Pasnea 1. Beenenne. Ctpoenue u pyHkunu 0e1xoB

Jleknus 1-3.

HcTopus pa3BUTHs, NPEAMET U 33Jja4ul OMOIOTHYECKON XMMHUU. BHOXMMUS KaKk MOJIEKYIISIPHBIN
YPOBEHb U3YUCHHS SIBJICHUHN KU3HU. MOTHBAIMS NU3yUeHUsT OMOXUMHH B MeAUIIMHCKOM BY 3e.
MegunuHckas OMOXUMHUS, €€ 3aJa4H.

VYPOBHU CTPYKTYpHOU Opranuzanuu 6eIKoBoil Mosiekysbl. [lepBuunas cTpykTypa OenKoB.
3aBHCUMOCTh OMOJIOTHUECKUX CBOMCTB OT XapaKTepa aMUHOKHUCIIOTHOM MOCIIE0BAaTEIbHOCTH B
nonunenTtuaHoi uenu (HbA u HbS). Bunosas cnienndpuyHOCTs NEPBUYHON CTPYKTYPHI U
aHTUTEHHBIE cBolicTBa OenkoB. KoHdopmarus nenTuIHbIX Lenei B 6enkax: BTOpUYHAs U
TpPEeTUYHAas CTPYKTYPBI, CBA3H, ONPEICIISIONINE 3TU CTPYKTYPbI. 3aBUCUMOCTh (DYHKIIMOHAIBHBIX
CBOMCTB O€JIKOB OT UX KOH(OPMAIUH.

Bricmias popma opranuzanum 6eIK0BOM MOJIEKYJIBI - YeTBEpTUYHAs cTpyKTypa. KoonepatuBHbie
M3MEHEeHHUs1 KoHpOopMaluu nporoMepoB. buonornueckue GpyHkipm 6enkoB. CriocoOHOCTh K
crenu(puUecKuM B3aUMOJICHCTBUAM («y3HaBaHUE») KaK OCHOBA (DYHKIIMOHUPOBAHUS BCEX
6enxoB. CtpykTypHble Oenku. CaMocO0pKa MHOTOMOJIEKYJISIPHBIX OCJIKOBBIX CTPYKTYp Ha
IpUMepe KOJIJIareHOBBIX BOJIOKOH. Pa3nuyuust OenkoBoro cocraBa opraHoB. M3meHeHus
0€JIKOBOT0 COCTaBa MIPU OHTOTEHE3€E U OOJIE3HSX.

Kparkasi ucropusi u npe3eHranus Kageapbl

C momeHTa 00pa3oBaHusi ACTPaxaHCKOTO MEAMLIUHCKOro MHCTUTyTa B 1918 romy oCHOBBHI
OMOXMMUHU TIPETOAABAINCH MapajuleiIbHO ¢ (Qu3nonoruein u (apmakonorueit Ha kadenpe,
BO3MIaBisieMoil mpogeccopom Koranom E.H.

Camocmosmenvnas xageopa buonozuyecxou xumuu ¢ AI'MH ocnosana 6 1930 200y
» Kpome Gnomorndeckoil XuMuM Ha Kadepe MperoiaBaiich IpyTrue XuMUIeCKHe
TUCIUTUTAHBL

> ¢ 1946 opranndeckas (o 1988 roga) u ¢puskomnouanas (mo 1950 roma) xumusi.

» B 1993 rogy Havara paboTa 1o MOCTIUIIOMHOM MOATOTOBKE Bpaueil Ha TEMaTHYECKUX
Kypcax ycoBepuieHcTBoBaHUS. B 1996 rony BBeeHBI 3aHATHUS 110 KIMHUYECKON
Ounoxumun Ha 6 Kypce.

B 1997 6p1n1a copmMupoBaHa KIMHUKO-THArHOCTUYECKAs J1abopaTopusl.

B 1998 rony xadenpa Obu1a nepenmenosana (- ¢ kypcom KJIJI) u B Tom ke rony Obuin
BBEJICHBI MHTEPHATYpa U CHEIHAIH3AIH 10 KIMHUYECKOH JTA00paTOPHOM TUarHOCTHKE.
> B Hacrosimee Bpems Ha Kadeape ecTh BCe BU/IbI OCIESAUIUIOMHON TTOTOTOBKH

CMELUAINCTOB, BKJIIOYasi OPJUHATYPY U aCIIUPAHTYPY.

V'V

OcHOBHBIE BONPOCHI:

MortuBanus u3ydeHuss OMOXUMUU B MEIULIMHCKOM BY3€
MenuiuHcKass OMOXUMUS, €€ 3aa4u

benku — ocHOBA KU3HEHHBIX MPOIIECCOB

OyHKIMH OETKOB

CrpykTypa 6enKkoB
B3auMocBsI3b CTPYKTYpBI U (PYHKLIIUH

HoBbI€ TEPMHUHDI

IMPOTEOM- Bech Habop OEITKOB, MPUCYTCTBYIOIIUX B ONPE/IEICHHON KIETKE, IPU
OIIPE/EIICHHBIX YCIOBHAX U B OIIPEIEICHHBII MOMEHT

@®OJIIUHI — mporiecc cBOpaurBaHusi OEIKOB

ITAITIEPOHBI -

AHTUI'EHHBIE JETEPMHWHAHTBDI -

JIMT'AHJ -

buonornueckas Xumusl, Kak cieayeT U3 camoro Ha3BaHus (bios — *KU3HBb), ABIsSETCS
XUMUEH KU3HU WU XUMUEHN )KUBOU MaTepuu
HcTopus OnoxuMuu Kak HayKy Hadajach, IO CyIIECTBY, ToJbKO B KoHlle X VIII Beka
napasuiesIbHO ¢ OYpHBIM pa3BUTHEM XMMMHU U HA €€ OTKPBITUSX.



1770 — 1774 rr. — IIpuctiu otkpbu1 O, ¥ MOKa3all, YTO OH BBIAENSAETCSA PACTEHUSIMHU U

2
MOTJIOIIACTCS KUBOTHBIMH.
1780 — 1789 rr. — JlaBya3be mokasaj, 4To JbIXaHUE — ATO OKUCIICHHUE.
1783 r — CnajyutaHiianu 10Kasaj, 4yTo IepeBapuBaHue MUIIY — XUMUYECKUH Tpoliecc, a He
MEXaHUYECKHUH.
1828 . — Benep cuHTe3UpOBaT MOYEBUHY - IEPBOE OPraHUYECKOE BEIIECTBO U3 HEOPTaHUYECKUX
KOMITOHEHTOB.
» 1850 1855 rr. - bepHap BBIIEIII TIIMKOTEH U3 TICUCHHU.
» 1889 1. — Mumrep otkpsin JJHK
» 1890 1. - [odmeiicTep BriepBbIe 3aKPUCTAILTN30BAT SUIHBIN OETTOK
» 1902 1. — ®umrep u [lodmeiicTep mokaszanu, 4To OSIKH SBIAIOTCS MOTUIICTITHIAMH.
DTOT J1ajieko HE TOJIHBIN NepeueHb OTKPBITUN CIIOCOOCTBOBAI MOSIBJICHUIO HOBOTO HAYYHOTO
HarpaBJICHHUS.
Tepmun «buoxumus» Brepssie yrorpeomn Heitbepr B 1903 romy.
HecMotps Ha TO, 4TO KOPHSAMU OMOXMMHS YXOAUT B OPraHUYECKYIO0 XUMUIO U (PU3UOJIOTHUIO, OHA
SIBJISIETCS] CAMOCTOATEILHON HAYKOM CO CBOMM MPEIMETOM M METOAAMU MCCIICIOBAHUS.
[IpenMeToM OMOXMMHHU ABISETCS U3yUYEHUE XUMUYECKOTO COCTaBa, CTPYKTYPHbI, PEBpaIlleHUs
BEILIECTB M SHEPTUU B OpPraHU3ME.
ImaBHasg 3amaya OMOXMMHHM — OIpeAeNCHHE B3aWMOCBS3M MOJICKYJISPHOW CTPYKTYpHl H
Ounonornueckol (YHKIMH, T.€. KaKUM 00pa30M HEXUBBIC MOJCKYJIbl TOJICPKUBAIOT KHBOE
COCTOsIHHME U 00€CIIeUnBaIOT €ro BOCIIPOU3BEICHHUE.

XXIT ek mercOynapoOHbim HAyuHbIM CO00ULECMEOM Dbl 00BABIEH 8€KOM OUOI02UU U
UHpopmamuxu

«Bomtomenne B KM3Hb HAYYHOH HCTHHBI B 3aKOHAX HACJIEACTBEHHOCTH H30aBUT
YeJIOBEYeCTBO OT MHOTHX CKOpOeH U ropsi»
N.I1.I1aBJ10B

B nocnennee Bpems ctaiy 4pe3BblYaifHO aKTyaJbHBIMU HOBbIE 00J1aCTH HayKH — [CHOMMKA,
TPAHCKPUNITOMUKA, IPOTEOMHUKA, KOTOPBIE MTO3BOJISAIOT IPOBOJIUTH MPAKTUYECKU MTOJTHOE
UCCIIeIOBaHKE JII000H OHOIOTHYECKOM CUCTEMBI
I'enomuka BxIt0o4aeT B cedst pabOTHI 110 paclIMPpOBKe (CEKBEHUPOBAHUIO) U
KJ1accU(UIIMPOBAHUIO TEHOMOB BCE JKUBBIX cyIiecTB. KapTorpadupoBanue u aHanus Bcex
T€HOB [T03BOJIAT, IPEXKE BCETO, IPOBECTU CPABHEHUE UX JIPYT C APYTOM.
Tpanckpunmomuka 3axiaodaetcs B BbisiBIeHNH U paciundposke MPHK u no3Bosnsier
BBISIBUTH TPAHCKpUOHpYyeMble (paboTarolne) reHbl U co3/1aBaTh NPO(UIN SKCIPECCUH T'€HOB
(TpaHCKpPUNITOMHBIE KapThl) HA Pa3IMYHBIX dTanax *KU3HEAEATEIbHOCTH TOIO WM UHOTO
OpraHu3ma, Ip1 pa3BUTHUN PA3IUYHBIX NATOJIOIMUECKUX COCTOSIHUM U T. 1.
Lenbto npomeomuru, Hayku o OenKax, sIBISIETCS MHBEHTApU3aIHsl OCJIKOB M X aHAJIN3.
Tepmunom «npomeom» 0603Ha4atOT BeCch HAOOp OEJIKOB, MPUCYTCTBYIOLIUX B OMPEICICHHOMN
KJIETKE, [IPU ONPEAEIEHHBIX YCIOBUAX U B OIIPEIEICHHBIII MOMEHT.

Jisi MeqMUMHBI M TMATHOCTHKH 3200J1eBaHMIl ONpe/eieHHe COCTOSIHUA 0eJIKOB B KJIETKe
— Ype3BbIYAIHO Ba)KHO, TaK Kak 3a00JeBaHUE MOXXET OBITh HHHUIIMUPOBAHO (BBI3BAHO)
JT0OBIMM BHEHIHMMHU (aKTOpaMu, HO €ro MOJUIMHHAs MpPUYMHA CBA3aHA C HENPaBUIbHBIM
(GYHKIIMOHUPOBAHUEM TOTO HJIM MHOTO OEeJIKa.

[TpakTuyecku Bce GyHKUMU OpraHU3Ma HAIPsSMYIO WM OMOCPEIOBAHHO COMPSIKEHBI C
HaJIMYUEM OIpe/IeJICHHbIX 0elKoB TKaHel uian kpoBu. Koraa ommdka 3akoaupoBaHa B
reHoOMe, ee MOCJIeICTBHS NMPOSIBJISIOTCS HA YPOBHe 0eJIKa, a He HA YPOBHE CAaMOI0 reHa.

