LiInTonnasma: aHepreTu4eckKmnm n onopHoO-
COKpaTUTEeNbHbIN annapaTbl — KOMMNEKCHbIN B3rnaa

LlnTonna3ama — ocHoBa 06MeHa BeL,ecTs,
3HEepPrun 1 CTPYKTYPbI KIETKMW.




CTPYKTYpPHO-PYHKLMOHaNbHAsA XapaKTePUCTUKaA
LMTOMNNa3Mbl: UICTOPUYECKUM U HAYUHbIN KOHTEKCT

LinTonnasma 3aHMMaeT NPOCTPAHCTBO MeXXay MeMbpaHOU 1 94POM, BKIIOYAET LUTO30/1b,
opraHennbl U BKIOUYEeHUS. BO3HMKNA Y 3yKapMoT OKO0 2 MAIpA NieT Ha3aa 1 oTBeYyaeT 3a
obMeH BellecTB, 3aHeproobecneyeHne n aganTauunto KNeTokK.
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OCHOBHbI€ KOMMOHEHTbI U PU3NYECKMNe CBOMCTBA

LLNTOMNJ1a3Mbl

LinTo3onb — >Xnakas MaTpunLua
LNTOMN1a3Mbl

LinTo3onb conep>xnt 60-90% Boabl
N CNYXUT cpenou Anasa opraHenn u
XUMUNYECKUX peaKkuunmn,
obecrneumBas BA3KOCTb 1 YNPYyrocTb
LMTOMNMAa3Mbl, @ TaK)Xe CMOCOBHOCTDb
K AMHAMUNYECKUM NMepeMeLLeHNaM.

OpraHennbl Kak
PYHKLUMNOHANbHbIE LLEHTPDI

MuUToxoHopun — reHepaTopbl
SHeprumn, aHaonIasMaTUYeCcKnm
PETUKYTYM CUHTE3NPYET 6enKn n
nunuabl, annapat lfonbaxu
nepepabaTbiBaeT BeWeCTBa, a
pnbocomMbl obecneumBaloT CUHTES
6enkKos..

KneTouHble BKIHOYEHUSA N UX
POJIb

BknroueHusa npencTaBneHbl
rpaHynamMm rinmkoreHa, nimnNnaoB u
NMUITMEHTOB, CNYy>XaT pe3epByapamu
NUTaTeNbHbIX BEWECTB 1 NOMOratoT
oTBeYyaTb Ha USMEHEHUS
OKpYy>XatwLien cpenbl.



LInTo30Nb: cOCTaB, CBOMCTBA U MeTabonmnyeckasa ponb

‘ ....................................................................... ‘ ....................................................................... . ....................................................................
LInTo301b — NONy)XmnaKaa cpena c OCHOBHbIe NMpoL,ecchbl B LLUTO30J1e LinTo3onb perynupyeT
BbICOKMM coaep>XaHneM Boabl U BK/1IOYAIOT MMKON3, CUHTE3 XXUPHbIX BHYTPUKIIETOUHbIN TPAaHCNOPT
NOHOB, MOAOEP>KMBAET OCMOTUYECKUI KNCNOT U 06MEeH aMUHOKUCIIOT, onddy3nen n NoToKaMu, a TakxKe
6anaHc U BHYTPUKIIETOUHbIE peaKLnW. He3aMeHMMble ona MeTabonmama noaaoep>xusaet pH 1 onTuManbHbie
KNeTKMW. ycnoBua ana depMeHTaTUBHbIX

peakLuun.



MUTOXOHOPUN: CTPYKTYPA U KNoUeBas posib B 3HEpPreTmke

KJIeTKW

[1BoiHasg meMbpaHa u
cobcTBeHHaa OHK

MNTOXOHAPUN OKPY>KEHbI ABYMS
MeMbpaHaMu 1 cogep kaT
cobcTBeHHYO OHK 1 prbocombil,
4YTO NO3BOJIAET UM CUHTE3NPOBATb
HeKoTopble 6enKn aBTOHOMHO.

