Ilamo.0zusa Kaemxu



«CoepemMeHHas1 pu3suosio2usi, HaKonue
O2POMHbIU Mamepuas o desimesibHOCMU
omoeJsibHbIX Op2aHO8 U mKaHel, ece 6osiee
npubnuxaemcsi K paspeweHuro osyx
ueHmpasnbHbIX npobrsiem: ¢husuosioaus
K/1emokK u ¢bu3uosio2usi Uesio2o op2aHuU3mMay.

«BblI, kak 6ydyuwue epa4vu, OOJIKHbLI XOPOWO
noHUMama, Ymo Jirobbie KJiemoyYyHbie usnu
MOJIEKYIISIPHbIe U3SMEeHEeHUS XXeCMKO
KOppeKkmupyromcsi 8 pe2yrisimopHbIX
cucmemax op2aHuU3mMa u 8 02pOMHOM
6osibWIUHCMEe criy4yaee 6s10Kupyemcsi e2o
adarnmayuoHHbIMU peakyusimu...»

Akademuk K. M.
Bbbikoe.



B ocHoge ecex murnu4yeckux
r1amoJsio2u4eckux rnpoyeccos fiexxum
rnamorsioausi Kriemku kak basuca
MopghoceHe3a obuiernamorioauydyecKux
rposierieHuUU, kak oucmpoghus, cmas,
mpom603, uHgbapkm, pernapayus,
Memarisia3us, Heoriiasus u op.

Takum obpa3om, ramorsioaus Kremku Kak
UHMeepamueHoe roHsamue - Heobxooumas
ba3za obweu namorsoauu, 6e3 komopou
HEeB803MOXHO MoHUMaHue U, ar1asHoe,
adekeamHas KoppeKuus HapyweHuUU Ha
VPOBHE Uesioeo op2aHu3ma.
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[Tamosio2usi KriemkKu nMoHsImue He
OoO0HO3Ha4yHoe, oxeamhbisaroujee
pa3siuyHbie CMOPOHbLI CMPYKMYPHbLIX
PYHKUUOHasIbHbLIX HapyweHUU Kak
camMou KJilemku, makKk u ee
KooriepamueHbIX cesizeu C opyaumu
Kriemkamu...



[lamonoaus
KI1emoYHbIX MembpaH.




LintTonnasamarnyeckaa memobpaHa,
cpeav pas3rinvHbIX KNEeTOYHbIX
MeMbpaH 3aHMMaeT ocodboe MecTo.

JMoO rnoeepxHOCMHasi
nepugepudyeckass cmpykmypa, He
MmoJibKO o2paHu4vyuearoulasi Kriemeky
CHapy)u, HO u obecrnevyuearouwas
ee HernocpeoCcmMeeHHY C8513b C
8HeKJIemo4YyHou cpedodl.



Vicmopusi omkpbImus

= O Hanuyuu noepaHu4YHou
MeMbpaHbI MeXXOy KriemKamu U
OKpY)Karouwjel ux cpedou
npednosiazasiu 3adosi2o 00
rnosiesiIeHUsi 3J71eKMPOHHO20
MUKPOCKoOIra

s B 1890 209y NMdeddep
noomeepoursi cywecmeoesaHue
MeMbpaHbI



Vicmopusi omkpbImus

= OeepmoH npeanonoXwus, YTo KIeTo4Has
MeMbOpaHa codepXuUT OornbLIoe KONMUYECTBO
NMNMOOB; BELLECTBA PaCTBOPSIHOTCS B HEW,
NpoxoAsi CKBO3b HEE, M OKa3blBaKOTCS MO
OPYryto CTOPOHY MeMOpaHbI.

s B1925 2. Flopmep u [peHOen BblOoenunu
nmnuabl U3 KNETo4HOM MemMbpaHsbl, Bbi3BaB
paspyLUeHne SPUTPOLUTOB U OTAENUB UX
MeMOpaHbl OT KINIETOYHOIo COAEPXKXNUMOTO.



Vicmopusi omkpbImus

s N3yyeHue HamsKkeHusi u 2ubkocmu
no2paHU4yHO20 CJ10s1 KJiIemKu [o3e0Jsiusio
3aK/1rodYuUmb, YmMoO 8 KJ/IemoYHou
MeMbpaHe codepxxumcsi makxe 6ersiok.