H3BecTHO, Kak MUHUMYM, 10 OCHOBHBIX (PYHKINI 0€JIKOB:
- kamaaumuyeckan (0enxu-pepMeHThI, 00yCIIaBIMBAIONNE OMOXUMUYECKUE PEAKIINH B
KJIETKaxX M B MUIIEBAPUTEIBHOM TPAKTE);



- cmpykmypnasn (0eIK1 ONIOPHBIX TKAaHEW U COCTMHUTEILHOTKAHHOW OCHOBEHI - KOJIJIATeH,
3JIaCTUH, KEPATUH U JIp)

- 9JHepzemuyeckan (1025% NOCTyNamIKUX 1 0OCBOOOXKIAIOIIUXCS ITPH KaTaboiu3me
OENTKOB UCTIOIB3YIOTCS Ha SHEPTeTUUECKHE LIETTH )

- mpancnopmuas (0€IKU KPOBH — reMOTIIO0NH, TpaHCcPeppuH, aTb0yMUH | 1Ip.)

- cokpamumenvHasa (AKTUH, MUO3UH)

- Ovixamenvnas (TeMoryIoOnH, MUOTIIOONH, OeKH — PepMEHTHI TKAHEBOT'O JAbIXaHUS)

- pezynamopnas (OeNKU-TOPMOHBI, HAlpUMEp, HWHCYJIWH M pPELENTOpHble OCNKH,
BCTPOCHHBIE B MEMOpaHBI KJIETOK-MUIIICHEH )

- pezepenasn (6€TKY MBI, KPOBU,IICYCHU )

- 3auummnasn (OEIKU CUCTEMBI CBEPTHIBAHUS KPOBU M IMMYHHOU CUCTEMBI)

- anmuzennasn (3alIUTa TEHETUYECKOH CaMOCTH WM WHAWBUIYAIBHOCTH 32 CYET
YHHUKaJIbHON MOBEPXHOCTHOW apXUTEKTOHUKH O€JIKa)

YeranoBienune GyHKIUM - camasi TpyAHas 3ajJa4ya B UCCIIEIOBAHUAX, MOCBSIIEHHBIX BIIEPBbHIC
oOHapy>keHHbIM OenkaMm. Takuwe OeTKM YacTO Ha3bIBAIOT “HOBBIMHU, YTO OTHOCHUTCSI TOJBKO K
MMEBIINUMCS IO TOTO 3HAHUSM M HUKOUM 00pa3oM — K MPUPOJE BHISBICHHBIX OCIKOB, TaK KaK 6
Op2eaHuzmMe MO2Ym CUHME3UPOBAMbC MONbKO me OelKu, UHPOpMayus 0 KOMOpbiX 3a10H4CeHd 8
2eHemuyeckom ghonoe.
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TOJIAPHOOCOMBI

HocTrTpancasunoHHass MoaupUKALUA

CuHTe3upoBaHHbIe O€JKU IOCHe BbIXOAA C PHUOOCOM Ul NPAaBUIBHOTO (DyHKIIMOHMPOBAHHUS
JOJDKHBI YKIIQABIBAThCS B CTAOWJIBHBIE TPEXMEPHBIE CTPYKTYphl M OCTaBaThbCsA TAaKHMMH Ha
NPOTSHKEHUH BCeH (DyHKIIMOHABHOM JKU3HH.
- [lonnep>kanue CTpyKTyphI Oeska OCYIIECTBISIETCS MIalepOHaMH, CIIEIUATbHBIMA
OenKaMu, KaTaTu3UPYIONIMMH YKIAKY TTOJUIETITH/IOB.
-COopka MOTUMPOTENHOB U YKJIa/IKa MYJIbTHOCIIKOBBIX KOMILIEKCOB, TAKKE
OCYIIECTBIISIETCS IATIEPOHAMHU.
-1llanepoHbI CBSA3BIBAIOTCS C THAPOPOOHBIMH YIaCTKAMH HENPABUIIBHO YII0)KEHHBIX
O€JIKOB ¥ IOMOTal0T MM CBEPHYTHCS M IOCTUTHYTh CTa0MJIBHONM HATUBHOM CTPYKTYPHI U,
TEM CaMBbIM, TIPEJIOTBPAIIAIOT UX BKIIOUYEHHE B HEPACTBOPUMBIE M HEPYHKIIMOHATHHbIE
arperarsl.

@OyHKUMS 3ABUCUT OT NPOCTPAHCTBEHHOM KOH(pOpMaun

(YNakoBKHM TOJHIENTHIHOW Iernu) ¢ (OpMUpOBAHMEM IIEHTPA CBS3BIBAHUS WJIM AKTHBHOTO
LeHTpa OEIKOBOI MOJIEKYJIbI, CIIOCOOHON CHEIU(PUYHO CBSA3BIBATHCS C JIUTAHOM I10 IPUHITUITY
CTEXMOMETPUYECKOI'O COOTBETCTBUSI.

Ces3u, cTA0MIU3MPYIOLIUE TPETUYHYIO CTPYKTYPY:

JIeKmpocmamuiecKkue cunbl NPUTSHKEHNS MeX 1y R-rpynnaMu, HecyliMMH IPOTHBOIOJIOKHO
3apsiKEHHbIE HOHOTEHHBIE IPYIIbI (HIOHHBIE CBSI3H);

6000p0OOHbBIE C6A3U MEXTY TIOTSIPHBIMU (TUAPO(MIBHBIME) R-rpynmamu;
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2uopogoonbvie 3aumodeiicmeun MeXLy HeOIIPHBIMU (THUIPooOHBIMU) R-rpynnamuy;
oucynvghuonsie céa3u MKy paJuKaIaMi IByX MOJICKYJI IUCTEHHA. DTH CBSI3M KOBAJICHTHBIC.
OHM MOBBIIAIOT CTAOMIBHOCTh TPETUYHOM CTPYKTYpPBI, HO HE BCET/Ia SABJIAIOTCS 0053aTeIbHBIMU
JUIS IPaBWJIBHOTO CKPYYHBAHUS MOJIEKYJbl. B psiae O0enkoB oHM MOTYT BOOOIIE OTCYTCTBOBATb.

TpetuuHas cTpykTypa rnobynapHbix Genkoe
NpejcTasNfseT OPMEHTALMIo B NPOCTPaHCTEE

I'IOHHI'I&I'ITMHHO%““ Hel‘lld' COEEB}KagEﬁ a -Cnupanu, —
~CTPYKTYPBI M Y4acTKK bes I'IEPHOJJ.H"IECKDﬁ CTPYKTYpPbI

(becnopsgounbiit knybok)

WOHHBIE CBAIN

BOAOPOAHBIE CBA3M

q-triup:.na pg-cTpykTypa  BecnopagouHbli knyBox

ANCYNbL(PUAHLIE CBAIN

OuoOpuLIsIpHbIE 0€JIKM UTPAKOT CTPYKTYPHYIO POJb

KOHC'JDPMBLIPIH nonnnNenTUAHbBIX B a-kepaTWHe Unu TPOMOMKMO3MHE CrMpanu
ueneﬁ: OXBaTLIBAIOT BCIO BENKOBYIO Lienb

MNepeBuTbIE NpaBble a-cnvpanu

B koMnnekce oHK Nexar
napannensHo Apyr ApYry U cnerka
3aKpy4eHbl OfiHa BOKpYr APYroi
Tak,

4TO Kaxkaas M3 HWX obpasyer
neByto cynepenupans.

a) - anbdha-cnupans

6) - b -cknaguaTtbIiA NMCT

. BasanmopaeiicTBMe a-cnupanei B , ,
ABoiHGI (a) U TPoliHOH (6) cynepcnnpany Ob6pa3oBaHue Konnarexa in vivo

BHA C TOpPLja CHpani)

O War 1. BuockHTes npo-al-uened n npo-a2-uenei (no
1300 ocTaTKOB B Ka¥4oi) B nponopumn 2:1.

O War 2. THAPOKCHMNIMPOBAHWE HEKOTOPBIX OCTaTKoOE Pro
u Lys.

O War 3. Npucoeauhenne caxapos (GLC-GAL) k
TMAPOKCMIMPOBaHHBIM OCTaTKaM.

O War 4. ObpasoBaHue TprMepa u SS cBA3el Ha ero
KOHLIax.

0O War 5. ObpasoBaHue TPOMHOM CNMpanu B CepegvHe
MPOKOJIIAreHa.

Mopenb TPOMHOW Cynepcnupany KoanareHa
ANA nocnefoBaTeNbHOCTH

(rMWUKMH - NPONWH - MPOMKH)

Tpoxomnares
e

o2 B Kaxcgan uenb BulAeneHa cBoMM

upetoM. OTMeYeHb!
3aBAsblBaloLLVe BOJOPOaHbIE
ceasun H-atomel NH-rpynn rnvyuHa
(crHUM) 1 O-aTomel CO-rpynn
nepeoro NponuHa TPOWKK
Gly-Pro-Pro (kpacHbim)
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Paspen Il. ®PEPMEHTbI

Jlexuus 4. Vicropus pa3Butus yueHus o pepmentax. Poinb pepmentoB B metabonuzme. OcOOEHHOCTH
¢depmenTaTuBHOrO Katanusa. CrnennuyHocTb AeicTBus pepMeHTOB. Pasnuuns (epMeHTHOTO cocTaBa
opraHoB U TkaHeil. M3opepmenTrl. MI3mMeHeHMsI (epMEHTHOTO COCTaBa MPU OHTOreHE3€ U OOJIE3HSX.
HacnencrBeHHble S H3UMONIATHN.

Nekumsa 5. OCHOBbI GpepPMEHTATUBHON KMHETUKWN: 3aBUCMMOCTb CKOPOCTU GpEPMEHTATUBHbIX peaKLmi

OT pa3/nyHbiXx dakTopoB (Temnepatypbl, pH cpeabl, KOHUEHTpauuu cybctpata n depMeHTa).
EAMHULbLI M3MepeHnss aKTUBHOCTU M KoaudecTBa GpepMeHTOB. VM3MeHeHMe aKTMBHOCTM (PpEPMEHTOB
npu 601e3HSX.

NcTtopusa 6MOXMMMM BO MHOTOM UCTOPUS M3ydyeHus depMeHToB. BaH-TenbMoHT (1600 r.),
CnanaHuanu (1783 r.), Kupxrod (1814 r.), ManaccenHa (1871 r.), broxHep (1887 r.) ut.A.

depMeHTbI (3H3UMBI) - 6ONBLLIOI KNacc 6e1KOB KNETOK U TKaHE OpraHM3Ma, BbIMOJHAOLLINX
ponb 6uonornyeckmx KatanmsaTopoB. OHM 06nafaatoT BCEMU PUIMKO-XMMUYECKMMU CBOMCTBAMMU
6enKoB.

TepMUHbI: 3H3MMOIOTUS, SH3UMOAMATHOCTMKA, SH3UMOTEpPaNus.

®epMeHTbl, Kak KaTanmsaTopbl, C OAHOM CTOPOHbl, MMEKT OCHOBHbIE XapaKTEPUCTUKMU

HEOpraHMYeckKMX KaTa/M3aTtopoB, C APYroM, - OTAMYUTESIbHbIE CBOWMCTBA. JTO  BbICOKas
3pPEKTUBHOCTb, cneuudUYHOCTb AENCTBMA W peryampyemocTb. CneayeT OTMeTUTb (GEepPMEHTHI
NPOSIBAAIOT BbICOKYHO 3GGEKTUBHOCTb B HEAOMYCTUMbIX AN HEOpraHMYecKoro Kartasmsatopa
YCJIOBUSX: MPU HAU3KOM TeMnepaType 1 B NPUCYTCTBUMN BObI.

