH-
ToB. [loBpexkmeHne MeMOpaH KJIETOK M BHYTPUKJIETOUHBIX CTPYKTYP HMPUBOTUT
K HapyIIeHWI0 MeMOpPAaHHOTO TpaHCIIOpTa, U3MEHECHUIO MTPOHMUIIAEMOCT MeMO-
paH, MEXKJIETOYHBIX B3aMMOACHCTBUI, M3MEHCHUIO TTOABUXHOCTU MeMOpaH U
(GopMBI KJIETOK, HApYLIEHUIO CUHTE3a U 0OMeHa MeMOpaH.

HapyweHus memMmGpaHHOro TpaHcnopTa

MemOpaHHBII TpaHCIOPT MpeAToaraeT NEPEeHOC OHOB U IPYTUX CyOCTPaToOB
MPOTUB IrpaJleHTa KOHLIEHTpAlluU. TpaHCIOPT MOXET ObITh aKTUBHBIM — TOTIa
oH TpebyeT AT® u <«ITONBUKHOCTU» TPAHCIIOPTHBIX OEIKOB B MeMOpaHe, WJIN
MaCCUBHBIM — TOCPEACTBOM Pa3iUYHbIX TUDDY3MOHHBIX 1 OOMEHHBIX MPOLIeC-
COB. AKTUBHBIU TpaHCMOPT — (PYHKIUUS dSNUTEIUATbHBIX 0apbepoB. HapyieHus
MeMOpaHHOTO TPaHCHOpTa, BEAYIIHME K NATOJOTUU KJIETKHU, XOPOIIO MPOCIEKEHbI
Mpy UIIEMUU, KOTOpasi MPUBOIUT K MEPBUYHBIM WU3MEHEHUSIM MUTOXOHIPUA.
B mutoxoHapusx pe3ko mnagaeT 3OOEKTUBHOCTh OKUCIUTENbHOTO Gocdo-
pUIMPOBaHUS, OHU HaOyxaloT, BHavaJie YBEJIWYMBACTCS MPOHUIIAEMOCTb MX
BHYTPEHHE MeMOpaHbl, B JAaJIbHEHUIIIEM MOBPEXIEHUE CTAHOBUTCS TOTAJbHBIM
1 HeoOpaTuMbIM (puc. 1-10).

HNuremuyeckoe moBpexXIeHUE MUTOXOHIAPUN MPUBOAUT K CJIOMY HaTPUEBO-
kanueBoro AT®-Hacoca, TocTeneHHOMY HaKOTJIEHWTO B KJIETKE HaTpUsI U TTOTepe
eto kanus. HapyleHuve HaTpueBo-KaaueBOro oOMeHa BelleT K BBITECHEHU IO KaJlb-
1S U3 MUTOXOHIpUii. B pe3ynbTaTe B LIUTOIJIa3Me MOBBIIIAETCS YPOBEHb UOHU-
3UPOBAHHOIO KajJbliMsl U YBEIUYMBACTCS CBSI3bIBAHUE €r0 C KaJbMOAYJIUHOM
(xanpuuiicBs3piBaOMUM 0eKoM). C MOBBIIIEHUEM CONEPXKAHUS KaJblIU-Kalb-
MOJYJIMHOBBIX KOMITJIEKCOB CBSI3aHbl U3MEHEHU S KJIETKU: PACXOXACHUE KJIETOU-
HBIX KOHTAKTOB, MOTJIOIIEHUE Kbl MUTOXOHAPUSIMU, U3MEHEHUE MUKPOTPY-
0ouek U MUKpO(UIaMEHTOB, aKTuUBalUs ¢docdonunas. DHIomaazMaTuIecKast
CeTh HaKaMJWBaeT BOAY U MOHBI, BCIEACTBUAE DTOTO PACIIUPSIOTCI €€ KaHabIbl
W LUCTEPHBI, pa3BUBAaETCS TUIponUYeckass AUCTpodus. YcuiaeHue TIUMKOInu3a
COIMPOBOXIAETCS UCTOIICHUEM INIMKOTeHa, HAKOTIJIECHUEM JIaKTaTa U CHUXKEHUEM
kjeTouHoro pH. DTu n3MeHeHus: MPUBOIAT K HAPYIIEHUIO CTPYKTYPbI XpOMaTU-
Ha u yMeHblieHuo cuHTe3a PHK. Heobpatumele uileMruyeckue MOBPEXICHUS
KJIETKU CBSI3aHBI C TUIPOJU30M MEMOpPaHHBIX JUMUIOB MO neiicTBueM ¢docdo-
JIMna3 U BbICBOOOXIECHUEM JIM30COMAaIbHBIX TUAPOIA3.
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Puc. 1-10. Bakyonusaiuss MUTOXOHIPHUI B OXHOM rernaTouute (cjieBa) MU KOHICHCAIMS
uX B Ipyrom (cripaBa), x16 000

N3meHeHusa npoHnLaemMocTn memopaH

KoHTposib MeMOpaHHOI MPOHUIIAEMOCTH TpearnoaraeT noaaepXXaHue CTpyK-
Typbl Kak dochoaunuaHoro O6uciaosi MeMOpaHbl ¢ HEOOXOAMMBIMU OOMEHOM
U PECUHTE30M, TaK M COOTBETCTBYIOIIMX OEJKOBBIX KaHaloB. BaxHas pojb
B 3TOM KOHTpPOJIE MPUHAIJIEKUT MIUKOKAJIUKCY, B3aUMOACUCTBUI0O MEMOpPaHHBIX
0€eJIKOB C IIUTOCKEJIETOM W TOPMOHOM, B3aUMOACUCTBYIOIIUM C MEMOpaHHBIMU
peuentopamu. M3MeHEHUST MPOHUIIAEMOCTU MOTYT OBITh HEOOPATUMBIMU WU
MOBEPXHOCTHBIMU. Tak, TSXeable METasjbl, B3aUMOICUCTBYS C CYIbGhrUIPUIb-
HBIMU TpynmnaMu MeMOpaHHBIX OEKOB, M3MEHSIOT UX CTPOCHUE U PE3KO YBeE-
JIMYUBAIOT MPOHUILIAEMOCTh MEeMOpaHbl IJs HATpus, Kajaus, XJopa, KaJblUs
U MarHWs, YTO MIPUBOAUT K OBICTPOMY HaOyXaHMIO KJIETOK, pacrany UX IUTOCKe-
sieta. [TomoOHbIe M3MEHEeHU ST MeMOpaH OTMEUEHBI U MTPU MTOBPEXKIACHUN UX KOMILIe-
MEHTOM — OO0JIe3HU TMIEPUYBCTBUTEIBHOCTU. B MeMOpaHax obpa3ytoTcs Opeliiu,
KOTOPBIE CHUXAIOT UX COMPOTUBJICHUE U PE3KO YBEIWYUBAIOT MPOHUIIAEMOCTD.

N3meHeHus B3anmMoaencTBUS KJIEeTOK U UX pacno3HaBaHUS
BzanmoneiicTBre KJIETOK M paclo3HaBaHWE CBOMX M UYXXKUX — HEOOXOTUMBIE
CBOIICTBA KJIETOYHOTO KoormeprupoBaHus. KiieTouHble B3anMOIeHCTBUE U pacTio-
3HaBaHWE TOPa3yMeBaloT, TIPEX /e BCETO, Pa3IUIMs BO BHEITHUX ITOBEPXHOCTSIX
IIa3MaTUYecKoil MeMOpaHbl 1 MeMOpaH BHYTPUKJIETOUYHBIX opraHesia. OcoObrit
WHTEpPeC B 3TOM OTHONIICHWHU TIPEACTABISIET INIMKOKAIUKC MEMOPaHBI C TTIOBEPX-
HOCTHBIMU aHTUTEHAMU — MapKepaMU OIpPeIeJIEHHOTO TUIla KJIETOK.
H3MmeHeHMsT B3aMMOIEUCTBUSI M paclio3HaBaHUST KJETOK BCTpPEYAlOTCS TP
MaTOJIOTMYECKUX TIpolieccax, MPU KOTOPBIX TMOBEPXHOCTHBIE aHTUIEHBI MOTYT
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n3MeHsIThes. [lpy 2TOM pa3nuums KacarmTcs KaK THUIa aHTUTeHa, TaK U €ro
JMIOCTYITHOCTHA CO CTOPOHBI BHEKJIETOUHOTO MpocTpaHcTBa. [Ipn mcye3HOBEeHUM
XapaKTEPHBIX U151 KJIETOK aHTUTEHOB MOTYT TOSIBJISITHCS 9MOPUOHAIBHBIE U aHO-
MaJIbHbIe aHTUTEHBI (HallpuMep, KaplIMHOIMOPUOHAJIBHBI aHTUTEeH). MI3MeHeHn ST
[JIMKOJIMIIMI0B MEMOpaHbI ej1aloT ee 6ojiee JOCTYMHON BO3NEHCTBUIO aHTUTEI.
KoMMyHUKa0eTbHOCTh KJIETOK OTPEIEISIETCS M COCTOSTHUEM KJIETOUHBIX
COEIMHEHU I, KOTOpPbIe MOTYT TOBPEXIAThCS TPU Pa3TUUHBIX MaTOJOTMYECKUX
mporieccax u 00e3HsAX. B pakoBbIX KJIeTKaxX, HalpuMep, HaiijieHa KOppesius
MEXIy M3MEHEHUSMHU KJICTOUHBIX KOHTAKTOB W HapyllIeHWeM MeXKJIeTOUHBIX
CBsI3eil; B OMYyXOJISIX OOHApYKeHBl aHOMaJIbHbIE KJIETOUHBIE COSTUHEHMUSI.

U3meHeHnsa NoABUXHOCTU MeMOpaH n popmbl KIeTOK

Paznnuator JBa TUIIa I/IBMCHCHI/Iﬁ, CBA3aHHLIX C HAPYIICHUEM IMOABHUXKHOCTHU
MeMOpaH: BbIMSIYMBAaHWE MEMOpPaHbl HapyXky — SK30TPOMUIO U BHYTPb LIUTOM-
JJa3Mbl — 330TpPOIINIO. an/I OK30TPpOIInun MeM6paHa, BbITTAYMBaromasacsa BO BHE-
KJIETOYHOE MPOCTPAHCTBO, 00pa3yeT OKPYXKEHHYI0 MeMOpaHOUl ILUTOIIa3Ma-
TUYECKYI0 CTPYKTypy. Ilpu 330Tponuu TOSIBISIETCS OKpPYXEHHass MeMOpaHOU
noJjiocTb. U3MeHeHus (l)OprI KJIETOK CBA3aHBbI HE TOJBKO C 59K30- N 930TpOHH€I>JI,
HO 1 C YIIPOIICHUECM KJIETOYHOU ITOBEPXHOCTHU (HOTepeﬁ MaJIbIX OTPOCTKOB IMMOAO0-
LUTOB MPU HEPPOTUUECKOM CUHAPOME).

HapyweHusa cuHTe3sa n oomeHa memopaH

an/I HeﬁCTBHH XUMHMNYCCKUX BCIICCTB HA KJICTKY BOSMOXKHO YCUJICHUEC CUHTE3a
MeMOpaH MJIK ero ocjabjeHue (HampuMep, CHUXEHHUE CUHTe3a MeMOpaH 1IeTou-
HOW KaeMKW HTEPOLMTOB MMPU YTHETEHUU MeMOpaHHbBIX (hepMeHTOB). B paBHOIi
Mepe BO3MOXHO ycujieHre oOMeHa MeMOpaH Mpu CTUMYISLUUU ayTo(haroumuTosa
WJIA ero ociabJjieHue Ipn JINU30COMHBIX OOJIE3HAIX.