« HapyxHas yumonnasmamu4deckas
MemMbpaHa KaK >XUBOMHbIX, MaK U
pacmumersibHbIX KJIemOK 8bl2siioum
UMEHHO KakK mpexcriouHas
(mpunamMuHapHasi) cmpykmypa.



Vicmopusi omkpbImus

= B 1972 2. CuHrep v HukoncoH
rnpeonosioXusiu XUuoOKoCmMHOo-
MO3aU4Hyr0 Mmooesib MeMbpaHhbl,
coa/1acHO Komopou b6erikoebie
MOJIEKY b, rnasarouwjue 8 )XUOKOM
JlunudHomM b6ucrioe, obpasyrom 8 HEM
Kak 6b1 ceoeobpa3Hyr0 MO3auKy.



HopmMmanbHasa npoHMLaemMoCTb

LMTOMEeMOpaHbl — 2s1agHoe ycriosue 6
20mMeocmase Kriiemku.

LHumomembpaHa nocmpoeHa
O0OHOBPEMEHHO U Kak bapbep, U KaK rnpoxoo
o151 ecex cybcmaHuyul, Komopable
rNPOHUKarom 8 KJiemkKy usiu ee rnokuoarom.
OHa nododepxxueaem @HYyMPpeHHUU
XUMUYeCcKuUU cocmae Krsiemku
nocpedcmeomM uslbupamersibHoOU
npoHuyaemMocmu U mpaHcrnopmupoeKu.



lMpu4uHbI NospexoeHus
yumonsnasMmamu4eckou memMbpaHsbi:

A) leucmeue pusudeckux u
XUMu4Yeckux gpakmopos (8bicokas u

HU3Kas memrnepamy-pa, XumMu4yeckue
geuwjecmea u ap.).

B) O6bpazoeaHue c80600HbIX
padukasios , cooepxaujux
akmuesupo8aHHbIU KUCIopo0o, ¢
riocriedyrowleu peakuyuel mMexoy HUMU
u nunuodamu mMembpaHbl Kriemku
(F'10/1), e pe3yribmame 4yeeo
oceoboxdaemcs u3bbimoyHas



B) Akmueayusi cucmeMbl KOMIJIeMeHma.

KomnnemeHm — amo cucmema
nnasmamud4eckux 6enkos (C1-C9), komopekie
cyuwiecmeyrom 8 HeakmugHou ghbopme U
cocmasrisrom ripubnusaumeribHo 10%
arnobyrnuHos Kposu. llpu akmuesayuu ezao
KOHe4HbIe rnpodykmabl (komrnekcsl Cdb, C6, C7,
C8 u C9 nposersrom cocghoriunasHyro
aKkmueHOCmMb, m.e. Moaym epMeHmamueHo
rnogpexoame yumomembpaHy.

Imo serieHue (pukcayusi KomrsremeHma u e2o
akmueauusi) — 8akKHblU KOMIMNOHEeHM UMMYHHO20
omeema, rpu KoOmopom yHUYMOoXXaromcsi
KITeMKU, Pacrio3HaHHbIe Kak «4yKuey.
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I') Jlusuc pepmeHmamu.

Hanpumep, naHKkpeamu4eckue srunassl (8
u3bbImKe 8bIOeNIFOMCcH npu OCMpPoM
naHKkpeamume) u gepmMeHmel,
eblpabamsbieaembie Clostridium perfringens
8bI3bl8arom OOWUPHBLIU HEKPO3 yumomembpaH.

L) Jlusuc supycamMu ocyuwecmernsemcsi
KaK nymem npsamMou ecmasku uumoriamuyecKkux
gupycos 8 MeMbpaHy Kriemku, mak u
KOCBEHHO, 4Yepe3 UMMYHHbIU omeem Ha
gupycHble Al, pacriofnoxXeHHble Ha MnoeepxHocmu
UHQUUUPOBAHHbLIX KITEMOK.
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AabTEpanyia HAPY>KHOU ITUTOMNAA3MATHYECKOM
MeMOpPaHBbI

s I'pyOasa aapTeparyua — pa3pelB MEMOpPAHBI I
COAEPKAHUE KACTKA U3AUBACTCA B
OKPYKAFOIIYIO CPEAY (CHHAPOM ITUTOAN32) B
KOTOPOU HOABAAFOTCA IPOAYKTEI
BHYTPUKAETOYHOTO IIpoucxoxaeHus (ATO,
AHK, tTkanecmenmndrraeckme pepMeHTHI U Ap.