[NaBHble BUAbI creuudruyHOCTN AencTBMS GepMeHToB: abcotoTHasa (oamnH GepMeHT - oauH
cybcTpat) U oTHOcUTEeNbHaA cneundUYHOCTb (06LLMIA YYacTOK CBS3bIBaHMS Y Tpynnbl BEWECTB C
aKTUBHbIM LLEHTPOM ¢depMeHTa, Hanpumep, NenTuaHas cBa3b Y 6e/KOB).

HomeHknatypa u knaccudumkaums GepmMeHToB.

CtpoeHune pepMeHTOB U pacnpeaeneHue B KNeTKax.

MoHAaTUA: xonodpepMeHT, anopepMeHT, KOPaKTop, KOPEPMEHT, KOSH3UM.
CTpoeHMe aKTUBHOIO LLeHTPa: KOHTAKTHbIN Y4aCTOK M KaTaZIMTUYECKUI LEHTP.

Pepsine Trypsine Lysozyme

Cofacteurs enzymatiques

et

Cofactor example
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BapuaHTbl (NpocTeiiune, opraHM3oBaHHble, CTPYKTYPHO-OPraHM30BaHHbIE) U BUONOTMYECKO CMBbIC/
bopMmnpoBaHUA MYSILTUPEPMEHTHBIX CUCTEM.

N30depMeHTbI, NPpUMepbI, onpeaeneHne B 6UONOTMYECKUX XUAKOCTAX U TKAHSAX C AMarHOCTUYECKOM
Lenbo.


http://www.google.ru/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&cad=rja&uact=8&docid=Bi-LlTdG4UxasM&tbnid=fayvtGheYVzaGM:&ved=0CAUQjRw&url=http://physinfo.ulb.ac.be/divers_html/dr_tremblay/cours11/sld012.htm&ei=F_KQU4b7KNDZ4QTWlYD4Bg&psig=AFQjCNFNpmISlaen8kPC_jLLzmxX_LYe-w&ust=1402094470028928

Isoenzymes : lactate déhydrogénase

LDH-1 L

om Heart  Kidney blood cell  Brain Leukocyte Muscle  Liver
e Ee He R
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@dakTopbl, BIUAIOMINE Ha KHHETUKY (pepMeHTaTHBHBIX peakuuii. Koncranta Muxasnuca. Hanbonsiee
NPaKTUYECKOE 3HAYEHUEB KHHETHKE (DEPMEHTATUBHBIX pEaKIMi HMMeeT IpPEeJCTaBICHHE CKOPOCTH

peakmu Kak QyHKIMHA KOHIIEHTpanuii cyoctpara u hepMeHTa.
' 3
Vmax

Vitesse
initiale 1/2
(Vo) Vmax J--—

-

+
substrat (M)

Concentration en

substrat requise

pour la vitesse
1/2 Vmax (Kp)

Jlexnus 6. Mexanusm aeiictBus pepmeHToB. KOMITIIEMEHTapHOCTH CTPYKTYpBI CyOCTpaTa M aKTUBHOTO
neHtpa Qepmenta - cyTh cnenubuyHOCTH JedcTBUS (pepMeHToB. Poib  kKoH(pOpMaIMOHHBIX
u3MeHeHuil mnpu kKaranuze. [lonupyHKimoHanpHbI KaTanus. Ponb kodakTopoB (epMEHTOB B
obOpazoBanuu PEepMEHT-CYOCTPAaTHOTO KOMILIEKCA.

Teopun MexaHu3Ma aencteusa pepmeHToB: duwepa u KowwnaHaa.
3Ha4yeHMe pasHbIX TEOPUI KaTanmsa ansa obbiacHeHUs 3dPEeKTOB B3aUMOAENCTBUA PEPMEHTA

Cc cybcTtpatoM. B ocHOBe Bcex Teopun MexaHusMa AencTBus GEPMEHTOB NeXUT ob6pasoBaHUe
dbepMeHT-cybCTpaTHOro KoMJiekca.
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d)epMeHTbl YCKOPAT pe€aKynun 3a CHET YMEHbLUEHUA SHEPIUN aKTUBaALLlUN.

MocnepoBatenbHas LENb COBbITUI MO M3MEHEHUIO 3HEPTrUMM YKAaAbIBaeTcs B MOCTynaTt
TEOPUM  MPOMEXYTOYHbIX  COEAMHEHWM: CYMMapHOe  W3MEHEHWEe  3SHEepruu  aKTMBaLuMM
nocaeoBaTe/ibHbIX 3TanoB 06pa3oBaHUs GpepMeHT-cy6CTpaTHOro Komnaekca (1- B3anmMopaencTemne B
KOHTaKTOM Yy4acTKe, 2- 3aMblKaHWe CBS3€i, B T.4. KOBAJIEHTHbIX, B KaTa/IMTUHECKOM LEHTpe -



06pa3oBaHME HaMpsXKEHHOrO KOMMJIEKCA, €ro npeobpasoBaHME B KOMIMIEKC (GEPMEHT-MPOAYKT)
HUXE IHEPTMN aKTUBALMMN NPAMON peaKkuunu.

I710T 3PdEKT AOCTUraeTcs WU3MEHEHMEM 3NEKTPOHHOM MJOTHOCTM U TFEOMETPUYECKOM
aedopmMaumen HanpsXKeHHOro KOMMJEeKCa, YTO M CNOCOBCTBYET CHUXKEHUIO aKTMBALMOHHOIO bapbepa
nepexoaHOro COCTOSHUS.

MoHsTHe 0 NoANPYHKLMOHANILHOM U KUC/IOTHO-OCHOBHOM KaTajuse.

Nekuua 7. Perynsums pencteus GbepMeHTOB. MexaHU3Mbl MHIMOMPOBAHWUS U aKTUBMPOBAHUS:
aNnocTeEpUYECKme, docdopunupoaHue-gedpochopuimpoBaHme. MHrmbutopsi depMeHTOB:
obpaTMMble M HeOOpaTUMbIE; KOHKYPEHTHbIE MU HEKOHKYPEHTHbIE, €CTECTBEHHbIE U CUHTETUYECKUE.
®epMeHTbI KaK JIeKapCcTBEHHbIE npenapatbl. IMMo6uan3oBaHHble GepPMEHTHI.
AJLTOCTepHYeCKHiT LeHTP (epMeHTa TpEACTaBiIsieT COOOW MECTO CBS3BIBAHUSI C
pErynsaTOpHBIME  dPQexTopamMu, HMEIIIMMUA HauOoIbllee 3HAYEHHE B MOAJEPKaHUU
METa0OJMUECKOW aKTUBHOCTH KIETKH. AJutoctepumueckoMy 3¢ddekty Hambonee moaBepKeHbBI
(bepMeHTBhI ¢ YeTBEPTUYHOU CTPYKTypo#l (amnoctepudeckue (EepMEHTHI), UMEIOUIe OOJBIIYIO
CKOPOCTh pealii3aiiy BO3JIeHCTBUS 3 dekTopa. M3meHeHHe cTepruecKoil KOHPUTyparuu BCexX
CyOBeIUHUI] MOJEKYNbl ()epMEHTa MPUBOAUT K H3MEHEHHIO KOHGOpMAIMU HX aKTHUBHBIX
LHCHTPOB, B KOHCUHOM CUETC K aKTHUBAIUHW WA I/IHFI/I6I/IpOBaHI/IIO I[CI\/JICTBI/HI q)epMeHTa.
NHrnbuposaHune ob6patnMoe (KOHKYPEHTHOE, HEKOHKYPEHTHOE) U HeobpaTumoe. MpuMepsi.

Competitive Substrate
inhibitor _—
\ Noncompetitive

- T <

3a BpeMs UCMNOb30BaHMS UMMOOUAM30BaHHbIX GEPMEHTOB B Hay4YHOW, NMPOU3BOACTBEHHOMN U
NeyebHOM NpaKTMKe Npeanarasocb HECKObKO Cnoco60B MMMOOBUAM3AUMM OT MEXaHMYECKOro
HaHeceHMs Ha MOBSA3KY A0 BK/AKYEHMS B MOJAMMEPbLI, JIMMNOCOMbI U WHKarMCy/MPOBaHME.
MNocneaHue ABa BapuaHTa UMET pasBUTUE AN GOMUPOBAHUS NEKAPCTBEHHbLIX CPEACTB C
aJlpeCcHOM A0CTaBKOW.



Paspen lll. BBEAEHUE B OBMEH BELLECTB 1 SHEPTUN. BUOXUMUA NMUTAHUA. BUTAMUHbI

Jlekumst 8. OOMeH BemecTB: MUTaHHe, MeTa00IM3M M BbIAeJeHHE MPOAYKTOB MeTabom3Ma. OCHOBHBIE
NHUIIEeBbIe BellecTBa, WX YACTHYHAS B3aHMO3aMEHSIeMOCTb, He3aMeHHMble KOMIOHEHTbI MHIIEBBLIX
BemecTB. IloHsiTHE 0 HEHTPAJBLHBIX U cielMHPUIECKUX MYTAX MeTadoIM3Ma.

O. B. B )UBOM OpraHu3Me — CJIOXHBI MHOTOKOMITOHEHTHBIN MpPOIEcC sl MOAAepKaHUs KU3HHU,
COCTOSIIMI M3 OCHOBHEIX JTallOB:
- TIOCTYIUICHHE BEIIECTB U3 CPeIbl B OPraHu3M (B pe3yJbTaTe MUTAHUS U JAbIXaHUA), IEpEBAPUBAHHE
cnoxHbIX BemecTB B XKKT u BcackiBaHWE MPOAYKTOB pachaja U TPAHCIIOPT UX K TKAHIM
- TepeMelleHHe M TpPEeBpalleHHe HCXOIHBIX BEIIECTB B COOCTBEHHBIE BEIECTBA TKaHEH
(TpOMEXXyTOYHBII 0OMEH)
- 00pazoBaHue KOHEUHBIX MPOAYKTOB OOMEHa U BBIJEIICHUE X U3 OpraHu3Ma

IMocTtyniieHue BellecTB B OPraHU3M M BblleJieHHEe NMPOAYKTOB MeTa00/JM3Ma B COBOKYNHOCTH
COCTABJISIIOT 00MeH BellleCTBAaMHU Me:K1y BHEIIHel cpe1oii U OpPraHu3MoM

Poub kaxxaoro u3 3TanoB

I — IlocTyniieHue NUTAT. B-B M UX Je3HHTerpauus

a) 3amuTa renetud. HAMBUAyanbHOCTH OpraHu3Ma

0) yImpolieHue CTpyKTypbl 9K30T€HHBIX B-B JJIS1 BKIIOUEHHS UX B IPOMEXKYT. OOMEH
I 1 - IIpome:xxyTouHbIil 00MeH (MeTa00JIM3M)

a) obecrieunBaeT 0OOMEH MEX/1y OpraHU3MOM M BHEIIIHEH cpesioil BeliecTBaMu U SHeprueit

0) obecrieunBaeT poct, OOHOBIIEHUE TKaHEH, CaMOBOCIIPOU3BEACHUE U JIp. )KU3HEHHbIE D.
I11-O0pa3oBanne KOHEYHBIX NPOAYKTOB H X BbIBeICHHE

a) BbIBEJICHHE U30bITKA pauKaioB, COETMHEHHH, CIIOCOOHBIX BhI3BAaTh TOKCUYECKUH dPPEKT

Oprasau3sM B3pOCIIOTO 37J0POBOTO YEJIOBEKA HAXOAUTCS B CTAITAOHAPHOM COCTOSTHUH,

T. €. €r0 Macca COXpaHSETCS MOCTOSHHOW. JTO 3HAUMT, YTO Macca MOTPeONIsieMbIX BEUIECTB paBHA
Macce BBIICTSEMBIX 3a TO e Bpems BerecTB. OOmas Macca OPraHMYECKUX BEIIECTB B TEJIC YeIOBeKa
COCTABJISIET OKOJIO 25 KT (0O0JIbIlIe TIOJIOBUHBI M3 HUX MPUXOIUTCS Ha OCJIKH).

