bunonorna KneTku.

OpraHennsil.



OpaHomembpaHHble opraHennbl
2A0Mnna3mMaTU4YecKasa ceTb

afepHan A
o6onouka i, CDyH K Llll/] n
4 ® TPaHCIIOPT BEILECTB

* pasacJICHUC NUTOILIA3-
MbI Ha KOMIIAPTMCHTDI

wepoxosarana

3HAONNasMaTU4ecKan («OTC GKI/I»)

CceTb

* CUHTE3 YIJIEBOJOB U
aunuaoB (mmagkas D11C)
" puocomb! * cCUHTE3 OenKa

rnankas (mepoxosaras II1C)

SHAoN/1asMmaTtu4yecKan
CeTb




JHAOMNNAZMATUYECKNUN PETUKRYIYM —
MEeCTO CMHTEe3a NMNNA0B U CTEPOUNIO0B

* CMHTE3 IMNNAO0B, B TOM Yncie membpaHHbIX
(pepmeHTbl AMNNAHOrO CUHTE3a Ha HAPYXKHOM -
obpallueHHOMN B CTOPOHY rMaaoniasmbl —
nosepxHoctn membpaHsbl IMC)

* pPa3BUTA B K/IETKAX, CEKPETUPYIOLLIUX CTEPOUAbI -
KOPKOBOTrO BeLleCcTBa HAAMNOYEYHUKOB, B
CYCTEHTOLMTaX CEMEHHUKOB



[ naakaa IC — aeToKCHMKaLuA
KCEHOOUNOTMKOB

* NEeTOKCUKaUMA KCEHOOUOTUKOB ( YysKepoaHbIX
BELLecTB), IeKapCTB, 3HAOrMeHHbIX U SK30reHHbIX

00BUTbIX BeLlecTs

e CoaepXuT cuctemy pepmeHToB 06e3BperKMBaHMUA,
umutoxpomsl P 450 u gp.



YyacTtme B 06pa3oBaHMM MEMDPAHHbIX OPraHenn u
A0epHON 060N0YKM

 JHQOMNAINATHECKAN Ce T
A




HakonaeHne noHos Ca2+ - capKkonaasamaTUYecKni
PETUKYAYM B MblLLLLAX

® Ka/ibLMeBbl HAacOC B membpaHe, TPAHCMOPT MOHOB U3
rmanonnaasmbl BHYTPb umnctepH IM1C;

 CBA3bIlBaHWe c ocobbiMm benkamm

* Heobxoammbl ANA MbILLEYHOTO COKPaALLEHMA



[nagkaa 3MC - cuHTE3 XonecTepmHa

cemeliHasA cunepxonecmepuHemus
XapaKTepu3yeTca OT/I0XKEeHneM
3d1poB xonectepuHa B opraHn3Ime
YyesioBeKa, B YaCTHOCTH, B
CYXOXKUNUAX

S3%

=T
T
Al Els

Pyka 0051bHOTO
TUIIEPXOJIECTEPUHEMHUEH



nagkas 3MNC —y4yactme B obmeHe
VI1€BO/OB, I/IMKOTreHa

OaunH n3 pepmeHToB rnaakon IMNC oTwennsaeT ot
NnepBoOro NPoAyKTa MUKOreHoAn3a, rMKo3a-6-
docdaTa, pochorpynny, N03BONAAA TAKMUM 0Opa3om
[/TIOKO3€ MOKUHYTb K/IETKY U NOBbICUTb YPOBEHb
CaxapoB B KPOBMW.



Mpu_mykononucaxapudo3e GepmeHTbl, He0bXoaMMble AR Pa3PyLLIEeH U

TMURONINMNAOB OTCYTCTBYHOT, mbo ,D,ECIDEKTHbI, YTO NPUBOANT K l/l36bITO‘~IHON\y
HaKOMAeHM B KNeTKe TNMNKoannnagoB, N ee rmbenn.

bonbHaA myKonoanucaxapuao3som




IIIC na 31eKTpoHHO MUKpodoTorpadumn
KJIETKHU MeYeHH NP NaToJ0ruM (cTapeHue,
TrOJIOIAHUMN).