AabTEpanyia HAPY>KHOU ITUTOMNAA3MATHYECKOM

memOpansb! (LIM)

BeaAyniue mpuunHbl, IPpUBOAAIINE K
HAPYVIIIEHUIO OaPbePHON (PDYHKIINH MEMOPAH, B
pPE3YABbTATE HOBBIIIICHUA IIpoHUIIaeMocTr LIM:

ITOA
2. AeNcTrBHMEe SHAOI'€HHBIX AUIIA3

3. OcMmoruueckoe (MEXAaHNYECKOE) PACTKEHHUE
MeMOpaH

4.  AAcCOpPOIIMA HA AMIIMAHOM CAO€ UY>KEPOAHBIX
0eAkoB MAM moAmaAseKkTpoAauToB (FO.A.
BAaanmupos)



AabTEpanyia HAPY>KHOU ITUTOMNAA3MATHYECKOM

MeMOpPaHBbI

Ymepennan assmepayuus

- MOAU(pUKAITIA MEMOPAHHBIX AMIINAOB (M3MEHEHHE
COOTHOITIEHUS PA3AMYHBIX (DPAKITHI), I3MEHEHIE
COOTHOIIIEHUSA PA3AMYHBIX (DpakIuid OeAKOB ((pocdornmmsa
C fAa 3MeHT  pa3pyIIeHnEe KACTOYHBIX MEMOPAH)

- 00pazoBaHue akTUBHBIX popMm O2 oOpaszosBanme
CBOOOAHBIX paamkaAoB aktuBarud [IOA  crpykrypHas
IIEPECTPOIKA OEAKOBO-AUIIHAHBIX KOMIIOHEHTOB MEMOPAHEI
1T HApyIIeHNE ee (DYHKIIIH

- 00pa3oBaHUE AOIOAHUTEABHBIX MOHHBIX KAHAAOB,
BCAEACTBHE AACOPOITUH ITOAUIAEKTPOAUTOB HA AUTTHAHOM
cAoe (CTAPUAOKOKKOBBIF TOKCHH, AHTHONOTHUK ITOAUMHKCHH,
BAAMHOMHUITUH, ITOAUI(UPHL U AP.) HAPYIIIEHUE HOHHOTO
OaAamca



AabTEpanyia HAPY>KHOU ITUTOMNAA3MATHYECKOM
MeMOpPaHBbI

Ymepennan asvmepayuus

- U3MEHEHHE AKTUBHOIO U ITACCUBHOTO TPAHCIIOPTA
BEIIIECTB Uepe3 MeMOpaHy

- I3MEHEHUE BO30YAUMOCTH KAETKHU (ACTTOAAPU3AITISA
Pa3HOH CTEIICHN)

- HapylLIeHuE 3HAOIIUTO3a ((ParornuTos, IHHOITUTO3),
HAPYIIIEHNE IK30IUTO3A (BBIACACHHIE TOPMOHOB,
MEAHATOPOB, IIMTOKUHOB)

- HapyIlleHHE PerenToOpHON (PYyHKIINHN HAPYIICHIE
PETYAAITII META0OAN3MA U (DYHKITUH KACTKH)

- u3meHeHue Al'-cTpykrypsl



BuOdbI nogpexxoeHuu yumorinaamamu4eckou

MeMbpaHhbl.

namoJsio2usi MeMbpaH KriemkKu mMo)xem
CornpoeoXdambcCsi U3MEeHeHUsIMU
npoHuuaemocmu MmembpaH, HapyweHUsiMu
MeMbpaHHO20 mpaHcrnopma, KOMMYHUKauyuu
K/1IemoK U uxX «y3HaeaHusi», U3SMeHeHUsIMU
nodsuxxHocmu mMembpaH U (hopMbI KITeMOK,
HapyuweHUsIMU cuHme3a u obMeHa mMeMb6paH;

rnospexoeHue ¢hopMbl MeM6paH.
Mopdghbonozau4yecku nposiesissiemcsi e auode
degpopmayuu unu ampoguu
crieyuanu3supoeaHHbIX CMPYKmMyp, nosiesieHuUem
wesieu unu paspbieos;

u3bbIMoYHOEe yeesilu4eHUe HOPMaJsibHbIX

CMMPYKMyP, nosieJieHue crieyualibHbIX
mamono2liuaciKilY CmMMbvkmMmvbD "




x [TospexOeHue Kriemku moxem bbimb
pe3ynbmamom 8030elicmeusi Ha Hee
MHOXecmea a2eHmos.

s IMu azeHmabl rnoopas3oerisrom Ha
passiuyHble 2pyrrbl 8 3agUcUMOCmMuU om
UX rpupoOb! U MPOUCXOXOEHUS.