ExxenneBHOE TOTpeOICHIE OPraHUIECKUX BEIIECTB C MUIIEH paBHO mpuMepHO 0,6 KT; CIIeI0BaTEBHO,
YeJIOBEK MOTPEOISET Ty e MACCy OPraHMUECKUX BEIIECTB, UTO UMEETCS B €ro Tele, 3a 40-50 mHeil.

CxeMa KaTa6011M3Ma OCHOBHbIX NMULLLEBbIX BELLECTB - YIIEBOA0B, XXUPOB, 6€/1IKOB
(amMuHOKMCNOT). CBA3b MEXAY 06MEHHbIMM NYTAMM KaTa60/1IM3Ma U LLenu nepeHoca
NPOTOHOB U 3JIEKTPOHOB. COOTHOLLEHME NOHATUM 3HEepreTMyeckoro obmeHa, 6uonormyeckoro
OKUCJIEHUS U TKAHEBOro AbIXaHUA.

B meTabonmsme (BKﬂI-O‘-IaFI obmeH 3Heprvwl BblAENAOT ABa B3aMMOCBA3aHHbIX, HO

O3V “f’m&mﬂ?ﬂm -

: ABHOEC

HHEKOB C c0/1IeHUEeMB b1
JuepreTHuecKINIA@IO T U CBOGOHHOﬁ 3HepI‘I/II/I

Buojgornyeckoe okucjicHue
TkaneBoe AbIXaHHE



COBOKYMHOCTb BCEX NPOLECCOB NOTPEBIEHMS KMBLIM OPraHM3MOM U3 OKPYXKatoLwen cpeapl
BELLECTB U SHEPTUUN U BblAENIEHNE SKBUBANIEHTHOIO KOJINYECTBA SHEPTMN U BELLLECTB B Cpeay
Ha3blBaeTcs 06MeHOM BelllecCmB U 3Hepruu.

buonoruyeckoe okucieHue - 3To NPoLEecc AerMapupoBaHns cybcTpaTa C MOMOLLbHO
NPOMEXKYTOUYHbIX NEPEHOCYMKOB BOAOPOAA U €ro KOHEYHOro aKuenTopa.

Pacnap, opraHM4YeCcKuX BELLECTB B XKMBbIX TKAHAX, COMPOBOXAAKOLWMIACA NOTpebAEHNEM
KMCIOPOAa U BblAENEHMEM ANOKCMAA YINePOAa, Ha3biBAtOT MKAHEBbLIM AbIXAHUEM.

Y 3e/1eHbIX pacTEHMI 3HEPTMA NOCTYNaeT B OPraHM3M U yNaBAMBAETCS B BUAE KBAHTOB CBETa.
Takune opraHM3Mbl CO3/1aK0T OPraHMYECKUE BELLLECTBA M3 HEOPraHUYECKMX NyTeM CUHTE3a U
HasblBalOTCs adymompogamu. [lpyrue HyXXaarTca B yXKe roTOBbIX OPraHMYeCKUX BELLLECTBAX U
Ha3bIBaKOTCS remepompodamu. IHEPrMa B HUX NOCTyNaeT B BUAE SHEPTUN XUMUYECKUX CBA3EN
OpraHn4ecKmx BewecTs Nuwm. Mexay aytotpodpamm u retepotpodamu CyLLLeCcTBYET TeCHas CBSA3b.
AyToTpodbl B X10poniacTax BocctaHaBanatoT CO; B C/IOXKHbIE OpraHMYecKne CoeMHEHNS C
MCMNOJIb30BaHUEM BOJibl U C BbICBOOOXKAEHNEM Kucopoaa. CnoXHble opraHMyYeckme coeiMHeEHNS
B retepotpodax npespaLlatoTcsa B NPOCTble, NONafaloT B KPOBb U B KNETKM TKaHel. B
MUTOXOHAPUAX OHW PaCLLENNAIOTCS B LUMKIe Kpebca 1 OKUCNSAITCA B AbIXaTe/IbHOM LIEMNOYKe
(TKaHeBOe [bIXaHWE) MPU y4acTUe KMcaopoa, NoCcTynMBLIEro Npu ApixaHuu. B pesynbrate
obpasyeTcs aHeprus, Kotopas 3anacaetca B Buae ATO. B umkne Kpebca Takke obpasyetca CO,, a
B AblXaTe/IbHOM LLenoYyku - Boga. Boga n CO,, BblaeNeHHble YKMBOTHbIMU, UCNONb3YHOTCS
pacteHnsaMu ang obpasoBaHMA OpraHMYECKMX BELLECTB B npoLlecce GoToCHHTE3A.

Kama6oau3sm - depMeHTaTUBHbIN NPOLLECC PACLLENIEHNS OPraHNUYEeCKUX MoNeKyN (6enKos,
HYKJIEMHOBbIX KUCJIOT, YKMPOB, YI/IEBOJ0B) A0 KOHEYHbIX NpoAyKToB: CO,, H,O 1 MOYEBMHBI.
PeakumMu KaTabo/IM3Ma CONPOBOXAAOTCA BblAe/IEHUEM SHEPTUN (IK33ProHUYeCKUe peakLuu).
AHa601u3M - GepMeHTaTUBHbIE BMOCUHTETUYECKME MPOLLECCHI, B KOTOPbIX MPOCTbIE MOJIEKYbI
COeaMHAKTCA B C/I0XKHbIe, HEOOX0AMMblE ANs opraHn3Ma. B aHaboanyeckmnx peakymax
NCMONb3YETCS SIHEPTUS, OCBOBOXKAAOLLAACA NPU KaTabosiM3Me (3HAIPOHUYECKUE pedKLuu).
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Limkn Kpebca npotekaeT B MUTOXOHAPUSX U COCTOUT U3 8 peakLuii.

Ero posb: 1. aHepretuyeckas (B Hem obpasyetca 12 monekyn AT®); 2. B HEM cxoaATca Bce
MeTabonnyeckme nyTn opraHnsma (06MeH yrneBoaoB, XX1MpoB, 6enKkoB); 3. B pesysibTaTe paboThbl
LMK1a NPOUCXOAUT B3aMMONpeBpaLleHne BelllecT (yrneBo/bl NPEBPALLLAOTCS B XXMPbl, 6ENKN B
yrneBojbl).

B 3, 4, 8 peakuusx obpasyetca no 3 Mmosiekybl ATO, B 6-i1 peakumu -2 MoneKkyabl ATO, a B
5-1 peakumu -1 Mmonekyna AT®. B 3, 4, 6, 8 peakunsax AT® obpasyeTtcsa B npoLecce
okucantTenbHoro pochopmnnmpoBaHus, a B 5 - B npoLecce cyoctpatHoro ¢pochopuampoBaHms.

Auetnn-KoA + okcanoauetar
J 1 uurparcunrasa
uuTpaT
J 2
LUNC-aKOHUTAT
d 2 akonurasa
nsoumTtpar
HAL'— | 3 usouurpargerngporenasa HAGH2-LIMN3 + 3 AT®
a-Ketornyrtapar
HA,U,J'% \l, 4 a-KeTornytapartaermaporeHasHbliin komnaekce + HAQH,—UMD + 3 ATO
CYKUMHUN-KOA
\l, 5 cyKumHatcuHTeTasa+ 1 AT®
CYKUMHAT
DAL= | 6 cykumnatgernaporeqasa HAIH2—LMD + 2 AT®
dyMapart
\L 7 dymapasa
Manat
HAL'— | 8 manaraerngporenasa HAQH2-LM3 + 3 AT®
okcanoauertat + auetna-KoA

Linkn Kpebca paboTaeT ¢ onpeaeneHHOM CKOPOCTbO, KOTOpas 3aBUCUT OT NoTpebHoCTeN
K/IETKM B 3HEPrumn, T.e. B Mosekysax AT®. CKopoCTb perympyeTcs KOHLEeHTpauuen
OKcaJioaleTaTa, akTMBHOCTbIO UMTpaT-cuMHTa3bl u HAl-3aBUCMMOWM M3ouMUTpaTAErMaporeHassbl.
ANnocTepUYECKMM MHTMOUTOPOM UUTpaT-cUHTa3bl aABaseTcs ATO. MNpu yBeanyeHum ero
KOHLEHTpauUum yMeHbLuaeTcsl 0bpa3oBaHue ymtpara.

OcHOBHOW perynatopHblt depmeHT umknaa Kpebca - annoctepmuyeckmnn pepment HA-
3aBUCUMas U3ouuTpaTaerngporeHasa. Ero aktmeatop - AQ®, nHrmbutop - ATO.

OcHoBHOM cy6eTpaT umkna Kpebca - 31o auetnn-KoA, KoTopblit MOXeET 06pa30BbIBaTLCS BO
MHOTIMX KaTabo/IM4eCcKMX NpoLeccax opraHn3Ma — OKMCAEHUM TIHOKO3bl, BbICLUMX XXUPHbIX KUC/IOT,
0enKoB.

Lnkn Kpebca nocrtaBnseTt npoToHbl Bogopoaa vyepes HAL- u ®Al-3aBUCHMMbIe
AernaporeHassl B Lenb AbiXxaTebHbiX GEepMEHTOB, B KOTOPOM B pe3y/ibTaTte 3TOro obpasyrorcs
Monekyabl ATO. Takas cBsA3b ocyllecTBAseTca B 3, 4, 6, U 8 peakuusx.



JNlekums 9. BUTaMMUHBI: UICTOPUSA OTKPLITUA U M3ydeHus. PYHKLMM BUTAMMHOB, UX yyacTue B
MeTaboanyecKmx npoueccax. AJIMMeHTapHble M BTOPUYHBbIE aBUTaMMHO3bI. TMno- u
rmnepeuTaMnHo3sbl. MoHATUE 06 aHTMBUTaMUHAX M MEXaHU3M UX AencTBus. Buoxmmmnueckas
XapaKTepuUCTMKa naToreHesa paxura.

Hayano nsyyeHns BUTAaMUHOB ObINI0 NOJIOXKEHO PYCCKMM BpayvoM H. U. JlyHUHbIM,
KoTopbIl elle B 1888 r. yctaHOBMA, 4TO A1 HOPMAJIBHOIO POCTa U Pa3BUTUSA YKUBOTHOIO
opraHusma, Kpome 6e/IKOB, XXMPOB, YINEBOA0B, BOAbl U MUHEPAJIbHbIX BELWLECTB, HEOOXOAUMbI
elle Kakme-To, NMoKa HeM3BeCTHbIE HayKe BELLECTBA, OTCYTCTBME KOTOPbIX NPUBOAUT OPraHM3M K
rmbenn.

B 1912 r. nonbckmit Bpad n 6uoxmmMmnk K. OyHK BblAEANA U3 PUCOBLIX OTPYOEN BeLLLECTBO,
n3sieunBaloLLLee napaamy rosybein, NMTaBLLIMXCS TOILKO NOJIMPOBAHHbLIM pucoM (6epu-6epu -
TaK Ha3blBa/u 3TO 3aboneBaHue y itogen ctpaH Koro-BoctouHom Asum, rae HacesieHUe nNUTaeTcs
NPENMYILLLECTBEHHO OHUM PUCOM). XUMUYECKUI aHaIU3 BblaesieHHOoro K. ®yHKOM BellecTBa
NMOHWMaJI, YTO B €70 COCTaB BXOAMUT a30T. OTKpbITOe UM BellecTBO PyHKHa3Ban BUTaMUHOM (OT
cnoB “BUTA” - XM3Hb 1 “aMnK” - cogepxkawmit a3or). MpaBaa, NOTOM 0Ka3anoCh, YTO He Bce
BUTaMUHbI COEPXKaT a30T, HO CTapoe Ha3BaHMe 3TUX BELLECTB OCTaI0Ch.