ATtpodus rpaHyISIpHON U TUTIEPILIA3HS
arpaHyJIIpHOM SHIOTUTA3MaTHIECKOW CETH
renaTounToB

Atpodusi >HAOIIA3MATUYECKON CETH - YMEHBIIICHUE
pa3MepoB KaHaJbIIEB, KOJMYECTBA pUOOCOM CBSI3aHbBI CO
CHHUKEHHEM CHHTeTHYeCKOM OYHKIIMU KJIEeTKH
(OenkoBbIN IeUITUT TIPU TOJTOTAHUH, OOJIE3HIX TIEUCHU;
CTapeHue).

IIpu ycnjieHne MeTad0Jan4ecKoil AKTUBHOCTH
0€JIKOBOI0, JMIIUIHOI0, YIJIEBOJIHOIO0 CHMHTE3A B
KJIETKE HaOII0aeTCs yBEIUUEHUE (TUIEPIIIa3Hs)
AHJIOIIA3MATUYECKON CETH, PACIIUPEHUE €€ KaHAJIOB U
yBelnueHue konnuectna pudocom. IIIC Ha
ANEKTPOHHOU MUKpodoTorpadun tuM@oIuTa cene3eHKH
XOPOIIIO PA3BUTHI B CBSA3W C UHTEHCUBHBIM

CHUHTE30M OEJIKOB UMMYHOTJIOOYJIMHOB, B 3TUX KIJIETKAX
Xopoiio pa3BuTa mepoxosaras II1C.

3MNC Ha 3n1eKTPOHHO MUKpodoTorpadumn KNeTkn npu
runepnnasuu
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OgHomembpaHHble opraHennbl
Annapat lonbaxun — «<xmmmueckaa Gpabpuka» KneTkm

INJ) @,
-

W&
%, - e
D Iieon51 S o

g ) )\HVSb‘;\pbKM

PYHKUUU

* HakonneHne 6enkos, NMNNUAOB, YINEBOAOB

* UX XMMMYecKaa moandpuKkaums (CMHTE3 CNOXKHbIX YI1€BOAOB U
* IMNUAO0B U Ap.)

*«yMaKoOBKa» BeLLECTB B MeMbpaHHbIe NMy3blpbKN, COPTUPOBKA

*MECTO O6pa3OBaHI/1F| IN30COM
T



[NnKo3nAnpoBaHune , pochopuanpoBaHmne (nprucoeamHeHmne octatka pochopHom
KMCNOTbl) W cynbdaTMpoBaHme (NpucoeamHeHne cynb@orpynnbl ) benkos 1 ap

NPENPOUHCYNUN, T NPOUHCYNWH, A NHCYNUH,
104 aMUHOKACNOT 84 amuHo- \2)

51 aMUHO-
\ KUCOTH KWCNOTE

A M
0 l‘ Ay

0.3

y J-rpamyna
(ER ¥ 2 |

- r H
annapar rOﬂwa(H/ ) CUrHaNLHLIK

s nenv
- entwa




YBennyeHne pasmepos U KoAnYecTBa annapata [oNbAKU 3a cYeT LUCTEpPH,
KONMYeCTBa BE3UKY/, CBSAI3aHHbIE C MOBbILEHHbIM CUHTE30M U CeKpeLnen
6enKoB, IMUKOAMNUA0B AN NOAUCAXaPUA0B

Habntoaaertcs yBennyeHne Konm4ectsa
BE3WKY/, CBA3AHHbIE C MOBbILEHHbIM
CUHTE30M U CEKPELMEN Kenuu.
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Be3uKyJIsIpHbIA TPAHCIOPT
OCHOBHOM THI NIEpEeMEIICHU BHYTPH KJIETKH — ITIOTOK OCJIKOB U MTOTOK IMy3bIPHKOB

(Be3uKys). belKoBBIN U BE3UKYISIPHBIN MTOTOKU MPEUMYILECTBEHHO OJTHOHAIIPABJICHBI —
MeMOpaHHbI€ OCTIKU MEPEMEIAIOTCS U3 HHAOIIA3MATUYECKOTO PETUKYIyMa K KJIETOUHOU
noBepXHOCTH. CriennduuecKue MOIUINEeNTHIHbIC MTOCIEA0BATEIbHOCTH - CUTHAIbHBIC
MeTkd. HapylieHue TpaHCIOPTHBIX MyTEW - pa3BUTHUE 3a00JCBaHUM.