3Hp.onnasmavaecxa9| ceTb
N3MmeHeHUsT TpaHYJISIpHOW M arpaHyISpHOM 3HIOIIAa3MaTUUYECKUX CeTei
OTpakaroT HapylIeHUsT PYHKIIUI IUTOTIIa3MBbl U KJIETKH.

U3meHeHuns rpaHynapHoii 3HaoNIasMaTU4eckor ceTu u puéocom

DyHKIIUY TPaHYJISIPHON 3HIOIIa3MaTUUECKON CETH U PUOOCOM COTIPSIXKEHBI
JIOCTATOYHO XecTKo. Mopdoorniyeckre MposiBJICHUS X HapyIIeHW I KacarTcs,
Kak MpaBuJjio, o0enx opraHesi. U3MeHeHUsl TpaHyIsipHON SHAOIIa3MaTUYeCKO
CeT W pUOOCOM TIPOSBIISIIOTCS YBEJIWUYEHUEM WX KOJW4YecTBa (TUTIEpIIIa3ueii)
U yMEHbIIEHUEM MX o0bema (arpodueii), yIpolleHUueM CTPYKTYpPHhI, Ae3arpera-
nueu (muccouuaiieit) pudbocom M MOJUCOM, 0Opa30BaHUEM aHOMAJbHBIX PUOO-
COMaJIbHO-TIJITACTUHYATBIX KOMTIJIEKCOB.

I'mnepnia3us TpaHyISIPHOW SHAOMIA3MaTUYECKOW ceTu M pubOCOM MUK-
POCKOTIMYECKU TIPOSIBIISIETCS] TIOBBIIIEHHOW 0a3oduianeil MTOIIa3Mbl, KOTO-
past oTpaxaeT O0ObEeMHYIO TJIOTHOCTh PUOOCOM M TTOKa3bIBaeT WHTEHCUBHOCTH
0EJIKOBOTO CHMHTE3a B KJIETKE. DJIIEKTPOHHO-MUKPOCKOITMYECKN MOXHO CYIWUTh
O COIPSIKEHUM CUHTE3a M 3KCKpelUU OelKa WM OTCYTCTBUU TAaKOTO COIpPS-
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Puc. 1-11. ITrazmarudeckas KiaeTka. [Mmepriasusi TpaHyJISIpHOW SHAOILIA3MaTUUYECKOMN
CeTH, pacIIupeHue ee UCTePH, TUTIEePIIa3us IJIacCTUHYATOro KoMIuiekcea, x13 500

XeHUs. B MHTEHCUBHO CEKPETUPYIOIIUX U SKCKPETUPYIOUIMX O€JIOK KJIeTKax
(HammpuMep, B aKTUBHBIX (ubpobdIacTax) HUCTEPHBI TPaHYJISIPHON SHIOIIa3Ma-
TUYECKOW CEeTH pacIIMpPEeHBbl U CcOoAepXkaT Majo 3JEKTPOHHO-IJIOTHOTO MaTepu-
ana. OTMedeHa TUMNepIuia3us CBSI3aHHBIX ¢ MeMOpaHaMU CBOOOIHBIX pPUOOCOM,
00pa3ylIuX MOJUCOMBI; XOPOIIO Pa3BUT IMJIACTUHYATBHIA KOMIJIEKC (KOMII-
sieke Tobaxu), y4acTBYIOIIUI B 9KCKPELIMU CUHTEe3upyeMoro oenka (puc. 1-11).
[pu HapymieHUU 3KCKpelUu OeKa B TUMEPIIa3MPOBAHHBIX PACHIMPEHHBIX
LIMCTEepHAX 3HIOIJIa3MAaTUUYECKOW CeTU ¢ obuaueM pubOCOM U MOJUCOM HaKa-
MJIUBACTCS 2JEKTPOHHOIJIOTHBIN XJOMbEBUAHBIN MaTepuan (puc. 1-12), uHO-
rma MpoucxoauT ero kpuctamnusauusd. Kommiaeke [oapaxu B TakKuUX ciaydasix
pPa3BUT MJIOXO.

Atpodusi TpaHyJISIpHONH SHIOMIA3MATUYECKONW CETH, T.6. YMEHBIICHUE €e
o0beMa 1 pa3MepoB, CBETOONTUYECKU TpencTaBieHa CHUXKEHUEM WJIU UCUYE3HO-
BeHUEM 0a30(DUJIMKU LUTOMIA3Mbl, a JIEKTPOHHO-MUKPOCKOMMYECKU — YMEHb-
IIEHWEeM pa3MepoB KaHaJIbLEB U 00beMa CeTH, KOJTUYECTBA U pa3MepOB prudOOCOM
(puc. 1-13). OHa oTpaxaeT CHUXEHUE OETKOBO-CUHTETUYECKON (DYyHKIIUU KJIEeT-
KU (0eJKOBBIN Ae(UIUT MPU rOJOJaHUU, OOJNE3HIX MEYeHU, CTapEHUE).

Yupomenue CTPYKTYPbI TPaHYISIPHOU 3HAOMIa3MaTUYECKON CETU KJIETOK CBU-
JIETeJIbCTBYET O HENOCTATOYHOU nX nuddepeHIMpoBKe, HEPEAKO OHO BCTpevaeT-
cs B KJIETKaX 3JJ0KAYECTBEHHBIX OITYXOJIEH.

Je3arperanus (quccouuanus) pudboCcoM M MOJUCOM, BhIpaxartolasics B Hapy-
IIeHUsIX pubdocoMalbHbIX MeMOpaH, HEOpraHM30BaHHOW accolMaluu pUbO-
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Puc. 1-12. KoHaeHCMpOBaHHBIM GEJIKOBBIM CEKPET B 9HI0IIIa3MaTHUYSCKOM ceTH (T1Jla3Ma-
TU4YecKas Kjetka), x13 500

Puc. 1-13. Arpodus rpaHyJsipHON U TUIEPILIA3Us arpaHyJIspHON SHIOIIaA3MaTHYeCKON
CETH rernarouuTos, x16 500
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COM B TMOJUCOMBI, — BbIpaXK€HUE CTPYKTYPHOrO YIPOUIEHUS 3HAOMJIa3MaThye-
cKoil cetn HenuddepeHIMPOBAHHOM M OMYX0JeBOil KJIeTOK. Te Ke M3MeHEeHMUSs
HaOM00a10T U B UM (G epeHIInPOBaHHBIX KJIETKAaX MPU KUCIOPOIHOM TOJIOAAHUN
u geuuute 6eaKka B OpraHU3Me.

OOpa3oBaHHe aHOMAJbHBIX PHOOCOMAJBHO-TIJIACTUHYATHIX KOMIIJIEKCOB —
BbIpaXXeHHE CYOKJIETOYHOU aTUIMWU, BCTPEUYAETCS MPU OMYXOJSIX CUCTEMBbI
KpoBU — remobiiacto3ax (cM. «OmyXojau CUCTEMBI KPOBU»).

U3meHeHnsa arpaHynsipHO 3HA0MJ1Ia3MaTUYECKOW ceTun

ArpaHyJsipHas LUTOMNJa3MaTUYecKasi CeTh MpeTepreBaeT psa MopdhoJoru-
YeCKMX MU3MEHEHU I, OTpaXkaloluX HapylUIeHUsI pa3HOOOpa3HbIX GYHKIMNA 3TONU
opraHesuibl. I3 HUX TJlaBHble — TUNEPIIa3us U aTpodus.

I'unepniia3usi MeMOpaH SHIOMIa3MaTUYECKON CETU C paclIMPEeHUEM ee KaHalb-
LIeB U CHUCTEM OTpaxkaeT pa3Hble MO WHTEHCUBHOCTU U CBOEW CyTHU TMpoliec-
cbl (cM. puc. 1-13): Bo-mepBbIX, yCUJEHUE MeTabOJMUYeCKO aKTUBHOCTU psaa
BeulecTB (0€JIKOB, JUMUIOB, JEKAPCTBEHHBIX CPENCTB); BO-BTOPBIX, HapYIICH-
HBIA BHYTPUKJIETOUHBIA TPAHCIOPT METaOOJU3UPYEMBbIX MPOAYKTOB, KOTOPbIE
HaKaIJIMBalOTCS B paCIIMPEHHBIX KaHAJblaX U IUCTEPHAX CETU, MPU ITOM ILjIa-
CTUHYATBHIA KOMILIEKC PEAyLUUPOBAaH; B-TPETbUX, AePUUUT ¢dhepMeHTOB (dep-
MEHTOMNATUIO), BEAYIIUN K HEIOCTATOUHOCTU crneuuduuecKkux (GyHKIUU 3TOTO
opraHouga. [lpy HapylieHUM BHYTPUKJIETOUYHOTO TPAHCIOPTA METa0OTU3UPY-
€MBbIX MPOAYKTOB U (hepMEHTOMATUU B PACIIMPEHHBIX LIUCTEPHAX 3HAOMJIa3Ma-
TUYECKOU CETU HaKamauBalTCd OeJKU U Boja (Truaponuyeckast IUCTpobus) UIu
JIMOUABL U JIUTONPOTEU bl ((KUPOBast TUCTPODUs).

Atpodusa ¢ nanpHeliel peayKiimeil (BOCCTAaHOBJIGHUEM) INIAAKONH 9HIOIIA3-
MaTUYECKOW CeTW BO3HUKAET MPU OCTPOM WUJIU XPOHUYECKOM BO3NCHCTBUU Ha
KJIETKY Pa3IUYHBIX SIIOB, TOKCUUYECKUX BEIIECTB U MPU OEITKOBOM TOJIOAAHUU
(puc. 1-14).

dHaonnasmaTrunyeckas ceTb U cucTemMa OKCUureHas co CMeLlaHHOM
dbyHKUMen

Psn 4yXepomHBIX BeUIECTB, MOABEPraeMblX MeTa0OJU3MYy B 3HIOMJIa3Ma-
TUYECKOW ceTHu, crocobeH B3aMMOACHCTBOBaTh C MaKpPOMOJEKYJIaMU KJETKH,
YyTO BeleT K ee moBpexaeHuto. KartanuzaTopbl MeTaOOJUUYECKUX IPOLECCOB
B 9HJIOMJa3MaTU4eckoil ceTu — rpymnmna poacTtBeHHbix NADH- u O,-3aBuU-
CUMBIX (PEpMEHTOB — MOHOOKCHUTEHa3bl (TMIPOKCUJIA3bl) WJIM OKCUTEHa3bl CO
cmemaHHo# dyHKuMeir (OC®). TepMuHANIbHAsS OKCUTEHA3a 3TOM CHCTEMBI —
muToxpoMm P450. Cucrema OC®D, cBsizanHasg ¢ muToxpomoMm P450, HalimeHa
B DHJOTJIa3MaTUYECKON CETU KJIETOK MHOTUX OPTraHOB (ITEYEHU, JIETKUX, KUIIeU-
HUKa, KOPbl HAJAMOYEUYHUKOB, CEMEHHUKOB, KOXH). DTa CUCTEMa MOXET, TTOMU-
MO TUIPOKCUJIMPOBAHUS CTEPOUIOB, YTUJIU3UPOBATH MHOTHE JMNOMUIbHbBIC
SHJOTeHHbIE (KMPHBIE KUCJIOTBhI) U SK30T€HHBIC (JIEKAPCTBEHHBIC Mpenaparhl,
OpraHMYeCcKUue PaCTBOPUTENM, KaHIMPOrEHBI) BellecTBa. MeTtaboiu3M 4vyxe-
POIHBIX JUMOMUIBHBIX BEIIECTB TPeOyeT CJI0XHOIo B3aMMOACWUCTBUS psaa
depMEHTAaTUBHEIX IIpolleccoB, B KOTOphIX cucteMa «OCd—1mroxpom P450»
3aHMMaeT LEeHTpajdbHOe MecTo. Takoil MeTaboaM3M He Bcerga BedeT K WHakK-
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Puc. 1-14. Atpocdus rirankoit 3HIOIIIa3MaTHIeCcKOl ceTu rematonuTa, x18 000

TUBALIMU META0OIMYECKMX BellecTB. B0o3MOXHO oOpa3zoBaHMe peaKIMOHHO-
CIIOCOOHBIX OKCUT'€HUPOBAHHBIX MPOAYKTOB, KOTOPbIE MOIYT B3aMMOAENCTBO-
BaThb C HYKJEMHOBLIMM KMCJIOTAMU U O€JIKaMU KJIETKH, YTO BEIET K €€ MMOBpeXIe-
HU10. OCHOBHOM MEXaHM3M TaKOro MOBPEXAEHUS — IeHepaLusl CYNepOKCHUIHbBIX
paaMKaJioB KMCIOPOAa U MEPEKUCH BOIOPOAa, MHAYLUPYIOLUUX [TEPEOKUCIEHIE
JIUITUIOB.