B HalM AHM NPUHATO 0603HAYaTb BUTAMUHbI UX XMMUYECKUMWN HAa3BaHUAMU: PETUHOA, TMAMUH,
acKopbuHoBas KMCNoTa, HUKOTUHaMMA, — COOTBETCTBEHHO A, B, C, PP.

MpuBbIYHbIE HAM BYKBEHHblE 0603Ha4YeHMs - 3TO AaHb TPAAULUN.

BuTaMUHbI gensatcs na BOAOPaCTBOPUMbIE, Y KMPOPACTBOPMMbIE U BUTaAMUHOMOA06HbIE
coeinHeHNS. Mo XMMUYECKOMY CTPOEHUIO N GU3UKO-XMMNYECKUM CBOIMCTBAM (B YaCTHOCTU, MO
pPacTBOPUMOCTU) UX AENAT Ha 2 Fpynnbl.

PHTAMHHBLI
BonopacTROopHMEIE SKHPOPacTEOPHMBIE
C B A D
acKOpPGHHOR as51 B; THaMHH PeTHHOI KankIHepon
KHCIIOTa B, pHOodnapHH

Bs; MHPHI0OKCHH

B ITHaHEOD AnanMeH

A. BopgopactBopuMble

ButamuH B1 (TMaMuH)

ButamMuH B2 (pubodnaBuH)

ButamMuH PP (HUKOTMHOBAs KMCIOTa, HUKOTMHAMMU, BUTaMUH B3)
MaHTOoTEHOBAas Kncnota (BUTaMuH B5)
ButamMuH Bé (MMpmnaoKcuH)

BuoTtuH (BuTaMuH H)

donmesas kucnota (BUuTaMuH Be, B9)
ButamuH B12 (ko6anamMuH)

ButamuH C (ackopbrnHOBas K1caoTa)
ButamMuH P (6uodnaBoHomAapI)

b. XXupopacrsopumbie

ButaMuH A (petuHon)

ButamuH D (xonekanbumdepon)

ButamuH E (Tokodepon)

ButamMuH K (punnoxmHoH)

ButamMuH F (MoAnHEHAChIWEHHbIE YXUPHbIE KMCNOTbI)



MoHAaTuA:
ABUTaMMHO3bI
f'MnoBUTaMUHO3bI
f'MnepBUTaMUHO3bI



Pasgen IV. BUOSHEPTETUKA
Nekuyusa 10. AernppupoBaHue cy6bCcTpaToB U OKUCIEHME BOAOPOAA KaK UCTOYHUK SHEPIUU AN51 CUHTE3a
AT®. CTpyKTypHas opraHu3aums Lenm nepeHoca NpoToHOB U 3JIEKTPOHOB. XMMMUYECKasa npupoaa
HAL, ®ALl, yGUXMHOHA, LUTOXPOMOB

B »>XMBbIX OpraHM3Max ecTb rpynna BeLWecTB, Npu rmaposin3e KoTopbix Bblaensercs 6onbluoe
KOIMYECTBO 3HEPrum, 6onee 5 Kkan/Mosb. Takme coegMHEeHUs Ha3bIBalOT MAKPO3PIrUYeCKUMU.
MaKpOo3prnyeckyto CBsidb B COeMHEHNSIX 0603HAYalOT CUMBOJIOM ~. K HUM oTHOCATCS: pocPOoeHONNNPYBT,
KpeatnHbocdat, ATO, ALD u ap.

ATO - apeHo3nHTpudocdaTt, Moaekyna, boratas sHeEpruen, T.K. COAEPXKUT ABE MaKpPO3pruyeckmne
CBA3MN.

(popmyna AT®D)

AT® obpa3syetca ns3 AP 3a cyet nepeHoca pochaTHOro ocraTka oT APYrMx MakposproB. Beigensor
JBa NyTU BHYTPUKAEToYHOro noaydeHns ATO (pocdopuampoBanus):

CybcmpmHoe pocdopuupoBaHue — HENOCPEACTBEHHbIN cMHTE3 AT® B X04€ XMMUYECKOro
npeBpaweHuns, obecneymBaemMbln 61arogaps KOHTaKTy C ApYrMM Makpo3proM. MNpumep: obpasoBaHme
AT® B NMpyBaTKMHA3HOM peakuuu rmMKoamsa (3aecb posb Makpospra BbinoHaeT pochoeHoAnmMpyBsar).

OKucaumeibHoe ¢pochopuaupoBaHUE — CNOXKHENLUIN Npouecc cuHTe3a AT® B pe3yabTaTe TKAHEBOrO
ObIXaHMS B MUTOXOHAPUSIX.

Uukn ATO-AQD

BblAeneHMe 3Heprum: Ncnonb3oBaHue Heprum:
OoKucseHue - ATO - ONOCMHTE3 MONIEKY,
yrn1eBoos, COKpallleHMe MbiLL,

YKUPOB, aKTMBHbIN TPaHCMOPT,
6enkos &« ANO+P; « NPoAyKuus Tenna

[N BO3HMKHOBEHUS OKMUC/IUTENIbHO-BOCCTAHOBUTE/ILHOTO MpoLLecca HEOBX0AMMO HaMune AByX
BELLLECTB - AOHOPA U aKL,eNTopa 3/IEKTPOHOB. BObLLIMHCTBO peakumin 6Uo10ru4ecKkoro oKuc/ieHus
NpoTEKaET NyTEM AErnapupoBaHus. BelecTBa, OKUCAAIOWMECS B TKAHAX, AerMapupyoTcs (OTWenNsoT
BOZLOPO/1) MPY Y4acTUM crnelmabHbIX GEPMEHTOB - AermaporeHas. OTWeNMBLLMIACS BOAOPOS,
NPUCOEAUHSAETCA K TOMY UAM MHOMY aKLENTOPY, KOTOPbIA MPU 3TOM BOCCTaHaBAMBAETCA. TaKMM 06pasoMm,
OJIHOBPEMEHHO NPOTEKAIOT ABa NpoLecca: cybcTpaT OKMCASEeTCs, a ApYroe BELECTBO BOCCTaHAB/IMBAETCS.
Ecnn KOHEYHbIM aKLENTOPOM SIBASIETCS KMCNOPOS, U 06pasyeTcs Boda, TO FTOBOPSAT O MKAHEBOM JAbIXaHUU.

MumoxoHapuu - 3To opraHe bl a3PO6HbIX KNETOK, NPeACTaBASIOLIME NANOYKOBUAHbIE
06paszoBaHus 2-3 MKM B AJIMHY N OKOJIO 1 MKM B LUMPUHY. MUTOXOHAPUN UMEIDT ABE MEMOPaHbI.
Hapy)xHas MeMbpaHa - r1lagkas, oTrpaHU4MBatoLLLas opraHenay oT LMTO304, BbIMOJIHSAET
pa3aenurenbHyo GyHKLMIO. BHYTpeHHAS MeMbpaHa 06pa3yeT MHOrOYUCAEHHbIE BbINAYMBAHMUSA — KPUCTDI,
YBEJIMYMBAIOLLIME NNOLWAAb €€ MOBEPXHOCTU, YTO HEMANOBAXKHO /151 MPOLLECCOB TKaHEBOTO AbIXxaHus. Ha
BHYTPeHHEeN MeMbpaHe PUKCUpOBaHbl pepMeHTbI AbiXaTesibHOM Lenu, ATO-cuHTeTaza n gp. Mexay
MeMOpaHaMM Haxo4MTCs MeXXxMeMbpaHHOe NPOCTPaHCTBO, UrpatoLLLee KAKYEBYHO POJb B NpoLecce
XEMUOCMOTUYECKOro cuHTe3a AT®. MpocTpaHCTBO, OTFPAHMYEHHOE BHYTPEHHEN MeMbOpPaHOM 3an0JIHEHO
MaTPUKCOM - KOJIIOUAHBIM BELLLECTBOM, COZIEPXKaLLMM BONbLLOE KOMYECTBO 6esika (a0 50%). B maTpukce
NPOTEKalT BayKHEMLINE MPOLLECCHl OKUCNEHUSA: LUTPATHbIN UMK, B-OKUCIEHME, OKUCNEHNE NMpYyBaTa U
copepatcsa GepMeHTbl Ha3BaHHbIX NPOLLECCOB.

MeM6paHbl MUTOXOHAPUIN 001aAak0T U3bUpaTENBHOM NPOHULLAEMOCTbLIO AJ19 HEKOTOPbIX CYOGCTPaTOB,
BaXKHEMLLMMMU U3 KOTOPbIX, 6e3ycioBHO, ABageTcs napa ATO-AN®. Kaxxaoe 13 BellLecTB 3TOM Napbl MOXET
NMPOHMKaTb CKBO3b MEMOPaHbI MUTOXOHAPUI TOIbKO B OHOM HanpaBaeHuu: AP BHyTpb MUTOXOHAPUN, a
ATO - Hapyxy.



Llenb nepeHoca anekmpoHos (LIMN3, abixaTenbHas uenb) BKAYaeT 15 KOMNOHEHTOB.
MocnepoBaTe/IbHOCTb OCHOBHbIX KOMIMOHEHTOB 3TOM LEeNU NpMBEAEHbI H/XKE:

S = HAL" = HALH (H') » ®AL" (PMH') >PALH,; (PMHH,) »KoQ" -KoQH, =b =

—c = ¢;~aa; 2>1/20, >0 —H,0

B Tpex Toukax L[13 BO3MOXXHO BblAeNEeHMNE SHEPTUM, AOCTATOYHOE A5 CMHTE3a Mosiekyn ATO: mexay
HAL 1 dnaBonpoTen oM, MeXxay UMTOXpoMamm b 1 ¢; 1 Mexxay LMTOXPOMOKCUAA30/M U MOJIEKYNISPHBIM
KMCJ0POLAOM.

DHeprus ocBoboXaaeTcs B npouecce GepMeHTaTUBHOIO OKUCAEHMS CYDBCTPaTOB cneumPpruyeckumm
AernaporeHasamu. B peakuusix geruapupoBaHus (OTLeneHNs BoA0POAa OT cybcTpaTa) 3/1IEKTPOHbI U
NPOTOHbI NEPEXOAAT OT OPraHUYECKUX BellLecTB Ha KodpepmeHTbl HALl- u ®AJl-3aBUCUMBIX AermaporeHas.
DNEeKTPOHbI, 06nagatoLme BbICOKMM SHEPreTMYeCKMM MOTEHLMANOM, NepeaatoTcsl OT BOCCTAaHOBAEHHbIX
kopepmeHToB HAIOH n ®AH, K Kucnopoay 4epes Lienb NEPEHOCHMKOB. DNEKTPOHbLI, NocTynatouue B LIM3,
Nno Mepe MX NPOABUXKEHNS OT OAHOIO NEPEHOCUNKA K APYroMy TepsItoT CBOBOAHYIO SHEPTUIO.
3HauMTenbHas YyacTb 3TOM 3Heprum 3anacaetcs B dopme AT, a yacTb paccemBaeTcs B BUAe Tena.

MNepBUYHbIE aKLLENTOPbl BOAOPOAA OKNCINTENBHO-BOCCTAaHOBUTE/NbHbIX PeaKLUUiM OTHOCATCA K ABYM
TUMNaMm AermaporeHas: HUKOTMHaMUA3aBUCUMBIX U GNaBUH3AaBUCUMBIX.