Aneptas |48/ (§'/- CeKpeTopHLIE Ny3biPbKi
oGonoqxa /[ ey A~ .. HapyxHas
| (o (1A /) ) - kneToyHas

T«_/ \;/\, ¥ ... | mem6paxa

MpoayKTh
nALLLeBapeHus

" IK30UMTO3

~ Henepesa-
. peHHble
 OCTaTK!

65 / Muwessie
I\ "I

4acTULbI

Komnnexc tff;;.:_'"f' \4/ ) B
FOnbXM Q) /| [BHexneTouHOe
/| npocTpaucTeo




BE3UKYNa

- MUTOXOHAPWWU

= B Y
A X
T 7

' j )]

nnacruabl

uMTonnasma —

“TP3HCNOPTUPYEMDIE?

- - - -
MOAEKYAbI L8 #¥89o3g

membpaxa %
|/
Aapo ! rlH?OCOMbl

Wwar )

4
~ n # A TNepoKCMCOMbI

seee —
# o

! & o

|

’ (.7 | Al
, CeKpeTopHbie
/ & BE3MKynbl

nosgHue paHHue
3HOOCOMBbI 3HAOCOMbLI

S0epHsble rnopel

TpaHcrnopmHble 8€3UKYIbI

Gopmupyrowasi cmopoHa
komnnekca [onboXxu 3penas cmopoHa

komnnekca [onboXxu

2
/ ==
/ CekpemopHble =~

8E3UKYIbl
1




Ponb KnatpuHOB Npu 3HOOLUTO3E




OaHomembpaHHble opraHennbl
NMTN30COMbDI * [MepBUYHbIE NMN30COMBI

* BTOpUYHbLIE NN30COMBI
* AyTodharocomsbl ( ayTosIM30COMbI)
e OcTtaTo4Hble TenbuUa ( TENONN30COMbI)

DyHKUNK
* BHYTPUKNETOYHOE
nepesapuBaHmne
OpraHMYecKmnx BeLlecTB

®* YHUYTOXEHNE
PaA3PYLIEHHbIX KIETOYHbIX
N HERNIETOYHDbIX CTPYKTYP
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0.2-0.5 MM

— DOepMEeHTHI TU30COM
kucaas gocdarasa,
=50 B-rirokypoHu1asa,

Kucawie rmapoaain:

HYKI€AIBI O-TJIFOKO3HMJ1a3a,

nporeasnl

CANKOSHIA LY B-I‘JII—OKO3I/IJIa3a,

JdHNA3RL

pocharain KAaTCIICUHBI,

cyandarain

Sochermmarn: KHCJIasi puOOHYyKJIIeasa,

H* KHCJasi 1€30KCUpUOOHYKIIeasa,

o-raJJakTo3ujasa,
JIN30IIUM,
rUalypoOHHUIa3a,
apuicynbdarasa,

KOJlJ1arcHasa.




PoJib TM30CcOM mipu ayToJIM3e

ayTOJIM30COMBI TIEPEBAPUBAIOT BCE COACPKUMOE KIIETKH, KJIETKA
JomaeTcs.

Apoptosis during the metamorphosis of a tadpole into a frog




I'nukozeno3swt - bonesnv Tra-Caxca, boneznv Humanna-Iluka u op.). 3aboneBanus
00yCJIOBJIEHBI HEJOCTATOYHOCTHIO (DEPMEHTOB, YUACTBYIOIIMX B OOMEHE TJIMKOTE€HA;
XapaKTEPU3YIOTCS HEOCTATOYHBIM WJIM M30BITOYHBIM HAKOTJIEHHUEM €TI0 B PA3JINYHbBIX
OopraHax M TKaHsX ( B MEYEHU, CKEJICTHBIX MBIIIIAX WA CEPACYHON Mble). s
OO0JIBLHOTO XapaKTEPHBI OTCTaBaHUE POCTA,, pa3BUTHE caxapHoro auadeta. [1pOrHo3 mis
KU3HU HEPEIKO HEOJAronpusTHBINA; CMEPTh MOXKET HACTYIIUTh Ha IIEPBOM IrOAY >KU3HH.
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OcTaToyHble Tenbla Man TeN0NN30COMbI
Y yesioBeKa MPN CTapeHNM OpraHnM3ma B OCTAaTOYHbIX T€/IbLUAX KNETOK MO3ra, nev4eHn MbllLEYHbIX

BOJIOKHaX HaKarn/JinBaeTCA «MMNIrMeHT CTapPpEHUNA» — ]'IMI'IOd)yCLI,MH .