MnacTunHYyaTbivi koMmnnekc (komnnekc FronbaXXu), ceKkpeTopHbie
rpaHyJsibl U BaKyoJiu

CuHTeTHYecKasd AESTeIbHOCTh IIACTMHYATOrO KOMIIJIEKCa, TECHO CBSI3aH-
Has ¢ DHJOIIa3MaTUYECKOW CEeThlo, 3aBepllaeTcsl 00pa3oBaHUEM CEKPETOPHBIX
TrpaHya U Bakyosieil. B cBsi3u ¢ aTuM Mopdosiorust HapylIeHHON NesSTeJIbHOCTUA
MJACTUHYATOTO KOMILJIEKCA OTpaKaeT W HapylIeHUS CEeKpeluu, T.e. Hapylle-
HUS NPOAYKIIMU KJIETOUHBIX BKJIIOYEHUU — TrpaHya U Bakyoseil. CyliecTByIOT
IBa OCHOBHBIX MOP(OJOTMYEeCKUX TMPOSIBJICHUS HapYLUIEHHOW IesITeIbHO-
CTU TMJAaCTMHYATOrO KOMILJIEKCA M CEKPeTooOpa3oBaHUS — Trumneprpobdus
u atpodus.

T'uneprpodus NAaCTUHYATOr0 KOMIJIEKCA — YBEJIMYEHUE 3a CUET TUIleprijia-
31U MeMOpaH, YBEJIMYEHUST KOJIUYECTBA CEKPETOPHBIX TPaHYJ, BE3UKYJT U BaKy-
oJiell, IpOosIBJICHUE MOBBIIIEHHOTO CUHTE3a U CeKPeluU OCJIKOB, TIUKOJIUTTUI0B
unu nonaucaxapunos (puc. 1-15). Tlpu 3ToM yBeanuuBaeTcs KOJIUYECTBO CEKpe-
TOPHBIX TPaHyJ U BE3UKYJ B LIUTOIJIa3Me U 3a MpeaeaMU MIacTUHYATOTO KOM-
niekca. ['unepTpodus Na1acTUHYATOTO KOMITJIEKCA B TAKUX CIydasiX COYETAeTCs C
TUTIepa3ueil sHIoIIa3MaTuyecKoil cetu. Eciv cuHTEe3 TeX UJIM WHBIX BEIEeCTB
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Puc. 1-15. Tunepryazust MeMOpaH IUIACTUHYATOTO KOMIIJIEKCAa B TOAOLUTE (CTPENKH),
x20 500

olepexaeT MX CEKPEIMIo 1 BhIBEACHNE, 3TH BEIlleCTBAa M30MpaTeJIbHO HaKallJIn-
BalOTCSd B THIEPTPO(PUPOBAHHOM IIJIACTUHUYATOM KOMIIJIEKCE M MOTYT ITOBpPEX-
IIaTh €ro, HaIIpuMep CKOIUICHHE KeTYM B IJIACTUHYATOM KOMIIJIEKCE TelaToIt-
TOB TIPU XOJIEeCTa3e.

Atpodusa MIaACTHHYATOro0 KOMILIEKCa — YMEHBIIEHHE €r0 pa3MEpoOB C PEIyK-
el KOMITOHCHTOB, MOTEPEi CEKPETOPHBIX TPaHyJd M BaKyoJiel — CBUICTEIIb-
CTBYET O CHMKXEHHMH ero (YHKIMOHAJIbHONW akKTWBHOCTH. OmHa W3 TPUIUH
TAKOro CHUXXEHUSI — HEeJO0CTaTOYHOCTb OEJIKOBBIX 3aracoB opraHuzMma (6ei-
KOBOE€ TOJIoaHue), MPU 3TOM 3JHIOIIa3MaTHYecKass CeTh TOXe aTpoduyvHa,
B LIMTOIIJIa3Me MaJjio CEKPETOPHBIX TpaHyl. Jlpyras MpuunHa CHUXECHUS PyHK-
IIAOHAJIbHOM aKTHMBHOCTHM INIACTMHYATOIO KOMILIEKCa — HapylIeHWe ero B3a-
WMOICUCTBUS C B3HIOIIA3MaTUYECKOM CEThIO, T.. MOBPEXKICHHE KJICTOYHOTO
KoHBeliepa. [Ipy 3TOM 3HAOIIa3MaTHYeCcKasl CeTh TUIePIIa3upoBaHa, (PYHKIIN-
OHAJIbHO aKTHBHA, a [IUTOIIa3Ma 3alloJIHEHa MHOXKECTBOM CEKPETOPHBIX TPaHYyII
W BaKyoJICH.

MuToxoHapUn

MutoxoHaApuu — Haubojee JTabUJIbHbIE BHYTPUKJIETOUHBIE CTPYKTYPBHI,
KOTOPLIC TICPBLIMU M3MECHAIOTCA IIPU FI/IHep(I)YHKHI/II/I KJICTKM MU Pa3JIMYHLBIX €€
TMOBPCXKIACHUAX. N3menenuga MI/ITOXOHI[pI/Iﬁ, BO3HHMKAOOIUC IIPpXU MHOTUX I1aTO-
JIOTMYECKUX IIpoueccax n 60H63H9[X, JOCTAaTOYHO CTCPCOTUIIHLI, XOTA PALd MMAaTO-
JIOTUYECKUX COCTOSIHUUN U OOJIe3HEl NMeEEeT CHGHI/I(I)I/I‘ICCKI/Ie IIpU3HAKN I10-
BPCKIACHUA MI/ITOXOHI[pI/Iﬁ.
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U3mMeHeHns CTPYKTYpbl, padmepoB, GOpMbl U KONIMYECTBaA
MUTOXOHAPUN

Cpenu u3MeHeHMii CTPYKTYpPbl MUTOXOHAPUIA HanOoJIbIlIee 3HAaUCHWE TIPUIAI0T
MX KOHJICHCAIIMM W HAOyXaHWIO, TOSBJICHUI0O MUTOXOHIPUAIBHBIX BKIIOUCHUIA.
Konnencanus u HabyxaHne MUTOXOHAPHUIA OTpaxkaroT (yHKIIMOHAJIBHOE HATIPsI-
KeHUe KJIeTKM, 4allle HapacTalollee KUCJIOpoaHoe rojogaHue (cMm. puc. 1-10).
DTU M3MEHEHUST HEepeaKO OOpaTUMBbI, OMHAKO, TPOTrpeccupys, BEAyT K TsIXKe-
JIO JEeCTPYKIIMU MUTOXOHIPWUI W Trubenu KieTku. [Ipm aToM K HabyxaHUIO
MUTOXOHIPUI TIPUCOEAUHSIIOTCS YIUIOTHEHUE WX BHYTPEHHEro IMPOCTPAHCTBA,
nedopManvss U parMeHTalnsT KPUCT, TOTEPsST MUTOXOHIPHAJLHBIX TpaHyJl,
TOMOTEHM3allMsl MaTpUKCa W TIOSBJIEHWE B HEM XJIOMbEBUIHOTO MaTepuala,
04YaroB OOBI3BECTBJICHM . B (hrHae BO3ZHUKAIOT pa3pbiBbl HAPY>KHOW MeMOpaHbI
MUWTOXOHIPU.

MuUTOXOHAPUAJIbHbIE BKJIIOYEHUS — DJIEKTPOHHO-TUIOTHBIM XJIOTbeBUTHBII
MaTtepuan (JTUTUIHBIE BEIIECTBa), O4Yaru OOBI3BECTBIEHMs (TMApPOOKCHAIIa-
TUTOTIOAOOHBIE KpUCTaabl) (puc. 1-16), MuenuHOBbIe DUTYpHI, (PUIaAMEHTO-
MOJO00HBIE W TUTACTUHYATBIE CTPYKTYPHI, OEJIKOBBIE KPHUCTAJUIBl. BKItoueHUs
B MUTOXOHJPUU, KaK TPaBUJIO, BCTPEUAIOTCS TPU MATOJOTUUYECKUX COCTOSTHU-
X W OTpaXkamT HecrnelnubuIecKyo peakinio MUTOXOHIAPHUIL Ha MOBPEXIECHUE
KJIETKM.

Tlo pa3mepaM MUTOXOHAPUM KOJEOJIOTCS OT TUTAHTCKUX (OpM OO0 pPe3Ko
peayuupoBaHHBIX. [MTaHTCKME MUTOXOHIPUU OOPa3ymOTCS 3a CUYET CIUSTHUS

Puc. 1-16. BktoueHus cojieil KaJbIIUsI B MAaTPUKCE MUTOXOHIPUIL MBIIIIEYHOTO BOJIOKHA
npu uiemuu, x18 500
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Puc. 1-17. TuranTcKMe MUTOXOHIPUU KapAUOMHUOLUMTOB. MUOKapa cOOAKY TTPU CUHIPOME
IUITMTETBLHOTO pas3aaBiauBanus, x16 000

COCETHUX MUTOXOHJPWI, U OHU BCTPEUAIOTCS TOJBHKO B MATOJOTMUYECKUX YCJIO-
Busx (puc. 1-17). Takue MUTOXOHAPUU, HEPEAKO C KPUCTANIMUYECKUMU BKIIO-
YEHUSIMU, KaK MpaBUJIO, OOHAPYXMBAIOT B TEMaTOLUTAX MPU aJKOTOJU3ME.
MWUTOXOHAPUM MMEIOT pasinyHylo (opMy: cUrapooOpas3Hble, KaljieoOpa3HBbIe,
U3BUTHIC U T.1.

KosnyecTBO MUTOXOHIPHMII KpaliHe BapuadeslbHO. YBeJuuyeHue (rumepra-
3UsI) OTPAXAET yCUJIEHNE MPOTEKAIOIIETO OKUCIUTENBHOTO (pochopuanpoBaHust
U XapaKTepHO [UISI KJIETOK ¢ aKTUBAlLlMEi creluaJu3supoBaHHON (PYyHKIIUU, YTO
BO3HUKAET Mpu rurneptpoduu, npoiaudepanuu u TpaHcHOpMALlUU KIETOK,
0COOEHHO ToOcJe TMOBpeXIeHUS TKaHU. DBojbllioe KOIMYEeCTBO MUTOXOHIPUIA
KpalfHe XapaKTepHO IJs1 OHKOIIMTOB, B TOM YHCJIE€ U OHKOLIMTAPHBIX OMYXOJIEH.
YMeHblIeHHe KOJIUYEeCTBA MUTOXOHAPUN TUMHUYHO MJISI PErPECCUBHBIX MPOLIEC-
COB — CTapeHU s KJIETOK, UX aTpoduu.