HukomuHamugsasucuMmsle gerugporeHasbl COAep)KaT B KayecTBe KopepmeHToB HAJH" -
npoun3BoHoe BMTaMuHa PP. Cybctpathl HALl-3aBMCUMBbIX AeruaporeHas HaxoaaTcs B MaTpUKce
MUTOXOHAPUN N uuTo3ose. Paboyel 4acTbto HUKOTUHAMUAHbIX KODEPMEHTOB C/Y>XUT HUKOTUHAMMA,
HAL', npucoeanHsAS NPOTOHbI U 3/IEKTPOHbI OT Pa3/IMYHbIX CY6CTPATOB, CYXKWUT rNaBHbIM
pacnpenenmteneM sHeprum n aaekTpoHos ans LIa.

®aBuUHOBbIE AeruaporeHasbl COAepXKaT B Kadectse KopepmeHoB ALl nam ®MH. OHmn o6pasytoTcs B
opraHmsMme mns BUTaMmHa B,. bonblumHcTtBo GA/l-3aBUCUMbIX AErMApPOreHas JIOKaJIM30BaHbl B

Kopepmenm HAJl (HUKomuHamMugaaeHo3UuHAUHyKAeomu ) aBAseTcs ANHYKNEOTUAO0M, B KOTOPOM
MOHOHYKJIEOTU bl CBA3aHbl MeXy coboil Yepes ocTaTkmn pochOopHOIM KNCNoTbl. B coctaB ogHOro BXoamT
BUTaMuH PP, B apyron - AM®. CnocobHocTb HAJl nepeHocuTb BOAOPO, CBSI3aHa C HAa/IMYMEM B CTPYKTYpe
aMnaa HUKOTUHOBOM KUCOTbI.

(dpopmyna HAL)

MupuauH3aBucumMble aerugporeHasbl ABAATCA NEPBUYHBIMM aKLLENTOPaMM AbIXaTeIbHOM LEMNM, OHU
oTWEeNNAT oT cybeTpaTta 2H, nepexoas B BoccTaHOBAEHHYO dopMy (HAL'H) u nepepatot ux Ha
dnaBmHOBbIE AernaporeHassl no LM3. B npouecce BocctaHoBAeHMA HALL NnpuHMMaAET 2 SN1EeKTPOHA U OAMH
npoToH. CBo6oAHbIN MOH H* ocTaeTca B cpepe.

BakHeMLwmnMmM cybcTpaTtaMmn NMPUANH3ABUCUMbIX AErMAPOreHas aBastTCs: N3oUUTpaT, a-
KeTornyTapaT, Manar, rmapokcnaunn-KoA, ranuepondocdat mn gp.

®naBuH3aBUCUMbIE AeruporeHasbl SBAATCA caepyowmmu, nocne HALL-3aBMCUMBbIX gernaporeHas,
B LIM3 coeanHeHnamm. ®naBMHOBbLIE AernaporeHasbl coep»aTt B KadecTBe kopepmeHToB OA/]
(bnaBuHageHMHanHYKNeoTna) nnm ®MH (pnraBMHMOHOHYKIEOTM ). OHM 06pa3yroTCa B OpraHusMe 13
BMTaMWHa B, (pnbodnaBuHa). bonbwmHcTBo PAJl-3aBUCUMBIX AErMAPOreHas 10KaIM30BaHbl B MaTpUKCe
MUTOoXoHApun. ®AL u ®MH o4eHb NPoYHO, B oTanume ot HAJL, npucoeiuHEHbI K GepPMEHTY.

(dpopmyna ®AL)

AKTUBHas YacTtb Mosiekynbl QAL nan ®MH MoXeT npMcoeaAnHATL iBa aTOMa BOA0POAa, T.e. ABa
3/1IEKTPOHA 1 ABa NPOTOoHa.

BocctraHoBneHHas ¢opMa nepegaeT C NOMOLLbIO XXene3ocepHoro 6esika nepeaeT ABa 3/1eKTPoHa U
JBa nNpoToHa Ha KoQ.

BaxkHewmnmm cybctpatamMm GpnaBMH3aBUCMMbIX AierMAaporeHas aBAaoTCA: CYKUMHAT, FnLepon-3-
docdat, KoA-nponsBogHoe XXUPHOM KNCNOTbI.



Y6UXUHOH uiu KoQ - BUTaMMHONOA406HOE cCoeAUHEHME, UTPAET POJIb MPOMEXYTOYHOIO
nepeHoCcUYMKa NPOTOHOB M 31EKTPOHOB. B LIM3 oH pacnonaraetca mexay ¢/1aBMHOBbIMU AernaporeHasamu
N CUCTEMOWN LIUTOXPOMOB. YOUXMHOH MOXKET CYLLLECTBOBAaTb KaK B OKMC/IEHHOM, TaK U B BOCCTAaHOBJIEHHOM
dopmax.

(dpopmyna ybuxmHoHa)

MNepeHoc anekTpoHoB oT KOQH, Ha KMC/I0po., OCYLECTBASIET cUucmemda LlumoxpomMoB. OHa COCTOUT U3
psifia reMcoaeprKalmx 6enkos: b, ¢, ¢;, aas;. B xoae nepeHoca 3/1eKTPOHOB YKENE30 B LIMTOXPOMaX MeHsleT
BaneHTHocTb (Fe? & Fe*'). Llutoxpomsl b, ¢ 1 ¢, - NpOMeXyToUHble NepPeHOCUYMKM SEKTPOHOB, aas
(LMTOXPOMOKCKa3a) — KOHEYHbIN AbIXaTeNbHbIN GEPMEHT, NPEAAIOLMIA SNEKTPOHbI Ha KUCI0pOoa,
“AKTUBHBIN"” K1copoa, NpucoegmMHAET ABa NPOTOHA U3 OKPYXXatoLLLen cpeabl u obpa3yeTcs MoJieKyaa
BO/ibl.

(dpopmyna uutoxpomos)

Nekums 11. OkucautensHoe pochopunmupoBanHme, koapdpuumnent P/O. Itanbl NpoayKLUU
MaKpO3pros B Lenu AbixaTeNbHbIX GepMeHTOB. Peryasumusa nepeHoca 3/1IeKTPOHOB MO Lienu
AblXaTeNbHbiX pepMeHTOB. Pa3o6LieHne TKaHEBOTo AbIXaHUSA U OKUCIUTENIbHOTO
dochopunupoBaHus. HapyleHus sHepreTM4ecKoro o6MeHa U rMnoKCUYecKue CoCTOAHUA.

OkucnautenbHoe ¢pocdopunmpoBaHue - cmHTes ATO 13 ageHosnHanpochara m
HeopraHmyeckoro ¢ocdaTta, oCyWEeCTBASIOWMINCS B XKMBbIX KJIE€TKax, bnarogaps sHeprum,
BblAENSOLLENCSA NPU OKUC/IEHUWN OPT. BELLECTB B NMPOoLLecce KAETOYHOro AbIXaHus.

3mMo cnoxxHenwmnm npouecc cuHTesa ATO B pesynbTaTe TKAHEBOIO [bIXaHUS B
MUTOXoHApPMAX. COrlacHO XEMMOCMOTMYECKON Teopnn Mut4yenna, aplxaHue u
dochopnnnpoBaHue cBA3aHbl MEXIY COO0OMN Yepes INEKTPOXUMUYECKNI NOTEHLMAN MOHOB
BOAOPOAA Ha MeMBpaHe MUTOXOHAPUIN. 2 3/IEKTPOHA, ABUrasiCb Yepes NepeHOCHUKH
AblXaTeNbHOW Lenu, 3aXBaTbIBalOT M NEPEHOCAT U3 MaTPUKCa B MeXXMeMOBpaHHOE NPOCTPaHCTBO 6
NPOTOHOB BogopoAa. [pu 3TOM Hapy»Has MOBEPXHOCTb MeMOpPaHbI 3apsXKaeTCs NOJIOKUTESILHO,
a BHYTPEHHSAA - oTpuuaTesibHo. T.e. 04HOBPEMEHHO CO34a€EeTCA PA3HOCTb NOTEHLMANO0B U
pa3HULLA KOHLUEHTpaLU MM NPOTOHOB BOAOPOAA.

3aTeM NPOTOHbI BOAOPO/1a BO3BPALLAOTCS B MaTPUKC Yepes CcrneumasbHbii KaHan. 3To
COMpOBOXXAaeTcs BblaesieHneM CBOOOAHOM 3HEPTUN U CUHTE30M ATO.

B M3 BbiaensatoT 3 y4acTka, B KOTOPbIX NEPEHOC 31EKTPOHOB COMPOBOXKAAETCA 60NbLUIMM
CHMXeHUEM cBOOOAHOM 3Heprnun. Ha Kaxkaom 13 3TuUx 3TanoB obpasyeTcs no 1-oi Monekyne
AT®. Bcero B AbIxaTe/lbHOM LENU MOXET 06pa3oBbIBaThCA 3 nan 2 Monekybl ATO. Mepeas
MoJieKyna obpasyetcst Ha aTane mexkay HAIIH n ®ALY, BTopas - Mexay uuToxpomMamu b u ¢y,
TPETbS — MeXAY LMTOXPOMOKCHAA30M aaz U KUCI0POA0M.

OTHoLLEeHne KosindyectBa pocdopHoim KncioTbl (P), ncnosib3oBaHHOM Ha pochopuanpoBaHme
A®, kK atoMy Kuciopoga (O), NornoweHHOro B npouecce AbiXxaHWs, Ha3biBaloT Ko3ppuLueHMom
oKucaumenbHoro ¢ocgopunupoBaHus n o6o3HadvatoT P/O. Ecam gbixatenbHas Lenoyvyka coctTouT
M3 BCEX NepPEeHOCYMKOB, TOo P/O=3, ecin oHa yKopoyeHa 1 HaumHaeTtcsa ¢ ®A/, - P/O =2.
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ConpsixeHue okmcaeHus n GochopnanpoBaHUS B MUTOXOHAPUAX OTIMYAETCA NPOYHOCTLIO:
€C/I HEBO3MOXKEH cuHTe3 AT®D, To NpeKpaLlLLaeTcs 1 NepeHoc 3NeKTPOHOB B LIM3.

3aBUCUMOCTb AbIXaHUS MUTOXOHAPUIN OT KOHUEHTpauun A® Ha3bIBatOT AblIXamesibHbIM
KOHMpoJieM. 3TOT MEXaHM3M peryisaumumn UMeeT odeHb BaXKHOe 3HayeHue. B pesynbtate ero
AEeNCTBUA CKOPOCTb CMHTE3a AT® onpeaenseTcs NOTPeOGHOCTLIO KIETKU B SHEPTUK: NPU
yBeJIMYEHMM pacxoaoBaHusa ATD B KNeTOUYHbIX NpoLeccax (peakuumn cuHTesa, TpaHCNopT MOHOB U
[p.) yBennunBaeTcs KoHueHTpaums AL®. 310 aBTOMATUYECKM BEAET K YCKOPEHUIO [bIXaHUs U
dochopnnnpoBaHus. MOXKHO CKa3aTb, YTO TeMM PaboTbl MUTOXOHAPUAM 3a4aeTcs
dakTnyeckmmu 3atpatamu ATO.

CywiecTByeT psif, IeKapCTBEHHbIX CPEACTB U TOKCUMYECKUX BELLLECTB, KOTOPbIE UHTMOUPYIOT
3Tanbl AbIXaTeAbHOW LEeNU: pOmeHOH U dMuHaA 1-bin 3Tan; dHMUMULUH A - 2-01 3Tan; LUdHUAbl,
OKUCb Yyr/ieposa u cepoBogopos — 3-un stan.