Linkn Kpebca un
SHEepPreTUYEeCKNnN CUHTES

BHYTPMY MUTOXOHAPUIMN NPONCXOOUT
LMk Kpebca c obpasoBaHueM
NADH n FADH2, 3aTeM aneKTpoHbI
nonagatoT B LieMnb NepeHoca, rae
CUHTE3NPYETCHA OCHOBHAaNA YacTb
ATP.

[NononHuTenbHble GYHKL NN
MUTOXOHOPUN

[TOMUMO CMHTEe3a aHeprum
MUTOXOHOPUN YYaCTBYHOT B
TepMoreHese — NPoU3BOACTBE
Tenna, a TakXXe perynmpyroT
anonTo3, KOHTPOANPYS XXU3HEHHbIU
LMK KNETKMN.



JHepreTnyecknim Metabonn3m: B3aMMOCBA3b LIUTO30N4 U
MUTOXOHAPUM

P Ot1anbl aHepreTMyeckoro o6MeHa B K1eTke

35
‘ ...........................................................................................
30
[MKonns obecneymBaeT NepBUYHOE
25
pacuiensieHne rnKo3bl, noarotasnmBas
20 .
cybcTpaTbl 419 MUTOXOHOPUN.
15
10 °
5
AdpdekTnBHOE Npon3BoacTBo ATP TpebyeT
0_|__ I 5
\ ; TeCcHOU Koonepaunm LMTo30N4 C
onb e ca
rnmmnm?’( wros L K MUTOXOHOPUAMM ONA obecrnevyeHns aHeprmm

KJNTeTKW.

0606LWEHHbIe paHHble buoxnmMmmn, 2024



LinTockeneT: OCHOBHbIE 3/1IeMEeHTbl U onopHasa PyHKL A B

KJ1IeTKeE

MUKPOTPYDHOUKN — NOSble HATU ANaMETPOM 25 HM,
obecneunBaldT CTPYKTYPHYIO MOAAEPXKKY U TPAHCNOPT
BHYTPU KNETKMN.

MukpodpunaMeHTbl U3 aKkTUHA TOJILLMHOW 7 HM OTBeYatoT
3a UBMeHeHNe popMbl N NOABUXKHOCTb KNETKW.

[TpoMeXXyTouHble punameHTbl (8-12 HM) NnpupatoT
MeXaHUYeCKYH YCTOMUMBOCTb 1 POPMUPYIOT AO0EPHYIO
060/104KY.

LiInTockeneT yyacTBYeT B KJIETOYHOM [efIeHUH,
dOpPMMPOBaAHNM BbIPOCTOB 1 MEXaHUYECKOM NOAOEPIKKE
TKaHewn.




CDyHKLI,l/IOHa}'IbHOe 3HaA4YEeHWNEe UNTOCKeNIeTa: NoaganeprKkKa,
TPaAHCHOPT, adalTauns

LinTockeneT co3paet
KapKac,
noanepXxmneatowmm Gopmy
1N MONIOXXEHME OpPraHesnn
BHYTPU KJIETKW.

Ob6ecneunBaeT
BHYTPUKNETOUYHbIW
TpaHCNopPT NP NOMOLLMX
MOTOPHbIX 6ENKOB, UTO
Ba)XHO A1 CEKpeunun u
CUrHanusauumu.

bbiCTpO aganTupyeTca K
BHELWHNUM CUrHanam,
MO3BOIAA KNEeTKe
NU3MEHATb GOpPMY,
OBUraTbCH U pearMpoBaTb
Ha CTpecc.



XapaKTEPUCTUKN CTPYKTYPHbIX 3NIEMEHTOB LIMTOCKENeTa:
cpaBHUTENbHAaa Tabnuua

. ...........................................................................................
. CTpyKTypa benok namet PYHKLNNA MNpwu
CpaBHeHUE TpeX OCHOBHbIX 3/IEMEHTOB PYKTYP A P YHKN P
LLUTOCKeNleTa No cocTaBy, pa3mepy u y ; iy . lenenve, MU
NKPOTPYOOUKM NVH HM
PYyHKUMAM. Felli Y TpaHcnopT BEPE
[1BmxeHune,
.. ........................................................................................... MVleOCleﬂaMeHTbl AKTVIH 7 HM MI/IKI
onopa
Pasnnumna B CTPYKTYpe onpenenaioT
cneunannsanpoBaHHble PYHKLNU U [TpOMeEXYTOUHbIE KepatunH/ 8 12 [TPOYHOCTD, n
—12 HM . ecl
pacripeneneHmne 31eMeHTOB B KeTKe. (onIaMeHTbI NamvH YCTOW4MBOCTb