N3mMeHeHns KpUCT MUTOXOHAPUIA

CrpyKTypHBIE U3MEHEHHS KPUCT MUTOXOHIpU T pa3zHooOpa3Hbl. [TracTuHYaTHIe
KPUCThI MOABIAIOTCA IIpU YCUJICHUHN aKTHUBHOCTU MI/ITOXOHI[pPIf/I. ):[C(l)opMaHI/IH
n arperaumd KpHUCT BCTPCYAIOTCA IIPpU CHUXCHHUU 3TOM aKTHUBHOCTH. CI)opMa
KPHUCT TOXKE OTpaXac€T MOBBIMICHHYIO MJMW IMOHUXKXCHHYIO aKTUBHOCTb MHUTOXOH-
I[pl/Iﬁ. B Takoii xe MEPE N KOJIHMYECTBO KPUCT OTpaXa€T aKTUBHOCTb MUTOXOH-
I[pI/If/i. l"nneprmasm[ KPpHUCT YyKa3blBa€T Ha BO3pacCTarolime (DYHKIII/IOHEUILHBIG
HOTpCﬁHOCTI/I KJIETKHW, YMCHBIICHUE KOJMYCCTBA KPHUCT MI/ITOXOHI[pI/If/T CBUIC-
TCJIBCTBYCT O CHUXKCHHNU OTUX HOTpC6HOCTCI7L
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MuTtoxoHApUanbHbI TPAHCMOPT KaJibLUA U MOBPEXAeHUe KJIeTKn

OnHa 13 BaXHBIX GYHKIIMHA MUTOXOHAPUN — TPAHCIIOPT KaJbIWsI, KOTOPBIi
MOXET HaKaIlJIMBaThCSd MUTOXOHIPUSIMU B 3HAYUTEIBHBIX KOJUYECTBaX, OCO-
OeHHO mapaJlielbHO C HeopraHuyeckuMm docdarom. Mopdoornyeckum Moj-
TBEPXKJIEHWEM TpaHCIOpTa KaJblIMsl MHUTOXOHAPUSIMU SIBJISICTCS OOHapyXeHUe
B MUTOXOHIPUAJBHOM MAaTPUKCE BJEKTPOHHOIUIOTHBIX TPaHYJ IMaAMETPOM
20—50 HM, KOTOpbIE, BO3MOXHO, CJIyXaT MECTOM aKKYMYJSLUU ABYXBaJEHT-
HBIX WMOHOB. YBeJWYEeHWE pas3Mepa, MJOTHOCTM W KOJIWYEeCTBA BTUX Tpa-
HYJ OOHapyXeHO He TOJBKO IpM 00pabOTKe TKaHEeW BBICOKMMM KOHIIEHTpa-
musmu Ca2*t, HO MU B MHTAKTHBIX KJIETKaX TeX TKaHel, KOTOpbIe BOBJICYCHBI
B aKTUBHBIA TPaHCIOPT KaJbIIMsI, — OCTEOKJIacTaX, ocTeobnacrtax. Ta xe
CHUTyalMsi OOHapyXeHa W TMpPU TOPMOHAJIBHO OOYCIIOBJICHHBIX THUIMEPKaJbIIH-
eMUusIX — KajblUHO3aX. [Ipy HeKOoTOphIX O0Je3HAX (MIIEeMUYECKOU OO0Je3HU
cepala), CMHApoMax (XpOHWYECKO TMOYEYHOUM HETOCTAaTOYHOCTU) W IaTOJOTH-
YEeCKMX COCTOSTHUSX (OTpaBJIeHWU THoOalleTaTaMUIOM, MafnauHoM, iHoao¢opMoM)
KJIETKW OTBEYAlOT Ha MOBPEXACHNE TIOSIBJICHUEM B MUTOXOHIpUATbHOM MaTpUK-
ce MHOTOYMCJICHHBIX KPYITHBIX, TIJOTHBIX I'paHyJ Kajablius (cM. puc. 1-16). Tpu
3TOM KaJbLIM(PUKAIMS MUTOXOHAPUN MPENIIeCTBYeT HEKpO3y KJIETKHM U 4acTo
obparuma.

BHyTpuMuUTOXOHApUATbHAS KaJblIU(UKAIIUSI MOXET OBITh CBsI3aHA Kak
C M30BITOYHBIM TIPUTOKOM KaJbIUS B KJETKY BCJICICTBHME TEPBUYHOTO IT0-
BPEXJIEHUS TIJIa3MaTUYeCcKoil MeMOpaHbl, TaK U C MEPBUYHBIMU HapyIICHUSIMU
TpaHCIIOpTa KaJblIUs MUTOXOHApUSIMU. [Ipu MepBUYHOM TOBPEXIACHWU TIJIa3-
MaTU4YecKold MeMOpaHbl M30BITOUHBIM TPUTOK KaJblMs B KJICTKY TPUBOAUT
K HaKOIUJIECHUIO €r0 B MUTOXOHIIPUSIX, UTO HApyIIIaeT MOTOK 3JIEKTPOHOB 110 KPU-
cTaM | TipekpaiaeT oopazoBaHue sHeprun AT® mutoxoHapusmu. [lepBuaHble
HapylIeHU s MUTOXOHIPUAJIbHOTO TPAHCIIOPTa KaJbIIMsI BCTPEUaroTCs IMpH 3a00-
JIEBAHUSIX CKEJIETHBIX MbIIIL — MUomnaTuu (6one3nu Jlrodpra, cunapome KepHca—
Caiipa). [Ipu 3Tux 0OJE3HSIX MUTOXOHIPWUM, HECMOTPsS Ha BBICOKWI YPOBEHbBb
SHJIOTEHHOTO KaJbIIMsI, MOTYT JIOMTOJTHUTEbHO HAaKamIWuBaTh 3HAYUTEIbHBIC €TO
KomyecTBa. B Takmx ciydasix TOBOPSAT O 0OJIE3HSX HAPYIIEHHOTO MUTOXOHIPU-
aJILHOTO TpaHCIOpTa.

JInzocombl

JIN30COMBI HE TOJILKO OUUIAIOT IUTOMIa3My KJIETKU OT OTPaOOTaHHBIX MTPO-
JYKTOB MeTabojiM3Ma U TMOCTOPOHHUX BKJIIOUEHUI (KJIETOYHBIE MYCOPLIMKH),
HO MpPHU OMpPeneJIeHHBIX YCIOBUSAX pa3pyllaloT KJIETKY, BbI3biBas ee rubenb. OHuU
MpUYacTHHI K daronnto3y u ayrodarnu. @usnosorndyeckass U maToJorudeckast
AKTUBHOCTb JIM30COM 3aBUCSIT B OCHOBHOM OT JIBYX (DaKTOpOB — cTabuam3a-
MU MeMOpaH JIM30COM M aKTUBHOCTHU UX (epMeHTOB. [loBpexaeHusT KIETKHU,
K KOTOPBIM MOTYT OBbITb MPUYACTHBI JIU30COMBI, BOZHUKAIOT JMOO IPU MOBbI-
IIEHUU TPOHUIIAEMOCTHU JTU30COMHBIX MEMOpaH U MOCTYIJICHUU B LIATOILJIA3MY
ruapoJia3, 1M00 MpU HEAOCTATOYHOCTU JIM30COMHBIX (DepMEeHTOB ((pepmMeHTOMNa-
TUM), BeAylled K HAKOMJEHUIO B KJETKE Psija UCXOMHBIX UJIU MPOMEXYTOUHBIX
MpPONYKTOB OOMEHa.
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Puc. 1-18. @aronmsocoMsl B renarouute, x18 500

AecTtabunusaumnga MmemM0OpaH IM30COM U NaTOJIOrUd KJIeTKU

K nmecrabunuzauuu (1aduiuszanuu) MeMOpaH JIM30COM MPUBOAST pa3iny-
HbIE BEIIECTBA M areHThl. JIabuan3aTopbl MeMOpaH JIM30COM — TTPOBOCTIAIUTETb-
HbIe MEIMATOPhl BOCcTaJeHUsT (MHTEPJICHKUHBI U JIpyrue IIUTOKWUHBI), BUTAMUHBI
A, D, K u ap., roonanve u 6e1KoBasi HEMOCTaTOYHOCTh, U3MEHEHUST TOPMOHATTb-
HOTO CTaTyca, IIOK, TPaBMbI, OOIIMPHBIE OMEpaluy, HEKOTOPble MUKOTOKCUHBI,
KaHIIEpOTeHHBIE BellecTBa, (hochoNmnITasbl, aAKTUBATOPBI U TTPOTYKTHI TIEPEKUCHO-
T0 OKUCJICHUS JIMTTUIOB, IBYOKUCh KpeMHUS. JIabuan3upyeT MeMOpaHbl JIM30COM
n3MeHeHue pH UTOMNIa3Mbl B KUCTYIO CTOPOHY, YTO TTPOUCXOMUT ITPU TUTIOKCUM,
HapyIIeHN U KUCJTOTHO-OCHOBHOTO COCTOSTHUSI. AHTarOHUCTHI TaOMIN3aTOPOB MEM-
OpaH JM30COM — WX CTaOMJIM3aTOpPBI, HAIPUMEP AHTUMEIMATOPHl BOCTIAJICHMUSI.

B maroJjiormyecKux yCJ0OBHAX BO3HUKAIOT KOHKYPEHTHBIC B3aMMOOTHOIIECHU ST
MEXy JabuaIn3aTopaMu M CTaOMIM3aTOpaMu JIM30COMHBIX MeMOpaH. Ecniu oHun
B ITOJTb3Y TIEPBBIX, TPOHUIIAEMOCTh MEMOpPaH CTAHOBUTCS JOCTATOYHOM JJIsT BBIXO-
Jla TUApPOJIa3 B IIMTOILIA3MYy M B3aMMOJEHCTBUS ¢ CyOCTpaTOM, KOTOPBIM MOTYT
CTaTh M CYOKJIETOYHBIE CTPYKTYphl. YacThb KJIETKM WJIM BCS KJIETKA TOTHOAET.
ToT ke MexaHM3M JecTadMIM3allM MeMOpaH JIM30COM BO3HUKAET TP (aroim-
TO3€, KOrma Iocjie KOHTAaKTa MEepBUYHBIX JIM30COM C harocoMamMu 00pas3yroTcs
daronuzocombl (puc. 1-18) u uuTonuzocomol. [1onoOHbBINE MeXaHU3M JIEXKUT U B
OCHOBe KJIETOUHOM ayTodaruu. Kak BumHO, MaTojorus MeMOpaH JIM30COM MOXET
OTIPEICISITh U TATOJIOTUI0 (harormnTo3a.

HapyweHus ¢pyHKuMiA NM30COM U HacneAcTBEeHHble 60/1e3HU
Cpeny HacleACTBEHHBIX OOJie3HEH, CBSA3aHHBIX C HApyLICHUSIMU (DYHKIIUNA
JIN30COM, — JIU30COMHBIE OOJIE3HM, IPEXAE BCEro CJelyeT Ha3BaTb HacJel-
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Puc. 1-19. T'uraHTCKME CBETJbIe JTU30COMBI 3BE3MYAaTOr0 PETUKYIOIHIOTSIUOINTA TIPU
BPOXJIEHHON HEJOCTATOYHOCTHU o-1-aHTUTpUIncuHa, x21 000

CTBEHHBIE JIM30COMHBIE H3UMONATUN. OHU SABISIOTCS CICICTBUEM TIEPBUYHOMN
TEHHOW MYTallM1 W TIPOSIBJISIIOTCS JIMOO TTOTHBIM OJIOKOM CUHTE3a (pepMEHTHOTO
Oesnka, 10O CUHTE30M OEJIKOBBIX MOJIEKYJ CO CHUXXEHHOW OMOKaTaIUuTUYeCKON
aKTUBHOCTHIO. JIe(heKT MJIM OTCYTCTBUE OJHOTO MM HECKOJIbKMX JIM30COMHBIX
(bepMeHTOB BeayT K HAaKOIJIEHWIO B KJIETKE BEIIECTB, KOTOPhIe B HOpME MeTabo-
JIM3UPYIOT 3TU (hepMeHTHI. HacieicTBeHHbIEe JIM30COMHBIC SH3UMOITATUN BXOMIST
B Tpymmy 0OoJyie3Heil HaKOIIEHUS, UKW Te3aypPUCMO30B: TIIMKOTeHO3bl (00JIe3Hb
TTomrie), ranrnuno3uno3sl (0one3Hu Tes—Cakca, Canaxoda, 1OBEHUJIbHBINM TaH-
IM031103), Tenato3bl (0osie3Hb [dabuHa—[>)KOHCOHA), OXUpEeHUe (HEeAOCTaTOY-
HOCTB JIUTIa3 alMII0301IUTOB).