& L1pofuscin

21



OpaHomMmembpaHHble opraHenbl
MEPOKCNCOMDbI

; PP FS h;'
Pefoxisomert
N

coageprxat KPpUCTaJlJZiIn\.
BKZTHOYEHUA

OYHKLUNU

¢ pa3pyLleHMe TOKCUYHbIX coeauHeHU (Nnepekmcu Boaopoaa)

* OKUC/NIeHne KUPHbIX KUCNOT
* CUHTE3 XKENYHbIX KNC/O0T, XONECTEPUNHA, a TAKIKE

sdupocoaepKalmx NMNMaoB
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[lepokcmncombl

MembpaHa COAEPXKUT — P

\\\\“\\\\\\\ mum,,,,/ / BILAYER
Oenkun-nepeHocHnKu n
MPOTOHHbIE HACOCHI.

MaTpukc cogepxut = 15
dhepmeHTOB
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Kpuctannuyeckum Kop - KOHAEHCUPOBaAHHbIE (DEPMEHTHI.




Ilepokcucombl

Hekotopeie HaciencTBeHHbIE 3a00J€BaHUS CBSA3aHbl C HapylieHHeM QyHKIUU
nepokcucoM. Hampumep, npu cunapome IleabBerepa B NEPOKCMCOME OTCYTCTBYET
OOJIBIIIOE YMCJIO0 Ba)KHBIX (pepMeHTOB. 3abojieBaHMS CBSI3aHBI C MyTalld€dl TEHOB JJIs
Pa3IMYHBIX (PEPMEHTOB IEPOKCUCOM, YUACTBYIOIIUX B OKUCIICHUU JKUPHBIX KUCIIOT, U KaK
CIEICTBUE, aHOMabHOE HakorieHUo JunuaoB B I{HC (rooBHOM M CIMHHOM MO3Te) U

HaAIIOYCYHHKAax.

CTpenkamu yKasaHO aHOMaJ/ibHOe HaKomnJieHue
nMnnaos y 6onbHOro



[lBymembpaHHble opraHennbl
MwuTtoxoHApuA

Konbuesaa [IHK
70S pubocombl '

MaTpUKC

KPUCTbI

HapyxHaAa membpaHa

DYHKINH :

e cunte3 AT,

* KHCJIOPOJAHOE PACUIECTIJIECHUE OPraHUYECKUX BEIICCTB.
*CUHTE3 MUTOXOHAPHUATIBbHBIX OCIIKOB

25



[aBHasg Poib B 00pazosanuy >Heprun npuuamexur AT D-cuHTEeTase
[pubonono6Has CTPYKTypa U3 HECKOJIBKHX CYObeIHMHUL HCIIOIb3yeT SHEPIUIO HAIIPABIEHHOTO
JBYKEHUS 4acTHILL (IPOTOHOB) JUIs MPEOOPa30BaHKs €€ B YHEPIUI0 XUMUUECKUX CBSI3Eil.

-
JHepreTnuecxmit 06MEH
| atan. MoAroToBUTENBHbLIN
(KMLWEeYHWK, NN30COMBbI)

lll aTan. KucnopoaHsin — dbixaHue (MUTOXOHAPUM)

ObixaTenbHas uensb
- - 2e i

Kpebca

17 J( -‘, : :, 1 o) t K |:: ~
2MBK + 6 H,0 = 6CO, + 10H, + 2AT® — J L ‘ “ Junuonoti
C5H1205 + 60, 6CO, + 6H,0 + 38 AT® fnl MyShared \C”Illln()p Bridnoti

L ol STl
- i
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Yem 6onblue KPUCT NPUCYTCTBYET B MUTOXOHAPUN, TEM UHTEHCUBHEE NPOTEKAIOT
OKUC/INTE/IbHO-BOCCTAaHOBUTE/IbHbIE NpoLecchbl. Hanpumep, MUTOXOHAPUN KNETOK
cepAeyHoM MbllLbl COAEPHKAT BTPOE 60/bLUe KPUCT, YEM MUTOXOHAPUN KNETOK NEYEHU.