BuObI rnpu4uH rnoepexx0eHusi Kremeku rio ux
rpupooe

XuMu4yeckue gpaKkmopabl
buonoauyeckue gpakmopabi
NHpeKkyuoHHbIe haKkmopbli
dakmopbl HeUHPEKUUOHHO20 2eHe3a
IJK302€HHbIe haKmophblI

OHOO02eHHbIe haKkmopbi



VisameHeHus rna3morieMMbl rpu HapyuweHuu
ee npoHuuaemocmu

YnbmpacmpykmypHbIMU riposiesiIeHUsIMu
HapyuweHHOU rnpoHuUyaeMocmu niaasmMmamu4yeckou
MeMbpaHbI s18J1SIFOMCHI:

YCUITEHHOE BE3NKYI000pa3oBaHue;

yBEJIN4EHNE NOBEPXHOCTU MNNa3MOJIEMMbl 3a CHET MeM6paH
MWUKPOMNMUHOLINTO3HbIX BE3UKYI,

obpasoBaHMe LMTOMNA3MaTUYeCKUX OTPOCTKOB W MHBArMHaLui
Nna3mMoneMMbl;

VTOMNLLEHNE Na3MONEMMbI;
0bpa3oBaHne «KPYMHbIX» MUKPOMOP;

«LITOMKa» FOKanbHO pPa3pyLUEHHOW MNasMoneMMbI;
obpa3oBaHMe MWENUHOMOAOOHBIX CTPYKTYP.



= YcuneHHoe ee3ukysioobpa3oeaHue (ycureHHbIU
3HOOUUMO3), KaK NpaBuIio, OTpaKaeT NoBbILLEHNE
NPOHULAEMOCTU UMTONEMMbI U MPUBOAUT K AedOULINTY ee
NOBEPXHOCTU («MUHYC-MeMODpaHa»).

s YeesiuyeHue nosepxHocmu niaa3MosieMMbl 3a cHyem
MeMbpaH MUKPOMUHOUWUMO3HbIX MY3bIPbKO8
ABNSETCA NPU3HAKOM PE3KOro HabyxaHusa KIeTKu.
Ob6waga nnowaab nna3MorieMMbl, UCTbITbIBAKOLLEN
npeaeribHoe HaTsKeHue, Npu 3TOM yBENNYMBAETCS
(«nntoc-membpaHa»). B pesynbraTte cpbiBa Takou
agantaumm UUTONEMMbl K HapacTaloWeMy OTEKY KNeTKU
BO3HUKAET ee rubens.




Obpa3zoeaHue uumormnjaasmMmamu4yecKux ompocmkKoe u

uHea2uHauull naa3mMosieMMbl BCTPEYaeTCcs Mnpu

BO3OENCTBUM Ha KNETKY PasnU4YHbIX NaTOreHHbIX
hakTOpOB 1 CBUAETENBLCTBYET OO aKTUBHOCTU
LuTonnasmaTuyeckon MemOpaHbi.

Mukpokna3mMauumo3 U Kjia3zMauumoa3 - OTAENeHne 4actu

LUMTONNa3Mbl HapyXy, KOoTopasi 3aTeM pacnagaeTtcst U
HepeaKo peyTUNmnM3npyeTca B MEXKNETOYHOW cpene.

MexaHn3am ero csogmtcs K obpasoBaHuio
LiMTONnasMaTUYeCcKnx orpaHNYeHHbIX MeMOpaHo
BbIpOCTOB, YTO BeAET K OTPbIBY YacTu LMUTOMMa3Mbl OT
KNEeTKM.

K ycuneHuo MmkpoknaamauuTo3a M KnasmauuTtosa BegyT
pPa3nNuUyHble BO3AENCTBUSA Ha KNETKY (aHTUreHb,
MMMYHHbIE KOMMIIEKChI, TMMOKCUS).



» YmosuleHue naa3mMosieMMbl BO3HUKAET MO pAay NPUYnH
N MOXET BNUATb HA MEMOPAaHHY0 NPOHMULIAEMOCTb.