Ona adPpeKTMBHOM peannsaummn BblAeNSEMON NP OKUCAEHNU 3Heprn B AT®, npouecchl
TKaHeBOro AbIXxaHus U ¢ocPopuanpoBaHUsa AOJIKHbI ObITb CBSA3aHbI. [py psae HOpMasbHbIX U
NaToNI0rM4YecKMxX COCTOSSHUN HaboaaeTcs pas3obLieHue 3TUxX npoueccos. MNpn pa3obueHumn
TKaHeBOro AbiXxaHns U $¢ocPopUINPOBAHUS He BCS SHEPTUS, BblAENAIOWANCS NPU OKUCIEHUN,
MCMOoJIb3yeTca Ha cnHTe3 AT®. 3HaunTesibHag ee A0ns TepseTcs B BuAe Tenna. Mpu pasobweHnn
OCyLLEeCTBNISIeTCA CUHTES He 3 Mosekysl ATO, a MeHee. T.e. KoadPpuumeHT P/O npm pasobLueHum
OKUCNEeHMA U GochopUINpPoBaHNS CHUXKAETCS.

Pa3o6LieHne TKaHeBOro AbiXxaHus 1 GochopnanpoBaHUs HabaoaaeTcs Npu BO3AENCTBUN
BELLECTB - pasoblmteneit (npotoHodopos). K TaKnM BeLLLECTBAM MOXKHO OTHECTU:
JAVHUTPOBEH30J1, FTOPMOHbI: TUPOKCUH, TPUMOATUPOHUH, BbICLLME YXMPHbIE KUC/IOTbI 1 Ap. ITU
coeIMHeHMs1 06/1a4atoT CNOCOBGHOCTBLIO MPOHUKATL Yepe3 BHYTPEHHIOD MEMOpPaHY MUTOXOHAPUI
1, NPUCOEAMHSAS NMPOTOH BOAOPOAa U3 MEXXMeMOpPaHHOro NPOCTPaHCTBa, MPOHOCAT ero obpaTHO
B MaTPUKC, MUHY$ CnelmasibHbIi KaHan. 3TO NPUBOAUT K YMEHbLLIEHUIO KOHLLEHTPaL MK NPOTOHOB
BOJOPOAa B MEXXMEMBPAHHOM MPOCTPAHCTBE U CHUXKEHUIO CMHTE3a MoAeKy ATO.

Pa3o6LieHne B HOpMe ABAISETCS BaXKHbIM TEPMOPETrYAATOPHbIM GaKTOPOM: MPU XO0N040BOM
cTpecce 3TO Cnocob6CTBYET COrpeBaHMI0 OpraHM3Ma 3a CcyeT BblAeNeHNs Tena npm OKUCAEHUN.

[unosHepremuyeckue cocmosHUA - NAaTONIOrMYECKNE COCTOSAHMS, CONPOBOXKAAOLMECS
CHWKEHUEM NPOoLLeCCOB MUTOXOHAPMANIbHOIO OKUCIEHMSA U, Ce[0BaTENIbHO, YMEHbLUEHMNEM
TEMMNOB 06Pa30BaHUS MaKPO3PIrMYEeCcKMX coeamnHeHnn (B T.4. n AT®). TmnosHepreTnyeckme
COCTOSIHMS HEN36EXHO NPUBOAAT K AePULNTY SHEPTMM OPraHnU3Ma, YTO HEraTUBHO CKa3blBaeTCs
Ha MeTabo/IM3Me U B TXKEbIX CYHasAX MOXKET 3aKOHUYNTLCS NeTasIbHO.

MpryunHamMm TaKNMX COCTOSAHUI MOXKET ObITb HapyLLEHWE NPOLLECCOB BMOIOrMYECKOro
OKUCIEHMSA HA NHOOOM YpOBHE: rosioAaHne, r’MNOBUTaMUHO3bI, pa3obLeHne, MHIMbupoBaHue



depmeHTOoB LM, runokcun. funokcuu - HapyLLEHUE NMPOLLECCOB a3POOHOro oKMcaeHus. B
3aBUCUMMOCTU OT YPOBHS HapyLLEHMSA STUX NPOLLECCOB BbIAENAOT CAeaytolme BUuabl rTMNOKCUM:
3K30reHHas - BO3HUKAET Npu HeJoCTaTKe KUCI0POda B BO3AyXE; pecnupamopHas - npu
pa3sHOO6pa3HON NATOJIOMMKU BEPXHUX U HXKHUX [bIXaTebHbIX MyTEN, aflbBEONSPHON TKAHU
(06TYypaLust MHOPOAHBLIM TEJIOM, NIPUHIOCNa3M, GPOHXOCMNAa3M, JIero4yHas HeJ0CTaTOYHOCTb U
J1p.); cepie4yHo-cocyaucmas - Npu NaTonornmm cepaevyHo-cocyAINCTomn cucTeMsl (MOPOKM cepaua,
HEe0CTaTOYHOCTb KPOBOOBpaLLEeHUs U Ap.); reMuyecKas - Npu HeaAeKBaTHOM
®YHKUMOHUPOBAHUN KOMIMOHEHTOB KPOBK (aHEMUK, reMOTNI0BUHONATUN, MOBPEXAEHUE
remMornobmHa ApixaTe/ibHbIMM TOKCMHAMU); MKAHEBAS - MPU HapYLLEHUU MUTOXOHAPUANbHOIO
oKucauTenbHoro pochopumpoBaHus (NnopaxkeHne pepmeHToB LM, oTpaBaeHme upaHmMaamu,
CEpoBOAOPOAOM, a3nAaMN 1 Ap.).

BO3MOXHOCTM NPUMEHEHMUS NPenapaToB ¢ MeTab0/IMYecKoi HanpaBAeHHOCTbIO (TPUMeTasnauH)
Npu Ie4EHUU XPOHUYECKOM CepAEYHON HEJ,0CTaTOYHOCT!.

B 90-x rogax XX ctonetms BO3HMK MHTEPEC K NpenapaTtaM, CNocoOHbIM NoAaep>KMBaThb
SHepreTMKy MMOKap4a Ha YpoBHe 06ecrneynBatoLLLEro HaCOCHYO AesTelbHOCTb cepaua.
MNMoao6HbIe NpenapaThbl C aHTUTUMOKCAHTHOM M aHTUOKCUAAHTHOM papMaKoI0rMyecKkom
HanNpaB/IEHHOCTbK OTHOCAT K KOPpPEeKTopaM MeTabosiM3Ma UM LMTONPOTEKTOPaM.

Nekunsa 12. BHeMUTOXOHAPUaNbHOE OKUC/IEHNE KaK MUHOPHbIM NyTb 6MooKucneHus. Kpatkas
XapaKTepuUcTuka ¢pepMeHTaTUBHBLIX U HedepMEHTAaTUBHbIX 3BEHbEB aHTUOKCUAAHTHOM CUCTEMBI

TUNblI OKUCAUTENBbHBIX PEAKLUUIA B OpraHusme
- MuTtoxoHApHanbLHOE OKUCEHUE
- BHeMUTOXOHApUaNbHOE OKUC/IEHUE
- MukpocoManbHoe oKUucieHue
- CB060JHO-paAuKanbHOE OKUCAEHUE

BHEMUTOXOHOPUAJIbHOE OKUCJIEHUE

Ha ero ponto npmuxoantca 5-10% kucnopoga, noctynatolero B opraHusm. ATO Bo

BHEMUTOXOHAPUAJIbHOM OKUC/IEHUU HUKOT A He ob6pasyetcs.

CyLLecTBYHOT 2 TMNA BHEMUTOXOHAPUAJIbHOIO OKUCIEHUS:

. OKUC/NNEHUE OKCUOA3HOIO TUMNA

®epmeHTbl - OKCUOA3DI. Mo cTpoeHuto aBastoTca MeTannodaasonporenHamm. Coaeprkat

MeTasl/ibl C NEPEMEHHOI BaNleHTHOCTbIO - Xeneso(Fe), meab(Cu), MonnbaeH(Mo). Haxoaatcs

OKCMAa3bl B NEPOKCUCOMAX - 0COObIX 0O6pa30BaHUAX SHAOMNIA3MATUYECKOrO PETUKYIIOMA, a

TaK)XXe B Hapy>KHO MeMbpaHe MUToXoHApun. OTHMMaIOT BOAOPOA, OT cybCcTpaTa 1 nepeaarot

SH, Meddl H-Oo| ero Ha Kuciopog, ¢ obpasosaHuem H,0, - nepekuncu

Bogopoaa. Obuias cxema:

g Me$IlH, 05
OKcKnAa3 B KNETKE HEMHOIO, 1 CyGCTPaATOB AJ1S1 HUX TOXKe

Mano. 3Tn pepMeHTbl 0ObIYHO 061a4a0T LLMPOKOM CYyOCTpaTHOM CNELNPUIYHOCTBLIO U

HEBbICOKOM aKTUBHOCTbHO.

1. MOHOAMMHOKCUAA3bI (MAO) - OKMUCAISKOT FOPMOH afipeHa/IMH U HEKOTOPble BUOreHHble

aMUHbI.

2. BMAMUNHOKCUA3bI (IAO) - OKUCASIOT TMCTaMUH U ApYyrne AnaMuHbl U NOJIMAMUHbI.

3. OKCUOA3A L-aMHUHOKUCAOT

4. OKCUOAA3A D-aMUHOKUCNIOT

5. KCAHTUHOKCUA3A - OKUCISIET MYPUHOBbIE a30TUCTbIE OCHOBAHMSA (alIEHWH U T'yaHUH) C

y4yacTMeM BOApbl.

Buonornyeckoe 3Ha4ueHMEe OKUCIEHUSA NO OKCUAA3ZHOMY TUMY.



1. OKUCnatoTCa TPYAHOOKUCASIEMbIE LMKIMYECKME BeLLLeCTBa.

2. bbicTpas nHaktmBauusa BAB - 6M0N0rMYECKM aKTUBHbIX BELLLECTB.

3. O6pasytouascs H,O, okasbiBaeT 6akTepULMAHOE AENCTBUE - pa3pyLUaeT KIeTO4YHbIe
MeMbpaHbl paroymUTUpPOBaHHbIX 6aKTepPUaNbHbIX KNETOK.

Il. OKUCNTIEHUE OKCUTEHA3HOI'O TUIMNA

MpouncxoanT Ha MeMbpaHax 3HA0MN/1a3MaTUYECKOro PETUKYlyMa U BO BHYTPEHHE MeMbpaHe
MUTOXOHAPUN.
®depMeHTbI - OKeureHasbl. OHM aKTUBUPYIOT MOJIEKYY KUC/IOPO/1a, a 3aTEM BHEPSIOT OAMH
WKW ABa aTOMa KMCJI0POia B MOJIEKYJ/TY OKMUC/ISIEMOrO BELLLECTBA.

OKcureHasbl, BKAKOYaoLMe OAUH aTOM KMC/I0POa B OKUCASiEMOE BELLECTBO, Ha3bIBaOTCA
MOHOOKCUreHa3aMMm (rMapoKcuiasamm).

OKcureHasbl, BKAOYaloLLMeE ABa aTOMa KMC/I0POAa B OKUCASiEMOE BELLECTBO, Ha3bIBatOTCA
DUOKCUreHasaMMu.
OKcureHasbl paboTaloT B COCTaBE MYJIbLTUGEPMEHTHOIO KOMIIEKca, BCTpoeHHoro (built-in) B
MeMbpaHy.
MybTUDEPMEHTHBIN KOMIMJIEKC COCTOUT M3 3-X KOMIMOHEHTOB:
1. ®dnaBuHoBble gerngporeHasbl. Coaepxxat PAJl. Hanbonee 0bbIYHbIN CYOCTpaT ANS HUX -
HALOH..
2. XXene3o-cepHblii 6enoK. Coaep>KUT HEreMMHOBOE XeIe30 C MEPEMEHHOM BaIEHTHOCTLHO.
3. LluToXpoMm P,so. Ero cTpoeHme oTiMyaeTcst OT CTPOEHUS LMTOXPOMOB LENm
MUTOXOAPUASIBHOFO OKUCSIEHUSI.