AHaTOMUNA U KneTo4yHasa 6monorug, 2023



MunkpoTpyboukun: cTpoeHne, AMHaMnKa n pyHKUMOHaNbHas

POJb

CTpyKTypHada ocHOBa
MUKPOTPYOOUEK

MUKPOTPYOOUYKM COCTOAT M3 NOJIbIX
LULMNMHAOPOB, CPOPMUPOBAHHDbIX - U
B-TybynuHamun. Ux cTpykTypa
obecneumBaeT NOAOAEPXKKY U
dopMMpoBaHME MUTOTUYECKOIO
BepeTeHa.

Pojib B BHYTPUKIETOYHOM
TpaHcnopTe

C NoMOLLLbIO MOTOPHbIX 6ENKOB —
KUHE3NHOB U JUHENHOB —
MUKPOTPYOOUYKN TPAHCMOPTUPYIOT
OpraHesnsbl U BE3UKY/bl N0 KNETKe,
obecneunBas eé
XNU3HEeOeATeIbHOCTb.

OnHaMUYHOCTb U GYHKLMNA B
neneHunn

MUKPOTPYOOUKKM CNOCOBHbI BbICTPO

NMnoJintMepmn3oBaTbCAd N pacClriaaTbCA,

UYTO Ba>XHO A4 KJ1IeTOYHOIo
neneHnd U 6bICTpOI'O N3IMeHEHUNA

CI)OprI KNeTKN B OTBET Ha CTUMYIJbl.

10



KneTouyHble MOTOpPHbIe benkKn: MexaHn3Mbl paboTbl U
3HaYeHune

............ KnHe3nHbl — MOTOpPHbIe 6enKU, ABMXKYLLMECS N0 MUKPOTPYOOUKaM B HanpaBneHnmn
«MNACca», MepeHoCAaT opraHensbl U Be3uKynbl, obecneumnBas BHYTPUKIETOUHbIN

TpaHCMOPT U pacnpeneneHmne BeLecTB.

...................... Q OnHenH nepeMellaeTca B 06paTHOM HanpaBNEeHUN K KMUHYCY>» MUKPOTPYOOUEK,
Ba)keH ONng NoO3NLMOHUPOBaHNA OpraHenn n pecHM4YeK, a TakXXe ydyacTByeT B

pa3noeneHnmn XpomMoCcoMmM Mnpun gejieHnm KineTKN.

................................... O MKMO3KMHbI CBA3aHbl C aKTUHaAMU MUKpPODUNAaMEHTOB, obecneumBatoT
COKpaLLeHUS MbILLL, U OBMXXEHME KNETOK, a TaK)XXe aKTUBHbI NpU LUTOKUNHESE

N BHYTPUKIETOYHOM TPaHCMNOPTE NMy3biPbKOB.




MukpodumnaMeHTbl: CTPOEHUE N ABUraTesbHblie PYHKL NN

ApPXUTEKTYpa
MUKpOoPUIaMeHTOB

MukpopumnnameHTbl COCTOAT U3
cnunpanbHbIX LLlenen akTuHa
anaMeTpoM oKosno 7 HM. OHu
GOPMUPYIOT NAOTHbIA KOPTUKASIbHbIN
cnown nof nna3mMaTnyecKkom
MeMbpaHoW, Urpas KanyeByro PoJb B
nognep>XaHmm GopMmbl KNETKU U
dopMoobpazoBaHUW.

IHnHaMmKa KneTo4vyHoro
OBMKEeHUNd

MunKpodmnaMeHTbl y4aCcTBYIOT B
amMebongHOM OBUXEHUU KNEeTOoK,
opraHun3ysa rncesgonoaun. B Mbiwwuax
B3anMMoenCTBUE aKkTUHOBbIX HUTEWU C
MMO3NHOM obecneumBaeT
COKpaLl,eHne BOSTOKOH 1 CUSblI,
HeobxoaunMble Osia BbIMOMHEHUS

DYHKUNN.