OpHOM U3 NPUYNH ABNAETCHA YMEHbLLIEHWE NOHOB KanbLUs
BO BHEKITETOMHOWM >XWOKOCTU, NPU 9TOM U3MEHSIeTCS
NPOHMLL@EMOCTb MeMOpaHbl AN MOHOB HaTpUSA U
Kanus, B KINETKEe HakannuBaeTCs >XWOKOCTb.

[Opyron npuvynHON MOXET ObITb ydarieHue
dochonmnmaos wn3 MembpaHbl BO3OEUCTBUEM
doocdonmnas.

= «Bbpewu» 8 nnaasmMosieMMe (r1oKasibHble pa3pyuweHUs
MembpaHsbi) (MoryT gocturatb 1 MKM) CBSI3aHbl C
NN3UCOM MeMOpaHbI, KOTOPbIM MOXET ObiTb Bbl3BaH
caMmbiMM pasHbiMKM areHTamun. «bpewn» B membpaHe,
HE3aBMCMMO OT TOr0, «CKBO3HbIE» OHW UK
«MNOBEPXHOCTHbLIEY, BEAYT K OCMOTUYECKOMY HabyxaHuio

[ TdmVau?dV,| 1A faYa) riaARoaria




» O6pa3zoeaHue «KpPYMNHbIX» MUKPOIMOP 8
yumonya3sMmamu4yec-kou membpaHe CBsI3aHO C
HapyLweHnemMm obMeHHon andody3nm B KIeTKe.

B HopmanbHO PYHKLUMOHUPYIOLLEWN KINETKE, T. €. Npu
HOpMaribHO npoTeKkatoLwen obmeHHon anddy3nm
(MOHbI Kanus U HaTpUa, aHWUOHbI Xnopa n ap.),
MUKponopbl He NpeBbItlatT 0.4-0,.6 HM; npu
HapyLweHnn obMeHHon anddy3nm oHU MOryT
OoCTuUratb 9 HM.

[TogaBneHne «KpynHbIX» MUKPONOpP BedeT K
N300CMOTUYECKO-MY HabyXaHUIO KIETKM,
nepepacTtsXeHuto, a B JaribHenWwem 1 K paspbiBy
KIMETOYHbIX MeMbpaH.

=« «lUmonka» JiokasibHO pa3pyweHHoU
naa3mMosieMMbI OCYLLECTBIIAETCA C MOMOLLLHO
MeMOpaH MENKNx Be3nKyrmn, KoTopble
COCPEeaOTOYMBAIOTCH B MECTE NOBPEXAEHUS.
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lloepexO0eHuUe cmpykmypHou
uesiocmHoOCcmMuU yumorisiaamMmamu4dyeckou

MeMbpaHbi

s 8e0em K aubernu (HeKpo3ay) Krnemku.
OzpaHu4yeHHoe (rokasbHoe) rnospexxoeHue
Moxxem bbimb 80cCmMaHOB8/1EHO, OOHAKO C
HeKkomopou rnomepeu membpaHsl (HaripumMmep, 8
apumpouyumax amom ripoyecc eedem K
opmMuUpo8aHUO MUKPOcepoUuUumMos).

s HapyweHue «bapbepHoOU» hyHKUUU
coriposoxxodaemcs Uu3bbImo4YHbIM riocmyrieHuem
800b! 8 K/lemKy U pa3sumuem 8aKyoribHoU, unu
audpornuyeckou oucmpogbuul.



protein glycoprotein phospholipid channel protein




DHAOIIAA3MATUYECKAA CETh

2HAonnasamMmarn4deckKkuin ApepHasa obonoyka
PETUKYITYM
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DHAONAA3MaTHUECKaA ceThb (DIIC)

IlC — eanHbIN KOMNNEKC NNACTUHYATBIX, TPYOUATbIX 1 BE3UKYNSAPHBIX
MeMBpPaHHbIX CTPYKTYP.