JdpyTryto Tpymmny HacJieACTBEHHBIX O0Je3Heil, OOyCIOBJICHHBIX HapylIeHUEeM
(GyHKIIMUM TM30COM, MOXHO CBSI3aTh C HapylleHMeM MeMOpaHHBIX B3aWMMOJEii-
CTBUIA OpraHes KJIeTKH, YTO IPUBOIUT K 00pa30BaHUIO TUTAHTCKUX OpTaHe,
B TOM YHCJIe TUTAHTCKUX JIU30coM (puc. 1-19), — Bo3HuKaeT cuHapom Yennaka—
Xuracu (LMKJIWYECcKassk HEUTPOMEHUS).

MukpoTenbua (NepoKCUCOMbDI)

M3MeHeHUsT KoanW4decTBa U CTPYKTYPHBIX KOMIIOHEHTOB MUKPOTEJELl BCTPe-
YaloT MpU MHOTUX Ooyie3HIX yesioBeka (puc. 1-20). bynyyu BTOPUUYHBIMU, OHU
OTpa’karoT HApYIIEHU T OKCHIa3HO-KaTala3HOM aKTUBHOCTH KJIeTKU. MI3MeHeHn s
MUKPOTEJIEL] MOTYT ObITh U MEPBUYHBIMU — 3TO TaK Ha3bIBa€Mble TEPOKCHUCOM-
Hble 00JIE3HN, UMEIOIINE XapaKTepHble KJIWHUYECKUE TPOSBICHUS TTEPBUYHON
Karajga3HOW HeIOCTaTOYHOCTH.
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Puc. 1-20. YBenrnueHre KOJIMUECTBA IEPOKCUCOM B remaronuTax, x22 000

M3BecTHBI TpU HACIEACTBEHHBIX METAO0OJMYECKHMX PACCTPONCTBA — MEPOK-
CHCOMHBIC 0OJIe3HU: akaTalla3eMHusi, liepedporenaropeHaJbHbIi CHUHIPOM
LennBerepa u cucTeMHast HEIOCTATOYHOCTh KAPHUTHUHA.

[1pu akaTaga3eMuu aKTUBHOCTD KaTajasbl B TIEYEHU U IPYTUX OpraHax KpaiiHe
HU3Ka M3-3a CHUKCHHOW €€ TePMOCTAOMIBbHOCTH. EMMHCTBEHHBI KIMHUYECKUIA
CUHAPOM 3TOT0 3a00JiIeBaHUSI — TAHTPEHO3HBIC U3BSI3BJCHUS TOJIOCTU PTa.

IlepeoporenaTopeHabHblii cuuapom IlenaBerepa xapakTepusyeTcss OTCYT-
CTBMEM TEPOKCHUCOM B TemaTolMTaxX, SHAOIJIa3MaTudecKas CeTh UX PEAyLUpo-
BaHa, MUTOXOHIPHWII MaJjo, IIUTOIJIa3Ma 3arojHeHa TJMKOTeHOM W JIMITUa-
Mu. KatanaszHasi aKTMBHOCTB MEYEHU y 3TUX OOJTBHBIX COCTaBJISET MPUMEPHO
20% wHopMbl. Pe3ynbrar HemOCTATOYHOCTH MEPOKCHUCOM TIPU 3TOM CUHAPOME —
HapyllleHUe CUHTEe3a KEJTUHBIX KUCIOT.

CucTeMHAas1 HeIOCTATOYHOCTh KAPHUTHHA KJIMHUYECKU XapaKTepU3yeTcs MUO-
MaTHei ¢ MepUOINYECKUMHU HapyIIeHUIMHU QYHKIIUH MMEYEeHU U TOJIOBHOTO MO3Ta.
BoipaxkeHHBI AeUIIUT KapHUTHMHA OOHAPYXKMBAIOT B CKEJETHBIX MBIIIIIIAX,
MeYeHU, MIa3Me KPOBU, B MBIIIIIAX HE MPOUCXOAUT OKUCICHUS XKUPHBIX KUCIIOT.

L',VITOCKEJ'IET N NaToJiIorms KJieTkm

CkeJleT KJIETKM BBHITIOJTHSIECT OMOPHYIO, TPAaHCIOPTHYIO, KOHTPAKTUJIBHYIO
U IBUTaTeNbHYI0 GyHKIMU. OH COCTOUT U3 3 BUAOB (puaaMeHTOB (hpudpuII) —
MUKPODUIaMEHTOB, ITPOMEXKYTOUHBIX (DMJTAMECHTOB 1 MUKPOTPYOoUeK. Kaskmbrii
13 (UIAMEHTOB, BBHITIONHSS psa OOIMNX (PYHKIWH KIIETKH, CICUaIA3NPOBaH
Ha OJHOW M3 HUX — KOHTPAKIHNU (MHUKPOGHUIAMEHTHI), CTATUKE (IIPOMEXKYTOU-
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HBle (UIaMEHTBI) WM ABUXEHUSIX OpraHe/l W TpaHcmopTe (MHUKpPOTPyOOU-
ku). LluTockeseT mpeTepIieBaeT pa3ndHbIC M3MEHEHUS TIPHM MHOTHX OOJIE3HSX
¥ TIATOJIOTUYECKUX COCTOSTHHSX, UTO BIMSICT Ha (PYHKIIUU KICTKH.

MukpodunameHTbl

MukpoduniaMeHTBl UMEIOT MNPSIMOE OTHONIEHWE K aKTUHY U MUO3UHY.
AXTHHOBBIE (DUTAMEHTHI, KaK U MUO3WH, OOHApYKEHbI MOYTHU BO BCEX KJIETKaX.
st Mruo3nHa, HE3aBUCUMO OT TOTO, MPUHAMJIEXKUT OH MBIIIEYHBIM WJIM HEMBbI-
IIEYHBIM KJIETKaM, XapaKTepHbl oOpaTuMas CBsI3b C aKTUHOBBIMU (bUIaMEeHTa-
MU M CITOCOOHOCTH KaTanu3upoBaTh runpoin3 AT®, yto TpeOyeT MpuCyTCTBUS
camMoro akTuHa. KojsimyecTBO MUO3MHA B MBILIEYHBIX KJeTKax B 50 pa3 Oosblie
W OHU JJUHHEE W Tojlle, YeM (DUIaMEHTBl HEMBIIIEYHBIX KJIETOK.

IMaTonorus mukpoduaamenToB pasHoodpasHa. C ux nuchyHKIIUEH CBS3bIBa-
0T, HalIpUMep, OonpeAeeHHbIe BUABI X0JecTa3a U Jaxe MepBUYHBINA OUTUAPHBINA
Huppo3 nedeHu. LupKyngius xeauyu B MEYeHU PEeryaupyercss MUKpoduiaMeH-
TO3HOM cuctemoit (puc. 1-21), Tak Kak MUKpO(DUIaMEHTHI B O0JIbIIOM KOJUUYECTBE
OKPYXaIOT XETYHbIE KaHabLbl U, MPUKPEIUISSCh K TIa3MaTUYecKOl MemO-
paHe TenaTolMTOB, MOTYT BJUSATH Ha pa3Mep IMPOCBETa XEJIUYHBbIX KaHaJbLEB.
TlokazaHo, 4TO BO3IEUCTBUS Ha MUKPO(DUIAMEHTHI, YTHETAIOIIUE UX COKPATU-
TEJIBHYI0 CITOCOOHOCTD, BENYT K 3aCTOI0 XeJI4r. BO3MOXHO, TOTOOHBII MEXaHU3M
JIEXKUT B OCHOBE HEKOTOPBIX BUIOB XOJjiecTa3a. JHAUUTEIbHOE YBEIUYEHUE MUK-
podUuTaMEHTOB HAXOJT B SIMUTEINU KETUYHBIX TPOTOKOB MPU MEPBUYHOM OWJIH-
APHOM ILIUPPO3€, YTO MOXKET ObITh MPUUYUHON HAPYUIEHUSI KUHETUKU OUIMapHON

Puc. 1-21. YBeanueHue KOJIM9IeCcTBa MUKPOGMUMIAMEHTOB B SMUTEINATBHONM KIETKE XKeJTd-
HOTO MpoTOKa npu xosectase, x20 000
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CHUCTEMBI, XOJiecTa3a U MOCAEAYIOIIEero rpaHyjeMaTo3a X0JaHTHOJI, XapaKTepHO-
ro 1Jisi aToro 3abojeBaHus. OgHAKO BOMPOC O TOM, MEpPBUYHA WM BTOpUYHA
aKKyMYJSUUS MUKPODUIAMEHTOB B BMUTEJUU OUIMAPHON CUCTEMbl MpPU Tep-
BUYHOM OUJIMApHOM LIMPPO3€ IMEeUeHMU, ellle He pelleH. YBeJIudeHue KoaudyecTBa
MUKPpO(DUIAMEHTOB OMKMCAHO B KJETKaX 3JI0Ka4YeCTBEHHBIX OMyXoJiell, 0COOEHHO
B 30HaX UX MHBa3uu. MukpoduiameHTO3Hasi aKTUBHOCTb XapaKTepHa W s
psla perapaTMBHBIX MPOLECCOB, HAIPUMEDP TP 3aKUBJIEHUU paH.

MukpoduiaMeHTO3Has CUCTeMa CIOCOOCTBYET U CEKPETOPHBIM IpoIeccaM,
¢darounTo3y U MUTO3Y.

MpomexyTo4yHble PunamMmeHTbl

[MpoMexxyTouHble UTAMEHTHI CIEMaJIN3MPOBAHbl B 3aBUCHUMOCTU OT THUTIA
KJIETOK, B KOTOPBHIX OHM BCTPEUAIOTCS: IUTOKEPATUHBI HAXOMSAT B SIUTEIUSIIX,
CKEJIeTUH (IeCMWH) — B MBIIIEUHBIX KJICTKAaX, BUMCHTUH — B ME3CHXMMallb-
HEBIX KJIeTKaX, HelipopuiIaMeHThl — B KJIETKaX IIEHTPAJIbHON U TieprudeprIeCcKOi
HEPBHOI CUCTEMBI, INIMaIbHBIC (PUIaMEHTH — B KJIeTKaX ITMK. OTHAKO B KJIETKaX
OIHOTO M TOTO K€ ITPOMCXOXKICHUS MOTYT BCTPEUYAThCS MPOMEXYTOUHBIE (rIa-
MEHTBI pa3HOTro TUMA. Tak, B TITaAKUX MBIIIIIAX MUIIEBAPUTEIIBHOM, IBIXaTeIbHOM
W MOYETIOJIOBOI CHCTEM — TJIABHBIM 00pa30M CKEJICTHH, B TJIaJKWUX MBIIICYHBIX
KJIETKaX COCYIOB, KaK ¥ BO MHOTMX ME3CHXMMAaJIbHBIX KJIETKAaX, — BUMCHTHH.
DTO 00BACHSICT (PYHKIIMOHAIBHBIC BO3MOXHOCTH TJIAJKHX MBIIICYHBIX KJIECTOK
cocynoB (¢parouutos, pudbpodIacTUUYECKYIO TpaHC(hHOPMALIMIO U AP.).