BHYTPUKNETOYHbIN TPAHCNOPT
N LULMTOKNHES

Bnaropaps B3anMoaoencTBUIO C
MMO3UHOM, MUKPODUNAMEHTDI
TPaAHCMOPTUPYIOT BHYTPUKNETOYHbIE
Ny3biPbKWU N Y4aCTBYIOT B
0bpa3oBaHUN KOHTPAKTUABbHOIO
KoJibLa, HeobxoanMoro ons
pasneneHns umMtonnasmbl Nnpum
OeneHnm KNneTKu.
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[TpoMeXXyTouUHble uaMeHTbl U X POJIb B MEXAaHNYECKOM

cTabmnnbHOCTU

KoMnJsieKcHaa CTPYKTypa u
cCoCcTaB

[TpoMeXKyTOouUHble PUNaMeHTbI
anamMeTpoM 8-12 HM COCTOAT U3
Pa3HOO0b6pPa3HbIX BENKOB, TAKUX KaK
KepaTuH, NnaMnH 1 BUMEHTUH. UNX
pa3Hoobpa3une onpenenseTt
MeXaHNYEeCKYH NMPOYHOCTb U
YCTOMUMBOCTb Pa3/IMYHbIX TUMOB
KJTIETOK.

[Mopnep)xKa aaepHoOn 060/104KU

JlaMnHoBble 6enkun GopMnpyoT
KapKac aaepHoMn 060/104KN,
obecneunBas eé NPOYHOCTb U
dOopMYy. ITO KPUTUYUYECKUN Ba)XHO A4
3alNTbl FreHEeTUYECKOro MaTepuana
N perynaunm aaepHbiX npoL.eccos.

Ponb B MEXXKNETOYHbIX
KOHTAaKTaX

[TpoMeXXyTouHble dUNaMEeHTbI
y4yacTBYIOT B OpMUPOBaAHUN
O0ECMOCOM — CBSA3U Mexay
anuTenManbHbIMU KNEeTKaMU,
obecneumBas NPOYHOCTb TKAHEN U
YCTOMYUYMNBOCTb K MEXaHNYECKUM
HarpysKam.
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CpaBHeHUe 31eMeHTOB LUUTOCKeNneTa

AnemMeHT

BenkoBbI
cocTaB

AnameTtp

OCHOBHbIe (hyHKLUU

TpchnopT, AeNNeHNEe KNETKH,

domnameHTsl

MWKPOTPYOOUKM TybynuH 25 HM
POTRY e obpasoBaHue XryTUKOB
Mopaepxka dopmbl, ABUXKEHME,
MukpoduiameHThbl AKTWH 7 HM
MblLLEYHble COKpalLleHNs
[MpoMeXyTOUHbIe MexaHnueckas npoyYHOCTb,
KepatuH/NlamuH | 8—12 HM

noaaepxka sapa

COBpeMeHHbIe bronornyeckme nccnenoBaHMa LMTOCKeNeTa

OCHOBHbIE XapaKTEPUCTUKN MUKPOTPYOOUEK,
MUKPOPUNAaMEHTOB N MPOMEXKYTOUYHbIX PUNAMEHTOB
C YKa3aHMeM cocTaBa, AMaMeTpa U KH4YeBbIX

dYHKLUNWN.

Ka>kabi 9NeMeHT LMTOoCKeNeTa YHUKAaNbHO
CNOCOOBCTBYET KNETOYHOM CTPYKTYPE U PYHKLIMAM,
obecrneumBaga 6anaHc cTabuUNbHOCTU U
OVNHAMUYHOCTMW.
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[TpaKkTUyeckoe 3HayeHne umuTocKeneTa: bmonormyeckme
npuMepbl ABUXXEHUSA U GOPMb

MMNKPOBOPCUHKN KULLEYHOrO
ANUTENNS

LinTockeneT popMupyeT
MUKPOBOPCUHKK, YBENNUYMBatoLWwme
nnowanb BCcacbiBaHUS B KNeTKax
KMWEeYHMKa. 3TO NMoBbIlIaeT