MITTOXOHIPITIT

(I)Op]\lﬂ H pacoJjioykeHiie B pa3HBIX THIIAX RJI€ETOK

= & —

—— 7 > MHTOXOHIPHSA
. = OWW
e

— AKCOHEeMa JKI'YTHKa

MHOPUOPILIBI CAPKOMepa

cepaevuHas MBILIIA CIIepMaTo30Ig

CTpoeHune MUTOXOH/IPHII HA IJIEKTPOHOTPAMMeE KJIETKH
cepaeYHOM MbIIIIBI.
B mutoxonapusx HabmromaeTcs OOIBIIOE YUCIO KPHUCT.



[Ipu cpaBHEeHME M300paKEHUI MUTOXOHIPUI B HOPME U TIPHU MATOJOTMYECKUX Mpoleccax, Hapumep, mpu
TUTIOKCUU KJIETOK B MUTOXOHJPHUAX PE3KO maaaeT 3p(PEeKTUBHOCTh OKUCIUTEIHHOTO (hoCchHOopuInpoBaHus,
OHM HaAOyXaroT, MPOUCXOJUT YIUIOTHEHHE BHYTPEHHETO MPOCTpaHCTBa, Acdopmaiius KpHUCT, pas3pbiB
Hapy>KHOH MeMOpaHbl MUTOXOHIPHUH.

CTpoeHne MUTOXOHAPHH HA CTpoeHne MUTOXOHAPHIA HA
3JIeKTPOHOTPaMMe KJIETKH 310POBOIo 3JIEKTPOHOIPAMMAaX KJIETKH Cepala Ye10BeKa
YyeJIoBeKa NPY THNOKCHU.

['vranTckre MUTOXOHAPUU C Pa3pyLICHHBIMU
KpUCTaMU KIIETOK Cep/lia
IPU TUIOKCUU («KHUCIOPOJHOM TOJIOAAHUN ).
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MumoxoHOpuanbHbie 3HYyegpanomuonamuu — 3a60neBaHUA CBA3AHHbIE C HAPYLEeHNEeM CTPYKTYPbl MUTOXOHAPWI
n depmeHTOB LMKNa Kpebca. B ocHoBe naTtoreHesa CMHAPOMA NEXKAT TOYKOBbIE MyTaLlMN MUTOXOHAPUANbHOM
AHK.. OcobeHHO YyBCTBUTE/NbHbI K AedeKTamM MUTOXOHAPUA HEPBHbIE U MbllLEYHble KNETKM U3-3a HeoCTaTKa
AT®- sHeprum Ana COKpaLEHUA MblLLEYHbIX U BO3OYKAEHWNS HEPBHbIX KNETOK.

OnHyM U3 BaXKHEUIINX CUMIITOMOB
MUTOXOHIPUAJIBHOMN NIaTOJIOTUH SIBISAETCS
HEMEPEHOCUMOCTh (PU3UUECKUX
Harpy30kK, MbIllIeqHas ci1adocCTh,
pa3BUTHE 0YAarOBOU HEBPOJIOTAYECKON
CUMIITOMAaTUKH (ITapajuyu KOHEYHOCTE,
YEepEMHBIX HEPBOB), KOMATO3HBIMU
COCTOSTHUSIMH
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HemembpaHHble opraHennbi
Pnbocoma

6onbluasn cybbeauHuLa
DyHKUMNYK

* CuHTe3 benkKa

Manas cybbeguHULa

. CxeMa moJIHCOMBI

30



Mumoxonopuanvrvie pubocomol (70S) KOIUPYHOTCS
muToxoHApuansHo JIHK. OTta JIHK comepxut
IOCJIEI0BATEIBHOCTH 1 11 MUTOXOHApHUaabHbIX MPHK
u TPHK. bonpmnHCTBO pepMEHTOB, YUACTBYIOIIUX B
TpaHcaAnuu MutoxonapuansHor MPHK, konupyercs
sneproun JIHK.