ITaToJiorueii IPOMEKYTOUYHBIX (PMIAMEHTOB, IIPEUMYIIECTBEHHO NX aKKYMYJISI-
1IMel, TIBITAIOTCSI OOBSICHUTh MHOTHE TMaTOJOTMYECKHE TIPOIeCChl: oOpa3oBaHUe
JIKOTOJILHOTO TuajiMHa (Tejen;, Mamnopu), HelpodUOPUIISPHBIX CIJIETEHUN
B HEPBHBIX KJIETKAX M CEHUJILHBIX OJISIIIIEK TIPU CTapYeCKOM CIaboyMUU 1 00J1e3-
HI AnbnreiiMepa. C aKKyMYJISIIAEH ITPOMEKYTOUYHBIX (DMIIAMEHTOB CBSI3BIBAIOT
¥ pa3BUTHE HEKOTOPHIX (DOPM KapIMOMUOITATUM.

Ankoeonbhblil euasur 0OHAPYKMUBAIOT OOBIYHO B renaToluTax, pexe B aMuTeIuun
KeJie3 TOAKETYI0YHOM Xele3bl 1 HEPBHBIX KJIETKaX TOJJOBHOT'O MO3ra TpU Xpo-
HUYECKOM aJKOTOJIM3Me, MHAMMCKOM NIEeTCKOM IIMppO3e, TreraroiepedpaibHON
nuctpoduu (6one3Hbr Bunbcona—KoHoBanioBa), mepBUUHOM OMJIMAPHOM LIUPPO-
3e neyeHU. OH MMeeT XapaKTepHYIO YIbTpacTpyKTypy (puc. 1-22). OnHako obOpa-
30BaHNe aJIKOTOJILHOTO THAJIMHA U3 ITPOMEXYTOUHBIX (DPUIaMEHTOB MPU3HAIOT HE
BCe uccienoBaresu. MHOTHE CUMTAIOT, YTO MTPU aJIKOTOM3ME aJIKOTOJIbHBIM THa-
JIMH — TIPOAYKT M3BPAIllcHHOTO CMHTE3a MPH JeHCTBUYM HaA TeNaTOLUT 3TaHOJIa C
y4acTHUEM B 3TOM MpPOLIeCCe IIUTOCKENeTa.

Tlamonoeuueckue usmenenus Helpoguramenmos — obpazoBaHUe Helpopuod-
PUJUISIPHBIX CIJICTEHUWI, KOTOpBIC OMMCAHBI ITPU MHOTOYMCICHHBIX ITaTOJIO-
THYECKHUX COCTOSHMSAX. HelipoduOpuiiasgpHble CIJIETCHUS BIOJb aKCOHOB
nmepudepnIeCKUX HEPBOB M B HEPBHBIX CIUIETCHUSX XapaKTEepHBI IJIST CBOEC-
obpa3Horo 3abojieBaHUS — HACJIEACTBEHHONW HEWpPOMaTUM TUTAHTCKUX aKCo-
HoB. HelipodubpuniaspHbie crjaeTeHus jJexaT B OCHOBE CEHMJIbHBIX OJsIIeK
TOJIOBHOTO MO3Ta, MaTOTHOMOHWYHBIX JJIsI CTapuecKoro ciaboymMusi i 0ojie3-
HU AdJbnreiiMepa. OZHAKO TPU ITOSBJICHUM aMUJIOWIA B CCHWJIBHBIX OJISIII-
Kax, T.e. MpU JOKaJIbHOIW IepedpasbHOil (opMe CTapyecKOro aMUJIOUI0-
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Puc. 1-22. ®uOpuAISpHBINA aJIKOTOJTBHBINA THAaJIWH B IIUTOIIJIa3Me IelaToMTa IPU OCTPOM
ajKorojbHoM remnature, x20 000

3a, HET OCHOBAaHWI NIeJiaTh BBIBOM, YTO aMWJIOUI CTPOSIT HelpoduIaMEeHTHI
W WX CIUICTEHUSI.

HexkoTopbeie GopMBl kapouomuonamuii paccMaTpUBAOT KaK BTOPHUYHBIC
10 OTHOIIEHWIO K HapylIeHWsSIM MeTaboIM3Ma MPOMEXYTOYHBIX (DUIaMEHTOB
(necMuHa). OnucaHa HeoObIYHAS (hopMa KapaAMOMUONATUU C TIPOrpeccupyloleit
HEIOCTaTOYHOCTBHIO MUOKapaa, XapakTepuzyemass MacCUBHBIMU OTJIOXEHUSIMU
B KapaumoMuonuTax AS-HeraTMBHOTO Matepuaja, COCTOSIIETO M3 MPOMEXYTOU-
HBIX (pUJIaMeHTOB. AKKYMYJISIIIUS TTPOMEXYTOUHBIX (DUIAMEHTOB — MOP(DOJIO-
TMYECKUl MapKep XPOHWYECKOTO aJIKOTOJIM3Ma, MPU KOTOPOM WX CKOIJICHUS
HaxXoIsSIT B KJETKaxX JIUTEJINAaTIbHOTO W ME3EHXUMAaJbHOTO ITPOUCXOXKICHU S
(puc. 1-23).

MukpoTtpy6oukn

MuxpoTpyOOYKU BBITIOJHSIOT MHOTO (YyHKIIMI: OTNpPEnesiioT IBUXECHUE
W OPUEHTAIMIO XPOMOCOM, MUTOXOHIPUi, puOOCOM, ITUTOIMIa3MaTUIeCKNX Tpa-
HYJI; IPUHUMAIOT Y4acTUe B CEKpPElUr, MUTOTUYECKOM JIEJIECHUM KJIETKU; OCY-
IIECTBISIOT LIMTOIJIa3MaTUYeckKuii TpaHcnopT. He MeHee pazHooOpa3Ha 1 mato-
JJoTusl MUKpOTpyOouek. [Ipu Bo3meiicTBMM Ha MUKPOTPYOOUKHU psijia BEIIECTB,
aKTUBUPYIOIIUX WX (PYHKLUUU (BUHOJACTUHA, u30dJypaHa), MUKPOTPYOOUKU
yBeauuuBaroTcsa B 2—3 pa3za. OHM 00pa3yloT CKOIJIEHUS, CBSI3aHHBIE ¢ pubOCO-
MaM¥, K HUM OTHOCSITCS TTapaKpUCTaJINYeCKre BKITIOUCHUST U3 TeKCOTOHATbHO
YITaKOBaHHBIX cyObenuHuIl. K TsSKemoMy MOBPEXICHUI0 MUKPOTPYOOUYEK BEACT
WOHU3UpYIollee U3TyIeHNe, TP 3TOM CTpagaeT reHeTMYeCKU I anmapar KJIEeTKH,



64 O6uw,agq natonormyeckasa aHaToMusa

Puc. 1-23. AKKyMYJISLUST TPOMEXKYTOUHBIX (DUITAMEHTOB B IIUTOIJIa3Me SHIOTEITUOLIMTOB
COCYJIOB KOXU IPU XpPOHUUYECKOM ajikoronusme, x20 000

BO3HMKAIOT MaTOJOTMYeCKue MUTO3bl. Pe3Ko yMeHbIIaeTcss KOJIMYeCTBO MUKPO-
TpyOoueK (0cOOEHHO B renaToluTax) Npu JeCTBUU 3TaHOJA, OHU OKPYTJISIOTCH,
BBITECHSIIOTCSI TIPOMEXYTOUYHBIMU (DUJTAMEHTAMU.

IMTaTonorusi MUKPOTPY0OUYEK — OCHOBA HEKOTOPBIX KJIMHUKO-MOP(hOJOTHYE-
CKUX CUHAPOMOB, HAIPUMEP CUHAPOMA HEMOABUKHBIX PECHUYEK MEPLATEIbHO-
IO SMUTEJUS AbIXaTEJAbHBIX MYTE U MOKPOBHOTO SMUTEIUS CIUZUCTON 000I0U-
KU cpenHero yxa (cunapoma Kaprarenepa). Ilpu 3ToM BpOXIEHHOM CUHIPOME
PECHUYKHU, OCHOBOW CTPOEHUS KOTOPOrO SBISIOTCS Ae(PEeKTHbIe MUKPOTPYOOU-
KW, MaJIOTIOABUXKHBI. [103TOMY MYKOULETIONSIPHBIN TPAHCTIOPT PE3KO OciiadieH
WA OTCYTCTBYET, YTO BEJIET K XPOHUUYECKOMY BOCHAJIEHUIO AbIXaTEAbHBIX MyTEH
U CpenHero yxa. ¥ Takux OOJIbHBIX HETIOABUXKHBI U CITIEPMATO30MIbI, TaK KaK MX
XBOCT 9KBUBAJICHTEH PECHUYKAM.

MnaamaTnyeckas memOpaHa

OcHOBHBIE QYHKIIMY MJIa3MaTUYeCKO MeMOpaHbl: ”HPOPMALIMOHHAS, TPaHC-
MOPTHO-OOMEHHAas, 3alllMTHAs W KOHTakTHas. MHbopmanunoHHass GyHKUIUS
obecrieynBaeTcsl perenTopaMm MeMOpaHbl, TPAHCMIOPTHO-OOMEHHAasi W 3alluT-
Hasg — caMoil MeMOpaHOI, KOHTAaKTHAasI — KJIETOYHBIMU CTBIKAMU.

Kneto4yHasa peuenuusa n natonornsa KneTku
I1na3zMosieMmMa (ee IIMKOKAJIMKC) COAEPKUT CIOXHBIE CTPYKTYpPbl — peler-
TOPHI, BOCIPUHUMAIOIINE pa3IMYHbIC pa3apaxkeHns (CUTHAIBI) BHEITHEH CPEIbI.
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OHU crielMaau3upOBaHbl IJisi BOCOPUSTHS CUTHAJIOB TOPMOHOB, MHOTHX OUO-
JIOTUYECKU aKTUBHBIX BEUIECTB, aHTUTEHOB, UMMYHOIJIOOYJIMHOB U uX (par-
MEHTOB, KOMIIOHEHTOB KOMILJIEMEHTa U T.A. PerienTopbl — TJIMKOMPOTEUIbI, OHU
CIMOCOOHBI CBOOOIHO MEpeMeIIaThCsl KaK MO MOBEPXHOCTU KJIETOUHOI MeMOpaHHBbI,
TaK U BHYTpU ee — JlarepajbHas nuddysus peuentopos. Perientopsl — cBo€00-
pa3Hble MHOTOKOMITOHEHTHBIE MEMOPaHHbBIE KOMIIJIEKCHI.

MexaHuU3M peann3alluy pelieNTOPHOTO CUTHAJIA YHUBEPCAJeH, TaK KaK perer-
TOPHI CBSI3aHBI C aJICHUJIATIMKIIa30i. DTa CBSA3b MpEACTaBIeHa TPEXKOMITOHEHT-
HOW CHCTEMOIi: pelenTop Ha BHEIIHEH MOBEPXHOCTU MeMOpaHbl, TPAHCIYKTOP
(bocdhomunuapl) U KaTaau3aTop Ha BHYTPEHHE MOBEPXHOCTU MEeMOpaHbI (ame-
HUJATIMKJa3a). AJeHUJAaTIMKIIa3a KaTaJlu3upyeT BHYTPUKIIETOUHOE TTpeBpaliie-
Hue AT® B AM®, koTopoe YHUBEpPCAaTbHO B OTHOIIEHUW CTUMYJISIIIUM KJIETOU-
HbIX (pepMeHTOB. MI3MeHeHUs B J1I0OOM KOMITIOHEHTE pelenTtopa (HaaMeMmMOpaH-
HOM, BHYTPUMEMOpPaHHOM WM MOAMEMOPAHHOM) MPUBOAST K MOJIEKYJISPHBIM
U3MEHEHUSIM KJIETOK. TakuM 00pa3oM, OCHOBHAsl pOJib HApYILIEHUS pPeLenTop-
HOUW MHGpOpPMalluM — pa300IIeHNe 3BEHbEB PELICNITOPHOTO KOMIIJIEKCa.