90 PEKTUBHOCTb NOrNoweHuns
nMUTaTeNbHbIX BELWECTB U
crnoco6CcTBYET Noaaep>XXaHuto
nuwLeBapeHus.

O6pa3oBaHWe HEMPUTOB B
HEepPBHbIX KNeTKax

LinTockeneTt nogagep)XmBaeT PocT U
HanpaBneHne HEMPUTOB, UTO
Ba>XHO 01 popMMpoBaHUS
HEepPBHbIX CBA3EU U nepepaymn
CUrHanoB B LLeHTpasibHOU U
nepndepmnyeckon HepBHOM
cCUCTeMax.

NBu)XeHne aMéb n UMTOKMHES

NceBpoonooun aMéb popMmMpyroTCS 3a
CUET aKTUHOBOIO LLUTOCKEenNeTa,
obecneunBag aBmxxeHune. Npun
OeneHun KNeTKn umtockenetT
OpraHn3yeT COKpalleHne
KOHTPaKTUNbHOIO KOJbLLa, 3aBepLuas
npouecc LMTOKMNHe3a.
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B3anMmopemnmcTeme aHepreTUMYecKoro n onopHo-

COKpPaTuUTEeJibHOIO alrnapatoB KJIeTKW

NonnMepusauma n nenonmMepmsanma MUKpoTpybouek 1 MUKPodUIaMeHTOB TPebyoT
3HaYUTENbHbIX 3aTpaT 3Heprmuu B Buae AT®, 4To cBA3bIBaeT AMHAMUKY LUTOCKeNeTa C
SHEepreTUYECKMUM CTaTyCOM KJIETKW.

MUTOXOHOPWUWN NOKANN3YIOTCA PAAOM C yYaCTKaMM NOBbILLEHHOW aKTUBHOCTU LIMTOCKENEeTa,
obecneunBasa Heobxogumoe konnyectso AT® ang paboTbl MOTOPHbIX 6ENKOB U USMEHEHU

CTPYKTYpbl.

AKTMBHOCTb 3HEpreTu4yeckoro Mmetabonmama BIUSET Ha CKOPOCTb NEepPecTPOMNKU
LIMTOCKeNneTa, perynmpys agantauunio KNeTkn K U3MeHeHUsAM BHEeLLHeW cpebl U
BHYTPUKIETOUYHOM Cpeabl.

KoMnnekcHoe B3aMMOOEeNCcTBME SIHEPreTUYECKNX U OMOPHO-COKPaATUTENbHbIX CUCTEM
obecneumBaeT 3¢ PeKTUBHOE BbINOMHEHUE KNETOUYHbIX GYHKLMIN, BKIOUYasa ABUXKEHME,
oeneHne N oTBET Ha CTpeccC.
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[laTonormnu, cBa3aHHbIE C LUTOMNNAa3MaTUUYECKUMN
CTPYKTYpPaMU U X PYyHKLNAMU

MbilWeYvHble AncTpopumn

MbiweyHble ANCcTpodmnmM cBA3aHbl C
HapyLleHnaMmn 6enKoB
LUTOCKeneTa, YTo NpuBoAUT K
cnaboCcTn MbiLLL, U HAPYLLUEHUIO UX
OYHKLUNMN N3-3a HEOO0CTaTOUYHOW
NPOYHOCTU N NOABUXKHOCTU KNETOK.

BonesHb AnburenmMepa

Mpu 6one3Hn Anburemmepa
NPOMNCXOAUT arperaumnsa Tay-6enxkos
— U3MEHEHHbIX MPOMEXXYTOUYHbIX
dMNaMeHTOB, YTO NPUBOAUT K
necTtabununsaumm umtTockeneTa

HEMPOHOB M NoTepe GyHKLMN MO3ra.