AnbTepaumsa |

- pacnag u dparmeHtauusa 3MNC I HapyLleHWe TpaHCnopTa BELLECTB BHYTPM
KIeTKu

- HapyLLEeHWe KoMnapTaMeHTanusawuum (pacnpeaeneHue BELLECTB U 3Hepriy
MeXIY OTCEKaMM KNETKN)

- HAapYLLEHWe INMKONNn3a, CMHTe3a NNonpoTenNa0B, XONeCcTepuHa,
dhochonunnaos)

- HapyLLeHue nepedayu N[ Brnyodb MbILLEYHOrO BOMOKHA [ HapyLUeHWe
ANEKTPOMEXAHNYECKOrO COMNPSKEHNS BO3DYXAEHNS 1 COKPaLLEHNS

- yrHeTeHne Ca-Hacoca ny3bIpbKoB PETUKYIYMa [l NaToNnorust MblLLEYHOro
paccnabnexus

- HapYLLUEHWe B KNeTkax MeTabonnyeckux npeBpalLeHnin SHAOTEHHbIX
NPOAYKTOB (CTEPOMbI, XKUPHBIE KUCMOTbI), YYKEPOAHbIX BELLECTB
(nekapcTBa, KaHLeporeHbl v Ap. [ HApyLIEeHWe AeTOKCUKALIMOHHBIX NPOLIECCOB



PuOoocoMbl

s Pacroaararorcs B Buae moauncom Ha MeMOpanax DI 1C
s OcHoBHasA (DYHKIIIA — CHHTE3 OCAKA

s |loAHOIIEHHBINT OEAKOBBIT CUHTES Tpe6yeT
naTakTaHOCTH DI IC

IIpuunHbl HapynieHUsa OMOCHUHTE3a 0eAKa HA
pudocomax:

Orcyrcrsue uPHK

Hapymenne cuate3a pudocomaspaon PHK
AedurnT aMIHOKHACAOT

Aedurnr sHeprun

Hekoroprre aHTHONOTHKI

SRR S

baxrepnaapHaBIe TOKCHHEBI (AN TEPUITHBIIN,
CHHETHOMHBIN) U AP.



An30coMBbI

Coaeprxar >70 ruapoantTuyeckux dpepmMeHTOB
(pa3pymraroT OEAKH, HYKACOTHABI, YTAEBOABIL, JKIPHI)

HepeB apI/IB AFOT H3HOIICHHBIC UAHU IIOBPEKACHHBIC YACTHU
KAETKU, IIATOT€HHBIE CpaKTopr(HaHp., MHKpo6bl, IYIKEPOAHBIC
OEAKH)

HpH BOCITIAACHHMHM HHULIUPYIOT PAA PEAKIIMU, ACKAIIIX
B OCHOBE AABTEPAIINH, KCCYAAINH U IPOAUGEPAITIH — 3TO
«CTAPTOBAM» IIAOIIAAKA BOCIIAACHUSA)

Baxxmas poar B ITPOIECCE KAHIICPOTCHE3A (MoryT
HAKAIIAUBATBH, 4 3ATEM BEICBOOOKAATH B KACTKY KAHIIEPOTCHHBIC
BEIIIECTBA)



An30coMBbI

= [lepBnyHag HeJOCTATOYHOCTb (DEPMEHTOB NIN30COM
(npm HacneacTBeHHOM aedbekTe CUHTE3A 6en|<a) | MOHOreHHbIe
6onesnu (neduumnT ogHOro hepMEHTa) (dbeHnnkeToHypus,
ranaktos-ypusa, qpykrosypus u ap.) U1 NOJIMreHHbIe
bonesHu (oeuumut HECKOMNbKNX

CbepMeHTOB)(Bpox(neHHbu‘/'l caxapHblii auabet, paHHui
aTepocknepos u ap.)

ITO «MM30COMHbIE DONnesHny unm 0onesHu
HakonneHusa !




An30coMBbI

IIproOpeTeHHAaA HEAOCTATOUYHOCTE DEPMEHTOB
AVI30COM

® BO3ACHUCTBHE HA ACPHBIN aIllIapaT CBOOOAHBIX PAAUKAAOB
HEAOCTATOYHOCTD PA3AHMYHBIX (DEPMEHTOB HAPYIIIEHUE OCHOBHBIX
DYHKIMIT KAETKH

® BO3ACHUCTBHE IIATOI€HHBIX (DAKTOPOB HEITOCPEACTBEHHO HA
depMeHTE! (TOKCHHBI, COAT TAKEABIX METAAAOB; PE3KIE N3MEHEHUS
TEMIIEPATYPBL, OCMOASPHOCTH KAETKH, KHCAOTHOCTH;
SHEProAePUITUT.