Psan GonesHeli cBsi3aH ¢ OTCYTCTBMEM WJIM OJIOKQAOW PEUENTOPOB KJIETKH.
OtcyrcTBue ano-B-, E-peuenTtopoB y mapeHXMMAaTO3HBIX U ME3EHXMMaJbHBIX
KJIETOK BEIeT K Pa3BUTHUIO TOMO3UTOTHOU rumnepaumnonporenHemuu Ila tuma —
ceMeifHOI AcCeHIIMalbHON TunepxoyiectepruHemun. [lepecanka nmeyeHu ¢ coxpaH-
HbIMU ano-B-, E-penienntopaMu mpu TOMO3UTOTHOW TUMIEPIUIIONPOTEUHEMUU
CHUXAaeT YPOBEHb XOJeCTeprHa B KPOBU O HOPMBI, BEAET K HCUE3HOBEHUIO
MpOSIBJEHU aTepocKepo3a U KopoHapHoit 6osie3HU. C BpOXIAeHHBIM J1e(EKTOM
peuentopoB K Fc-pparMeHTaM UMMYHOITIOOYJTMHOB Y ME3aHTUOLIUTOB CBSI3bIBA-
0T UAUOTIATUYECKYI0 MEMOpPaHO3HYI0 HedhponaTuio.

bnokany peuenTopoB KJIEeTKM HEPEAKO BBI3BIBAIOT ayTOAHTUTENA. Bo3HUKaeT
OlHA W3 Pa3HOBUAHOCTEN LUTOTOKCUYECKUX peaKIMi (peaKluy WHAKTUBALIUU
W HeUTpanu3aluu), NPOSBISIONIAsCS aHTUTEIbHBIMU OOJIE3HSIMU PELENTOPOB.
Cpenu HUX MUACTEHUS, B Pa3BUTUU KOTOPOW y4YacTBYIOT aHTUTENA K alleTUJI-
XOJJMHOBBIM pELENTOPaM HEPBHO-MBIIIEYHON TMJIACTUHKM, a TaKXe WHCYJIMHO-
PE3UCTEHTHBIN caxapHbIil AuabeT, MpU KOTOPOM aHTUTEJa MPOTUB KJIETOYHBIX
pPELIeNTOPOB K MHCYJAWHY OJOKUPYIOT 3TU PELENTOPbl U HE MO3BOJSIIOT KJETKE
OTBEYaTh HA WHCYJIWHOBBII CUTHAJI.

HapyweHue npoHuLaemMocTu nnasmaTu4yeckoil MeMmopaHbl
N COCTOSIHUE KJ1eTKU

CYU_[CCTBYIOT JBa MPUHIWIINAIBHO PAa3JIMYHbLIX MEXaHHU3Ma IMPOHUKHOBCHUA
B3BEILIEHHBIX YAaCTUIl B KJETKY 4Yepe3 Maa3MOoJeMMy: MUKPOIMHOIMTO3 (00pa-
30BaHUE MUKPOMMHOIIUTO3HBIX Be3ukyn) u auddysusa. [Ipu BosaelicTBUU Ha
KJIETKY (paKTOpOB, HapyIIAOIIUX MTPOHULIAEMOCTh TJIa3MOJIEMMBI, ITpeobaanaeTt
OIWH N3 5TUX MECXaHMU3MOB.

XapaKTepHbIe YJIbTPACTPYKTYPHbIC MPOSIBJEHHS HAPYHIEHHOW NPOHULAEMO-
CTH NMJIA3MATHYECKOH MeMOpaHbI: yCUJIEHHOE BE3UKYJI000pa3oBaHue, YBEIUUEHUE
ITIOBCPXHOCTHU ITJIa3MOJICMMBI 3a CUYCT MeM6paH MUKPONMMUHOLMTO3HbLIX BC3UKYII,
06pa3OBaHI/IC OTUTOIIa3MaTUYCCKHUX OTPOCTKOB U MHBarvnHaui I1J1a3MOJIEMMBbI,
MUWKPOKJIa3MallMTO3 W KJIAa3MallMTO3, YTOJIUIEHUE TJIa3MOJIEMMBbI, 00pa3oBaHue
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KPYITHBIX MUKPOMOP, Opeliu B IJIa3MOJIEMMeE, «IITOMKa» JOKAJbHO pa3pyllIeH-
HOU TJIa3MOJIEMMBbI, 00pa30BaHUE MUETUHOMOAOOHBIX CTPYKTYP.

Yeunennoe eesurxynoobpaszoeanue (yCUIEHHBIM 3HIOLIMTO3) OTpaxKaeT IMOBbI-
IeHNe TPOHUIIAEMOCTH LMTOJEMMBI M TIPUBOIUT K JCHUIIUTY €€ TMOBEPXHO-
CTH — «MUHYC-MeMOpaHa».

Yeeauuenue nosepxnocmu naasmonemmbl 3a c4eT MeMOpPaH MUKPOIMUHOLMTO3-
HBIX TY3BIPHKOB — IPU3HAK pPe3KOoro HaOyxaHus KjaeTku. OOmIas riomamb
TUIA3MOJIEMMBI, WCTIBITHIBAIOIIEH MpenebHOEe HATSIKEHUE, TIPU ITOM YBEIWUU-
BaeTcs — «IJac-MeMOpaHa». B pe3ynbrare cpbiBa TaKOi aganTalliy HUTOJEMMbI
K HapacTalolleMy OTeKY KJEeTKHA BO3ZHMKAET €e TUOEb.

Obpa3zosanue YUMONAA3MAMU4ECKUX OMpoCMK08 W UHBACUHALUL TLIa3MOJIEMMBbI
BCTpeYaeTCs TIPU BO3MAEHCTBUM Ha KJIETKY PAa3JIMYHBIX MaTOTEHHBIX (PaKTOpPOB
U CBUACTENBCTBYET 00 aKTMBHOCTHU IIUTOIJIA3MAaTUUECKON MeMOpPaHbI.

Muxkpokaazmayumos U kaazmayumo3 — OTIOEJIEHUE YacTU LIUTOIIa3Mbl Hapy-
XY, KOTOopas 3aTeM paclajaeTcsd U HepeaKO PEeyTUIU3UPYETCHI B MEXKJIETOUHOU
cpene. MexaHu3M ero CBOOMUTCS K OOpa30BaHMWIO LIUMTOMIa3MaTUYECKUX, Orpa-
HUYEHHBIX MEMOpaHOW BBIPOCTOB, YTO BENET K OTPHIBY YacCTHU IIUTOILIA3MbI OT
kJIeTKU. K ycuaeHn10 MUKPOKJIa3MaluTo3a U KJa3MalluTo3a BeNyT IeUCTBUS Ha
KJIETKY aHTUTEHOB, UMMYHHBIX KOMILJIEKCOB, TUTIOKCH.

Ymonwenue naazmonsemmbl BOZHUKAET BCJIENCTBUE PA3HBIX MPUYUH W BIUS-
eT Ha MeMOpaHHYI0 MpoHuIaeMocTh. OHa M3 TIPUYUH — YMEHBIIIEHNE MOHOB
KaJIbIIMSI BO BHEKJIETOUYHOM XKMAKOCTHU, TIPU 3TOM M3MEHSIETCS TTPOHUIIAEMOCTh
MeMOpaHBbI JIJIST MIOHOB HATpPUSI M KaJiusl, B KJIETKE HAKaIlJIMBACTCS XKUIKOCTD.
Hpyrasg mpuunHa — ynajeHue (HochoaunumoB U3 MeMOpaHbl BO3IEHCTBUEM
dochoaunas.

Obpa3zosanue KpynHuIX MUKpOnop B IIUTOIIa3MaTU4YeCcKOil MeMOpaHe CBSI3aHO
C HapyllueHueM oOMeHHOW auddy3un B KieTke. B HopManabHO (GYHKIIMOHUPY-
Iollell KJIeTKe, T.e. IPU HOPMaJbHO MpoTeKawuieid ooMeHHON Auddy3un (MOHbI
KaJlWsl U HATPUSI, aHUOHBI XJIopa M Jp.), MUKPOIOpPhI He TipeBbimiaioT 0,4—0,6 HM;
MpU HapylleHuu odMeHHON nuddy3un oHU MOryT nocturath 9 HMm. [losgBiaeHue
KPYTTHBIX MUKPOTIOP BEeIET K M300CMOTUYECKOMY HaOyXaHUIO KJIETKH, Tiepepac-
TSKEHUI0, a B TaJIbHEMIIIEM — 1 K pa3pbIBy KJIETOYHBIX MEMOpaH.

bpewu 6 naasmonemme (JIokanabHBIE pa3pyllIeHUsT MEeMOpaHbl), pa3Mepbl KOTO-
PBIX MOTYT TOCTUTATh 1 MKM, CBSI3aHBI C JIN3UCOM MeMOpaHbI, KOTOPHIil BBI3bIBA-
10T pa3Hble areHTHl. bpenu B MeMOpaHe, HE3aBUCMMO OT TOTO, CKBO3HbIE OHU WJIN
TMOBEPXHOCTHBIE, BEAYT K OCMOTUYECKOMY HAaOYyXaHUIO KJIETKU U €€ TUOeH.

«Illlmonka» n0KarvHo paspyuleHHOU NAA3MOAeMMbl OCYILIECTBISIETCS MeMOpaHaMu
MEJIKUX BE3UKYJ, KOTOPbIE COCPEAOTOUNBAIOTCS B MECTE MOBPEXKICHUS.

CBoeobpa3HOoe H3MEHEHUE IJIa3MOJIeMMBI, BCTpeYaeMO€ HE TOJbKO MpU
HapyluIeHUU €€ MPOHUIAaeMOCTU, — OOpa30BaHUWE MUEIMHOMOMOOHBIX CTPYK-
Typ (puc. 1-24). DTU CTPYKTYpPbl MOSIBISIOTCS B CBSI3W C MEPEKMCHBIM OKMCJIE-
HUEM JWTNWJ0OB MeMOpaH, YCUJIMBAIOIIMMCS TION JEMCTBUEM pa3HBIX arcHTOB.
BricBoOOX 1aeMble U3 pa3pyllaOIIUXCS MPU MEPEeKUCHOM OKHMCJIEHUU MeMOpaH
dochonunuabl (ae3arperauus U pearperauuss MeMOpaHbl) 00pa3yrOT CJIOXHBIE
MUETMHOTIONOOHBIE CTPYKTYPHI. [T0o100HbBIe CTPYKTYPHI TTOSIBISIIOTCST W TIPU CKPY-
YUBAaHWU YIJWHEHHBIX [TUTOMIAa3MaTUIeCKNX OTPOCTKOB.
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Puc. 1-24. MuennHOToq0OHBIE CTPYKTYPHI IO TIJIa3MaTHIECKON MEMOPaHOI MBITIIEYHOTO
BOJIOKHA TP UIIeMuu, x22 500