HapyweHus
BHYTPUKJIETOYHOIO TPaHCNopTa

CaxapHbi opnabeT 1 HeKoTopble
HeBponornyeckme saboneBaHus
conpoBoXaalTca aedpekrtamMm
TpaHCNoOpTUpPa opraHenn n Be3nkyn,
YTO CBA3aHO C NOBPEXXAEHUNEM
MOTOPHbIX 6€NKOB U LLUTOCKENETHbIX
9/1EMEHTOB.
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CoBpeMeHHble MeTobl UCCneaoBaHUSa 3HEPreTUYEeCcKoro u
OMNOPHO-COKPAaTUTENIbHOIro annapaTos

dnyopecueHTHas
MUKPOCKOMUS

[Mo3BonseT BU3yannuanpoBaThb
6enku LMTOCKeNneTa n
MUTOXOHOPUN B XXMUBbIX KNETKax
C NnoMoLbto cneunpunyeckmnx
KpacuTeneu, 4YTo noMoraeT
N3YUYNUTb ANHAMUKY U
NoKannsauuo MONEKYN B
peanbHOM BPEMEHMN.

NMMYHOLUNTOXUMNS

Mcnonb3oBaHWe aHTUTEN ONd
BbIIBIEHUSA N NOKaNM3auunm
cneundunyeckmnx benkos
LUTOCKeneTa un
SHEpPreTUYeCcKMxX opraHens
NO3BONAET AeTalsibHO N3yyaTb
NX CTPYKTYPY 1 MUBMEHEHUSA NpU
naTonormnsax.

INEKTPOHHAA
MUKPOCKOMUS

O6ecneunBaeT BbICOKOE
paspelleHne ona nccnenoBaHus
YNbTPACTPYKTYPbI
LMTONNa3MaTUUYECKUX
KOMMOHEHTOB, pacKpbliBas
Menbyauvwme getanum
opraHun3auunmn opraHenn n HUTen
LMTOCKeneTa.

[eHHaqa nHXXeHepusa u
cyneppaspeuwlaroiime MeToabl

CRISPR-TexHOMOrMn no3sonstoT
aHanuanposaTb GYyHKLUU
oTAeNbHbIX 6enkKos., a
cyneppaspeLwlatouime
MUKPOCKOMbl pacKpbIBalOT
OANHAMUKY LUTOCKeneTa u
MUTOXOHAPUN C HEBUOAHHOW
paHee TOYHOCTbIO.
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byayuiee n nepcnekTmBbl UCClea0BaHUN

LNTOIMNJ1a3MaTUHECKNX alirnapartoB

Pa3paboTka CUHTETUUYECKUX
9/1EMEHTOB LUTOCKeNneTa OTKpPoeT
HOBblEe BO3MOXXHOCTU B
bMoTEXHONOrMM AN CO3naHUS
MCKYCCTBEHHbIX KNEeTOYHbIX MOAeen
N TKaHeu ¢ 3afaHHbIMU CBOMCTBaMMU.

TapreTupoBaHHble NpenapaThbl
HaLeNeHbl Ha KOPPEKLIMIO HapyLIeHNI
NnonMMepu3aumm LUTOCKENETHbIX
6enkoB 1 GepMeHTOB MUTOXOHAPUN,
4yTO obellaeT NPOPLIB B NeYEeHUU
HacNeaCTBEHHbIX N MPUOBPETEHHbIX
3aboneBaHUW.

NMHTerpaunsa HAHOTEXHONOMMN U
MONEKYNAPHOU MeauULMHbI MO3BONUT
co3faBaTb BbICOKO3PPEKTUBHbIE
cpencTtBa AMarHOCTUKU U
NnepcoHanIn3npoBaHHOM Tepanuu,
ynyduwas KayecTBO MeaANLMHCKOMN
MOMOLLMN.
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Knyesble BbiBOObI O
3Ha4YeHUn umTtonja3mMbl B

KNeTOYHOW YXN3HWU

LinTonna3sma o6beanHAEeT aHepreTUYecKum u
OMNOPHO-COKpPaTUTENbHbIN annapaTbl, obecneymBad
0bMeH Bel,ecTB, CTPYKTYPHYIO YCTOMUYMBOCTDb U
OBMKEeHMe KneTKkn. MccnenoBaHUs 3TOM CUCTEMDI
Ba)>XHbl AN9 ANMArHOCTUKU U Tepanmnm KNeToYHbIX

3aboneBaHUMN.