= HapYyIIEHUE TOPMOHAABHOU PETYAAIINN KAETOYHBIX cpyHKL[Hf/I
(IEAOCTATOYHOCTh HHCYAUHA | aKTHBHOCTH I'€KCOKHHA3B U AD.

m VIHETEHHUE WX IIPOAYKIIMH KOMIIAEKCOM ['OABAKH
m crabmamnsanusa MeMOpaH Au3ocoM u30erTKOM ['K

= pB,SPYHIGHI/Ie 621KT€pI/IaAbeIMI/I TOKCHMHAaMM, AeKapCTBeHHbIMI/I
Hp@HﬁpﬂTaMI/I, HPI/I aAAepFI/II/I
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v http:/iwww.microscopy.fsu.eduicells/animals/mitochondria.html
http:/iwww.hybridmedicalanimation.com/pagesichloroplast.html



MuroxoHApUH

Mitochondria Inner Structure

Inner
- Membrane

Outer
—Membrane

Matrix

Figure 1




MMUTOXOHAPHUH — ITO «CHJIOBBbIEC CTAHIUN KJIETKH,
cuHTesupyrwiue AT® u odecnneyuBaKOIIUe KJIETKY 00J1bIei
YaCTbI0 HEOOXOAUMOM el IHEePruu

MuUToxoHaApHHU

OT1pbLI B 1890 roay Puxapa AnbTvMaH
MOJIeRYJIbI ATP
pHGOCOMBI

BHyTpeHHAR

Cunaaum mem6paHa

BHYTPEHHEH
membpaHbi
(kpucTol)

HapymiHan
membpaHa

GeJi0K
MATPHKC

(D)’HKL{HM . Koublnesasa JHK

Cunres mojiekya AT®, yHepreTHuYecKHH HeHP KJIETKH;

CuHTe3 COOCTBEHHBIX 0€/IKOB , HYKJIEHHOBBIX KHCJIOT, YIJIeBO10B
H JHIIHI0B;

O6pa3zoBanue cOOCTBEeHHBIX pHOOCOM




CaenoBarejibHO, ajJbTepalisi MHUTOXOHAPHH NPUBOAUT K
neuIMTY HJHEPrUud B KJIETKe M YrHETEHHI0 Bcex
JHEPronoTPEONAIOIIMX MPOLECCOB.

IIpuyuHbI MOBpeEXAeHUS (AJbTePaAllIi) MUTOXOHAPU,
CBSI3aHHbIE C HApYLICHUEeM npou3BoacTea ATD:

- [ moormukemMus

- I mmoxcus:

1. Hapymienue o0pazoBanusi AT® — sHeproaepuiut —
HapyIIEHUE SHEPTro3aBUCUMBIX MPOIIECCOB

2. HakoruieHne MOJIOYHON KUCJIOTHI U KUCIIOT rukAa Kpebca?2.
HakonneHue MOJI04HOM KHCIOTHI B KUCIIOT Iukiaa Kpeoca —
AITITIAO3

= HuarubupoBanne pepMEeHTOB (IIUTOXPOMOKCHUA3a)
= PazoOuienue okucaIuTEIBHOTO (hOCHOPHUITUPOBAHUS



HaOyxanue MUTOXOHAPU I

1 — nebopmanus siapa, 2 — MUTOXOHJIPUM B CTaIMM HAOyXaHUS U OTEKa,
3 — MUTOXOHJIPUHU B CTAINU NCCTPYKIIUU



I/I3MeHeHne CTPYKTYPbI KPHCT MI/ITOXOH}IpI/II/I

MUTOXOHAPHWA
MUTOXOHAPUA

I[e?,opraHH?,auH;I KPUCT, BHYTPEHHEN U HAPYKHOU MeM6paH JIEeTPaHyJIsIIUs
MUTOXOHJIPUH.




MuroxoHApUH
«CunoBble cTauumy KneTku, cuHtesnpyowme ATO

YMepeHHas anbTepauus, Conu TaxXenbIx MeTannos, TmoHoB Ca,
T1OJ1 n gp.0 HabyxaHne MUTOXOHAPUK

Pa300LLleHne npoLeccoB AblXxaHWs U OKUCIUTENBHOMO
docopunupoBannsa 1) AT® B kneTke, TnakraT u nupyear,
Hera3oBbIi auuao3 1T npoHMLaemMocT MeMbpaH

[loBpexaeHne MUTOXOHAPUM (HanpuUMep, rmnokeus) I HapyLLueHne
NPOoLIeCCOB CMHTE3a W pacnana XMUPHbIX KUCNOT, CTpadaeT
uukn Kpebca, epMeHTbl KOTOPOro pacnonaratoTcst Ha
KpUcTax U MUTOXOHAPUaNbLHOM MaTpuKce



MuroxoHApUH

HapyLueHue noHHoro oomeHa Na/K, Ca/Mg v ap.