WN3meHeHHs KJIETKH NMPU MOBPEXIEHUH MaasMojemMmbl. [ToBpexaeHue miaa3zmMo-
JIeMMBI BelleT K yTpaTe aKTMBHOTO MeMOpaHHOro TpaHCHOpTa: KOHLEHTpaluu
WHTpa- W DKCTPalUeJIoNSIPHOIO HATpusl U KaJus BbIpaBHUBAIOTCS, BHYTPb
KJETKU MPOHUKAIOT HU3KOMOJEKYISIpHbIE aHUOHBI, a 3aT€M U KaTUOHBI, MOBbI-
IIaeTcsl BHYTPUKJIETOUHOE OCMOTHUYECKOE NaBJieHWe. Takum 00pa3oMm, pe3Ko
HapylIaeTcs MeEMOpPaHHBIN BOAHO-3JIEKTPOJUTHBIN TPAHCIIOPT, CJAEACTBUEM YEro
CTAaHOBATCSA HabOyxaHue W OTeK KJeTKU. HapylieHue akKTMBHOro MeMOpaHHOIO
TpaHCMOPTAa MOXET MPUBOAUTH U K M30UpATEIbHOMY MOCTYIJIEHUIO B KJETKY
ornpeaeSeHHbIX MPOAYKTOB oOMeHa (0eKOB, JUMUOAOB, YIJIE€BOJOB, MUTMEHTOB)
Y HAKOIJIEHU IO UX TOCJIE UCTOLLIEHU ST (PEPMEHTHBIX CUCTEM, METAaOOJIU3UPYIOLIUX
3TU NPOAYKTHI. Tak pa3BUBaIOTCS KJIETOUYHbIE AUCTPOPUN MHPUIBTPALITMUOHHOTO
reHesza — XWUpoBasi AUCTpOoGUS TenaTOUMTOB U MMOKapaa Mpu TUIEPJUIIU-
JeMUsIX, THUaJMHOBO-KameJbHas AUCTpodus HeDPOLMTOB MpU HePpoTUue-
cKoM cuHapome. Ilpu 3HAYUTETbHOM IOBPEXJACHUU IJIa3MOJIEMMbl U TTOCTY-
MJEHUM B KIJIETKY psja TOKCUYECKUX MU OMOJOTMYECKM aKTUBHBIX BEILECTB
BO3MOXHA JECTPYKLUSI CTPYKTYPHBIX KOMITJIEKCOB KJIETKM C BBICBOOOXAECHUEM
COCTaBJISIONIMX UX XMMMUYECKUX BellecTB (0eJKOB, JUMUIOB U T.1.), YTO BeIET
K MX HakoruleHu1o. Bo3HMKAIOT KJIETOUYHBIE AUCTPOMPUU AEKOMITO3UIIMOHHOTO
reHe3a — XupoBas AUCTpodUs MUOKapaa Npu TuTepun, TUApoONMIecKas auc-
Tpo(dus renaTouUTOB MpU BUPYCHOM renatute. MHGUABTpALIMOHHBII MeXaHU3M
pa3BUTUS AUCTPOGUU MOXET CMEHSITHCS JIEKOMITIO3MLIMOHHBIM W HaoOOpOT.
B psane cinyyaeB moBpexaeHU S MJIa3MOJIEMMBbI TTO3BOJISIIOT MPOHUKHYTh B KJIETKY
BellleCTBaM, CIOCOOHBIM M3BPaTUTh CUHTE3 TOrO WJIM WHOro mpoaykTa. Toraa
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BO3HUKAIT KJICTOYHbLIC L[I/ICTPO(I)I/II/I N3BpalliCHHOIoO CHMHTE3a — CHUHTE3 aJIKO-
TOJIbHOTO THaJInHA TEeNaTolUTOM IION AEWCTBUEM 3TaHOJIA. DduHanx TAKEIOTO
TOBPCXKIACHUA IMJIa3MOJICEMMbI — rudenb KJICTKHW, UJIN €€ HEKPO3.

MaTonorna KNeTo4HbiX CTbIKOB

B TkaHSX 4YesioBeKa KJIETOYHBbIE KOHTAKThI BBIMOJHSIOT TPU IJIaBHbIE (hyH-
KIMU: MEXKJIETOUHYIO aAre3uto, repMeTU3alnio CJI0s SMUTEIUATbHBIX KJIETOK
U MEXKJIETOUHbIC B3aUMOACHCTBUS.

B mesxrcknemounoii adee3uu yd4acTBYIOT KaK JT€CMOCOMBI, TaK M BCE TUIIbI KJie-
TOUHBIX COeNUHEHUU. [1IOTHBIE KOHTAKThl — CTPYKTYypHasi OCHOBAa TaKWX TKa-
HEBBIX 0apbhepOB, KaK «KPOBb—MO3T», «<KKPOBb—JIETKHE», «KPOBb—XKEIIUIb», «KPOBb—
nouku». OHU MpeaoTBpaIllalOT HEPEeryJaupyeMblii oOMeH OeakaMu U APYTUMU
MaKpOMOJIEKYJIaM1 MEXAY KJIETOUYHBIMU «ITapTHepaMu» 6apbepoB. CTPYKTYpHBIC
U3MEHEHUS MEXKJIETOUHBIX KOHTAKTOB KacaloTCsl, MPEXIe BCEro, MECMOCOM.
IlceBmonecMocoMbl (HECOBEPIIEHHBIE JIECMOCOMBI) C XOPOUIO Pa3BUTON MJjac-
TUHKOW JIUIIb y OJHOW KJIETKU BO3HUKAIOT B pe3yabTare pa3pbiBa NeDEKTHBIX
KOHTAKTOB, HETMIOJTHOU COOPKU MEXKJIETOYHOTO KOHTAKTa, TUCCOIIMALINU KJIETOK.
B ocHOBe acMMMETPUYHBIX JIECMOCOM C HEAOPa3BUTON IMJIACTUHKOW y OJHOU
U3 KJIETOK JIeXaT, BEPOSITHO, T K& MexaHU3Mbl. K CTpyKTYpHBIM U3MEHEHUSIM
MEXKJIETOUHBIX KOHTAaKTOB CJIeAYyeT OTHECTHW W HapylleHWus UX Tomorpaduu,
T.e. TOSIBJICHUE WX HA MOBEPXHOCTU KJETOK, Ile OHW B OOBIYHBIX YCJIOBUSX HE
BCTpEUAIOTCH.

Haubonee yactoe ciencTBue MOBPEXAECHUS TKaHEBBIX 0apbepoB — YBEIU-
YyeHUe TMPOHULIAEMOCTU TJIOTHBIX MEXKJIETOUYHBIX KOHTAKTOB (puc. 1-25). DTo
MPOUCXOAUT, HATIPUMEP, MPU TMOBBIIIEHUU BHYTPUCOCYIUCTOrO TUAPOCTATUYE-
CKOT'0 JaBJIEHUSI, MO3TOBOI KOME, X0JiecTase, IoKe, HePOTUUECKOM CUHIPOME.
H3MeHeHUs CTPYKTYpPbl JECMOCOM, KaK W IPYTUX TUIIOB MEXKJIETOYHBIX KOH-
TaKTOB, HAXOMST MPU METaIlJIa3uM, TUCIIA3UU, OMYXOJIEBOM POCTE, B AMOPUO-
HaJIbHBIX TKaHSIX (ACMUMMETPUYHBbIE TecMOcoMbl). OHU HalAeHBI NMPU pPeBMATO-
UIHOM apTpuTe, Ticopurase.

Tepmemusayus kaemok SNMUTENUATBHOTO TJIaCTa 0OECIEUYUBACTCS TJIOTHBIMU
KOHTaKTaMU, CTENEHb €€ KOppeJUpyeT C KOJUYECTBOM KOHTAKTOB U BHYTPH-
MeMOpaHHBIX TsXeil. [1ToTHBIE cOUJIeHEHU ST OTBEYAIOT 3a MOJAepKaHUEe OCMOTH-
YECKUX U JIEKTPOXUMUYECKUX T'PAIUEHTOB 3MUTEINATBHOTO MJacTa U OTYACTU
3a COCTOSTHUE BHEKJETOYHBIX CTPYKTYP, OKPYKaIOIIUX ITOT ILJIACT.

Mesickaemounnvie 63aumodeiicmeus CTPYKTYPHO TPEICTABJSIIOT COOOW cUCTeMY
PELENTOPHBIX KOHTAKTOB, KOTOPbIE 00ECMEeYUBAIOT COOOIIEHUE MEXAYy KJeTKa-
MU. MeXKJIeTOUYHbIE B3aMMOICHUCTBUS OCYIIECTBASIOTCS WHGMOPMALlMOHHBIMU
(CUTHaJIbHBIMU) MoOJIeKyJaMUi. BHayaje MeMOpaHHBIN pELEenToOp CBI3bIBACTCS
C JIMTAaHAOM, 4YTO BKJIIOYAEeT KacKajJ MeXaHU3MOB, MPUBOASIINX B JEUCTBUE
OMOXMMUYECKUE OTBETHI KJIETKU, MOCJE Yero CUrHaJl yCTpaHseTcs Win ociabde-
BaeT. CrieudUKyY peaklMUu KJETKUA OMpeAesioT Habop 9KCIPEeCcCCUpPyeMbIX €Io
pPELENTOPOB U ACHUCTBYIOIIME BHEIIHWE CUTHAJIbHBIE MOJIEKYJIbl — IMEPBUYHBIC
MECCEeHXepbl (TOPMOHBI, OMOJOTUYECKM aKTUBHBIC BelllecTBa U T.M.). BHyTpu
KJIETKW TIPUXOASIIUN CUTHAJ YCUJIMBAIOT BTOPUYHBIE MecceHIkepbl (TAMD,
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Puc. 1-25. PacxoxaeHue AeCMOCOMAaJbHBIX KOHTAKTOB MEXIy TermaTouuTamMu (yKasa-
HO CTpeJKaMM) BOJM3M KEJTYHOTO KaHaJblla MPW MEPBUYHOM OWIIMApHOM ILIUPPO3E,
%23 500

nI'M®, nuaununrauuepoi, Ca2t n np.). OHM HZEHCTBYIOT B TeUeHHE KOPOTKOTO
nepuoa BpeMEHU M 3aTeM UHAKTUBUPYIOTCA. Bce 3TO cmocoOCTBYeT peryasiuuu
MeTaboIMYeCKUX MPOLECCOB B KJeTKax, X AuddepeHUnpoBKe U GyHKIIMOHU-
poBaHHUIO, 4TO oOecreuyrBaeT creuuduueckyro (YHKINWIO TKaHedl M OpraHoB.
M3MeHeHne MeXKJIETOUHBIX B3aUMOAEHCTBUI UTpaeT BaXXHYIO poJib B pa3BUTUU
MaTOJOTUYECKUX MPOLIECCOB, B TOM YHUCJIE U OMYyXOJeH.

B 3zakiioueHue ciaeayeT mMogYepKHYTh, YTO MATOJOTUS KJIETKU KaK MHTerpa-
TUBHOE MOHSITUE — HeoOxonumas 6a3a oOIlell MaToJOruu YeJaoBeKa.

KoHTpoJbHbIE BOMPOCHI M 3aJaHUS

1. TlepeuunciauTe 4eThIpe OCHOBHBIX MEXaHM3Ma MTOBPEXICHUSI KJIETOK. B yem
OHM 3aKJTI0YaloTCs?

2. YkaxwuTe NMpU3HAKU HEOOPAaTUMOTO M3MEHEHU S KJIETKM Ha CYyOMMKPOCKO-
MMAYECKOM YPOBHE.

3. Yto Takoe XpoMOCOMHbIe abOepallii, U KaK OHM CBSI3aHBI C XPOMOCOM-
HBIMU 0OJIE3HSIMU?

4. Tlpu kakux 3aboyieBaHUSIX HAOJIONAIOTCS MEPBUYHBIC HApYyHIEHUS MUTO-
XOHJIpUAJIbHOTO TPaHCITOpTa KabIns?

5. Yto takoe 00JIe3HU HAaKOMJEHUS (T€3aypUCMO3bl), U C HAPYIIEHUEM KaKUX
KJIETOYHBIX CTPYKTYP OHU CBSI3aHBI?