Llumonnazmamuueckue pubocomsl — HEOONBIITNE
AJIEKTPOHOIUIOTHBIEC YAaCTHULIBI pazmepoM 12-25 um (80S).

Tlonupubocoma (nonucoma) — KOMILUIEKC HECKOJIBKUX
prOOCOM, PACHOJIOKEHHBIX Ha ojHOoM Monekyiae MPHK.

Large
subunit

Small {;
subunit

e

Ribosome
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[lpoTeocombl

[IpoTeocoMbl HaxoaOsaTCs B iApe, UMTonnasme KreTok.
[IpoTeocOMa -KpyrHbI BENKOBbLIM KOMMSIEKC B BUAE
UMnmMHapa, cCocToAWMnN N3 PepmMeHToB MpoTeas.

[lpoTeocoMbl MPUHUMAIOT aKTUBHOE YyyacTue B
pacLLeENNAOWMX HEHYXKHbIE NN NOBPEXOEHHbIE BENKoB
LMTOMNAasMbl, HyKIieonnasmbl 4O aMUHOKAUCTIOT.
PaspyweHne 80—90 % BHYTPUKNETOYHbLIX DENKOB
NPONCXO4NT NPM y4acTUn MPOTEOCOM.




HecnocobHOCTb YAanATb «USHOLIEHHbIE» BENKU MOXKET
NPUBOAUTL K Pa3BUTUIO XPOHMNYECKNX 3a001eBaHUN, TAKNX
Kak 6onesHb AnbureMmepa -HeEMpPoaereHepaTUBHOE
3aboneBaHMe, NpN KOTOPOM NPOUCXOAUT NOTEPSA NAMATMW.

Heiipone! zmopoeoro genoeexa Heiipons! yenoeeka ¢ cHHAPOMOM
Ansureiimepa

. Heiponer
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HemembpaHHble opraHennbi

LEeEHTPUOU

PyHKUUU

e obecneyeHue PacxXoxK4eHNA XPOMOCOM K MNMOJIKOCaMm
KZ1IETKU BO BPEMA AENEHUA

* UeHTp OpraHN3aunmm LUTOCKENETA
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HemembpaHHble opraHennbi

MIYTUKN U PECHUYKMN

DyHKUMNM

* opraHenabl AgsBnKeHunA
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[TamyeHTel ¢  HApPYLICHUSIMHA B  CTPYKTYpPE PECHHYECK
(Hampumep, npu curnopome Kapmazenepa) npeapacnonokeHb
K MH(OEKIMOHHBIM 3a00JIEBAaHUSMH AbIXaTEIbHBIX MyTEH, a JI1Ila
MY>KCKOIO IIOJIa MOTYT OBITh OCCIIOAHBI M3-3a CHMIKCHMS
IIOJIBUYKHOCTH CIIEPMATO30UIOB.

BHemmui
JMHCHHOBBIN
BLICTYNI

PO BuyTtpensnit
Henrpansu § & X a MHCHHOBBIN
e r *
Kancyna O ¥ ot BBLICTYTI
™~ " r~ - ‘

MukporpyGouka
AN
_MemGpana

__Tonoska
CIHLBI

/
MocTukm mexay
nepudepuIecKHMI
MHKPOTPYGOUKaMK

JIeKTPOHOTPAMMbI PeCHHYEK B HOpMe (cJieBa) U NIPU CUHApPOMe
Kaprarenepa (cmpasa).
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Cxema cTpoeHus puiameHTOB:

a — aKTUHOBbIK MUKPOPUNAMEHT;
6 — MUKpPOTPYDOOUKa;

B — NPOMEXKYTOYHbIN PUAaMeHT
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0bpasoBaHMe AAEePHOM NAaMUHbI MUKPODUAAMEHT
nammH A mytauma B reHe LMNA - 3aboneBaHme
XamyuHcoHa-lungpopoa ycKopeHHoe CTapeHmne
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