M3ameHeHue cTpykTypbl 1 yHKUmMn JHK, PHK 1
pnbocom

MyTaumna mutoxoHapuansHon [AHK [ pa3suTue
MUTOXOHAPWanbHbIX HACNEACTBEHHbIX DOME3HeN
(Hanp., peTpobynbbapHbIN HEBPHUT)

MameHeHue CcTpyKTypbl MuTOXOHAPManLHOM [HK [
MrpaeT ponb B npoLeccax KaHueporeHesa
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Aapo (aat. Nucleus)

A hel 060N04YKa
BHe
BHyT




CtpykTypasapa CTpoeHue n cocTaB CTPYKTYpPbI PYHKLUN CTPYKTYPbI

HAoepHas
oboJs104Ka

O6MeH BelecTB Mexay AsfipoM 1

HapyxHan n BHYyTpeHHAA MeMbGpaHa UTon iAo

XXuakoe BelecTBo, B ero cocraBe —6efku | 3To BHYTPeHHSAA cpeAa aapa—HaKonneHne

L LELEl | epMeHThI, HyKieuH OBble KUCTIOTh BellecTB

Coaepxut monekynbi JHK 1 6enok CuHTe3 pubocoMHOMPHK

CoaepXUT XpoMOCOMbI (CM. LieNb CoaepXuUT HacneAcTBeHHYH UH hopMaLuio,
XpomamuH XpaHeHUs HacneacTBeHH ol UH popMaLl uu, XpaHsfuwyroca B Monekynax fHK (cMm.
cnep.cnang) u benok cnep.cnang)




Oyrknn AApa KAETKH

= XPaHeHWe reHeTn4Yeckon MHopmaLum

= Y[IBOEHWE reHeTUYeCKON MHAopMaLIMK (pennmKaLmns
[1HK) B nepuoa, npeaLlecTBYOLLNA KNETOYHOMY
OeneHnto

= Peanusauuns reHeTu4eckon nporpammbl NyTem
TPaHCKPUNLMK 1 NOCneayoLLeN TpaHCNALMUK



YMepeHHasA aAbTepAINA AACPHOU
MeMOpaHBbI

HapyLueHne npocTpaHCTBEHHON OpUEHTaLNM U
mukcaumm monekyn OHK B agpe

HapymeHme nepenavn arnekTpnu4eckoro CUrHala
EHETUHECKOMY arfapaTy KNeTkn

HapyLueHve n3bupaTensHOro NocTynneHns B 84p0
WOHOB, FTOPMOHOB, MEANATOPOB, MMCTOHOB U KUCIbIX
a0epHbIX OEnKoB

HapyLueHune Bbixoaa 13 aapa B LMTonIa3My pasHbiX
BuaoB PHK, nHdopmocom n pnbocom.



I'pyOasa aapTepanusa

pybas anbTepauma NpUBOAUT K MyTaLuMsaM (CTOMKOE
usmeHeHue cTpyktypbl HK, He 3anporpammupoBaHHoe
B reHome) !

= MyTareHb!:

1.  ®usnyeckue (MoHM3up. paguaums, YO-paguauus)

2.  XMMMUYeckue

3. buonornyeckue (baktepnanbHble TOKCUHbI, BUPYChI)



MyTanun

= [eHOMHbIe MyTaLuu

.  Iloaumaomausa (yBEeAUYEHHE YUCAA XPOMOCOM, KPATHOE
TAaIIAOAHOMY)
2. Ameynaomans (AFOOO€ H3MEHEHHE YHCAA XPOMOCOM)

XPOMOCOMHbIE MyTaLK:

. Aeaerusa (moTeps yIacTKa XPOMOCOMBI)

2. Aynawmkarus (yABOCHHE YIACTKA XPOMOCOMBI)

3.  HMmusepcusa (moBoport ygactka xpomocoMs!l Ha 180 rpaa)
4. TpancAokamms (IIepEMEIIEHNE YIACTKA XPOMOCOMEL)

[ eHHblE (TOL-IeLIHble) — MUHHMAABHBIC, KACAFOIIIIECS

OTACABHBIX HYKACOTHAOB, n3menenus B AHK, e
BBIABAAAEMBIC IIPU CBETOBOU MUKPOCKOIIUU
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