Uutoxpom P 450

L Ll.llfo'np-om CyBerpar (3)
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LuTP450-3aEnciMble MOHOOKCHIEHA3bI Ka'rannanpzl
pacliennedne BellecTE pasHoro Tuna c ydactiem HAODH »
MonekynapHoro kucnopoga (02). Mpwu 3Tom oguH aTom kMcnopoga
NpUCoBAMHAETCA K cyBCTpaTy, a ETOpoil ocBoboKOaeTcA B
cocTaBe MoNekynel Bodkl. B peakunn npuHumMaeT yHacTue
prnaBonpoTe UH, BEBINOMNHAK WHA (PYHKUMK NepeHocYUKa
EOCCTAHOBWTENEHOTO 3KEWEaNeHTa ¢ KopepmenTa HAOMH + H+
Ha coDCTEEHHD MOHOOKCHIEHA3Y, KOTOpAA MepeHOCHT 3MNeKTPOoHEI
Ha MOMNeKyNAPHEIN KHCcNopoL.

MybTUDEPMEHTHBIN KOMMNEKC GOPMUPYET LiEMb NEPEHOCA I/IEKTPOHOB U MPOTOHOB, B KOHLIE
€e MPOUCXOANT aKTUBALMA KMCIOPOAa. AKTUBUPOBAHHbBIN KMCI0POA, MPUCOEAMHSETCS K
AKTUBHOMY LEHTPY LUMTOXPOMaA Pyso, M HA HEFO NEPEHOCATCS 3/IEKTPOHbI, a 3aTEM 3TOT KMC1I0pOS,
BKJIlOMaETCS B MOJIEKY Ny cybcTpaTa.



AKTUBHbIE #OPMbl KUC/TOPOOA AKTUBHbIE $OPMbl KNWC/TOPOOA

- XMMHYeCKHe COEJJMHEHHWA, B COCTaBe KOTOpPbIX I(HEJ'IODOQ A . = - .
HMEEeT I'IDOME)K\‘I'TOHH H E:I'EI'IEHb OKHMCNEeHWA, C BbICOKOMW KACJ-IODO'E" HE0LXOAMMBIN ?DFCH"B JIV ans
peakLMoHHKo#H cnocobHoCTBIO. dryHKUMOHUpOBaHMA LUM3 WM MHOMMX apyrux

peakuWi, ABNSeTCs 04HOBPEMEHHO K

- 3Th coennienns o6pasytoTca: TOKCWYECKUM BELWECTBOM, ECNIN W3 HEro

@) B MOHOOKCMTEHaZHbIX PeakUMAX - CyNepoKChi-aHNuoH, 00pazyTCa TEK Ha3slBaeMble aKTUBHBIE (oML
KOTOPbIA MOMET OTIENTATLCA OT aKTHBHOIO LEHTPa

uuTtoxpoma PA50.

6) B OKCHAA3HDbIX peakyKAX - obpasyeTcA NepoKCHAHbIA K akTHMEHBIM (|>O|J”IE“I KWCNopoda oTHOCAT:

@HWOH (NPHCOEAMHAA NPOTOHDbI, NPEB PALLAETCA B NEPEKHCD -

Bojopoaa). OHe - ruapoKcuAbHBIR pagvkan

B) B AbIXaTENbHOW Lenu MTO MOMET NPOMCXOANTb yTEUKA - CynepoKcMaHbIA aHWOH

3MEKTPOHOB 0T KAKUX-NMOO NePEHOCUMKOB - 3TO ABNEHME N

HabMOaeTCA NPU PEOKCUTEHAL MK HLIEMHY eCKMX TKAHEeN. H202 - nepokcua sogopoaa

) aKTMEHbIe hopMbl KKCNOPOAA MOTYT IETKO NEPEXOAHTb
AP yFB-ApyFas

LLM3 KaK UCTOYHUK aKTUBHbIX POpPM Kuciopoaa
YTeuka anekTpoHoB 13 LN n HenocpeacTBEHHOE UX B3aUMOAENCTBME C KUC/IOPOAOM -
OCHOBHOWM NMYyTb 06pa30BaHUA aKTUBHbIX GOPM KUC/I0POAa B 6ONbLUIMHCTBE KNETOK.
KodepmeHT Q B LINM3 npnHMMaeT OT AOHOPOB NOC/IeA0BATE/IbHO MO OHOMY 3JIEKTPOHY,
npeBpalascb B popMy ceMUXMHOHA - KOQHe
OTOT paauKaa MoXeT HenocpeACTBEHHO B3aMMOA4eNCTBOBATb C KUCN0PO40M, 06pa3ysa

CYNEPOKCUAHbBIN aHNOH , KOTOPbI, B CBOKO OYEPElb, MOXKET NPEBPaLLaTLCS B APYrMe aKTUBHbIE

8 a8, 2H+ e, H+ o
dopMbl kucaopoga. ©z * OF * H0; HO+ O

MepekucHoe okucneHune naunuaos (MOJ1), posb B naToreHese NOBPEXAEHUI KNETKN

Kncnopog, HeobxoanMbI opraHmsmMy s GyHKUMOHUpPoBaHUA LM n MHormx apyrmx
peakuui, SBNSETCA OJHOBPEMEHHO M TOKCUMYECKUM BELLLECTBOM, €C/IN U3 Hero obpasyroTcs TaK
Ha3blBaeMble aKTUBHble GOPMbl.

K aKTMBHbIM pOpMaM KMC0poda OTHOCAT:

OHe - ruapOKCUNbHBIN paguKan;

- CYNepOKCUAHbIN aHUNOH;

H202 - nepokcng Bogopoaa.

CTagumn nepeKMcHOro oKkucaeHus aunugos (NoJ1)

MHuumaumsa: obpasosaHue ceobogHoro pagukana (Le)

MHUUMKMpPYET peaKuMIo Yallle BCEro rmapoKCMAbHbINA paanKan, OTHUMAIOLLUIA BOAOPO OT
CH2-rpynn noanMeHoBOM KMUCIOTbI, YTO NPUBOAUT K 06pasoBaHMIO INMMAHOIO paauKana.

2) Pa3BuTHE Lenu:

Le+02—LOO0e

LOOe + LH — LOOM + LRe

PasBuTtne uenun nponcxoamt npu npucoegmHeHnn 02, B pesynbtaTe Yyero obpasyercs
nunonepokcnpagmkan LOOe nam nepokeng amnmnaa LOOH.

MOJ1 npeactaBnsieT cobor cBO6OAHOPAAMKANbHbIE LEMHbIE PEeaKLUU, T.€. KaXK bl
06pa3oBaBLUMINCS pagMKaa UHULMUPYET 06pa3oBaHME HECKONBKUX APYTUX.

3) PaspyLueHue CTPYKTYpbl IMNUA0B

KoHeuHble NpoAyKTbl NEPEKMCHOIO OKUCAEHUS MOJIMEHOBLIX KUCAOT - MaJIOHOBLIN
Avanbaerna v rmaponepokcng KUCNoTol.

AHTUOKCUOAHTHasA cucTeMa
1. ®EPMEHTATUBHAA
a) KATANIA3A - reMMHOBbIM depMeHT, coaepXawmn Fe3+, KaTaausmpyeTt peakuumio
pa3pyleHus nepekncn Bogopona. Mpm 3ToM obpasyerca BoAAa W MONEKYASPHbIN



Kucnopoga,
2H202 ------ >H20+ 02
KaTanasbl MHOTO B 3pMUTPOLIMTAX - TaM OHa 3aLULLLAET reM reMor106MHa OT OKUCIEHUS.

6) CYNEPOKCUAOUCMYTAS3A (COJ) KaTannsupyeT peakumio o6e3BpexmBaHns AByx

MOJIEKYJ1 CYNEPOKCMAAHNOHA, NPeBpaLlas OHY U3 HUX B MOJIEKYIAPHbIN KUCN0OPOA, a

JIPYryto - B Nepekuncb Bogopoaa (MeHee CUbHbIN OKUC/IUTE/b, YEM CYNEPOKCUIAHUOH).

02 + 02+ 2H+ ------ >H202 + 02

COJl paboTaeT B Nape ¢ Katafiazon 1 COAEPXKMUTCSA BO BCEX TKAHSIX.

B) MEPOKCUJA3A - reMUHOBbLIN pEepMEHT, BOCCTaHABAMBAET NMEPEKMCh BOAOpOAA A0
BO/bl, HO NPM 3TOM 006s3aTeNIbHO UAET OKMC/IEHNE APYrOro BELLECTBA, KOTOPOE ABASETCS
BOCCTaHOBUTEeNleM. B opraHusMe yenoBeKa TakMM BeLwecTBOM sBasetcs NNMYTATUOH -
TpunenTua: raMMa-rayTaMua-unucTenn-ramumnH. NMostoMy nepokcnaasy YesioBevyeckoro
OpraHM3Ma HasblBakOT rNyTaTUOHMNEPOKCHAA30M.

2. HE®EPMEHTATUBHbIE KOMMNOHEHTbI AHTUOKCUAAHTHOW CUCTEMbI

1. ButamuHbl E (Tokodepon) n A (peTuHoN), KOTopble HAXOAATCS B COCTABE KAETOYHbIX MeMBpPaH.
2. LUepynonnasMuH - 6e10K na3mMbl KPOBU, KOTOPbIN MPUHMMAET ydacTue B TpaHCMopTe Meau.
3. MoueBas Kucnora.

MexaHWU3M AeNCTBUA STUX KOMIMOHEHTOB: OHU NPUHUMALOT HECMAPEHHbIE 3/IEKTPOHBI OT aKTUBHbIX GOpPM
KMCNOPOoAa, Npuv 3ToM obpasyercs paguKan aHTMOKCUAAHTA, KOTOPbIA ManoaKTUBeH. TakuM o6pa3om
HedepMeHTaTUBHbIE KOMMOHEHTbI aHTUOKCMAAHTHOM CUCTEMBI - 3TO NEPEXBATYMKMN HECMAPEHHbIX
3/IEKTPOHOB.

Ceo6oaHoe okucneHme (CBOK)
Ecnm npouecc TKaHEBOTO AbIXaHUA OTKJIOYEH OT npouecca ¢ochopuanpupoBaHms, TO
3Heprusa cybcTpaTtoB OKUCAAIOTCA, NPEBPALLAETCA B TENOTY, KOTOpas He UCNOIb3YeTCa A
BbIMOJIHEHUSA KJIETOUYHbIX PYHKUMI. TaKOM NYTb OKUCNIEHUSA KJIETOYHBIX CybcTpaToB A.
JleHnHpyKep HasBan HepocPopUAMPOBaHHBIM MU CBOGOAHBIM OKUCIEHUEM.

(CBOK) HeobxoAMMO B TeX cayyasX, Koraa noTpebHoOCTb B Tene Aas opraHusma 6oblue, 4em B ATO.
Hanpumep, ons nopaepyaHus TeMnepatypbl Tena npu oxJ1ax4eHUM TENIOKPOBHbLIX OPraHNM3MoB

B 3TMXx opraHmMsmax ectb 0co6as TKaHb - 6ypbIl Xup. Ero pusmnmonornyeckoe HasHadeHue -
npoAyLMpoBaHue Tena B MPOLLecce OKUCAEHUS TPUALMATINLEPUHOB 415 NOAAEPXKAaHNSA HeEOBX0aMMON
TeMneparypsbl Tena.

Ocob6eHHOCTb BHYTPEHHEN MUTOXOHAPUANBLHON MeMBpaHbl KNeTOK 6Ypo XXMPOBOM TKaHU - OTCYTCTBUE
CNocobHOCTU cHTE3MpoBaTh ATO.

BHYTp. MeM6paHa MMeeT ocobble NMopbl, NPOHULAEMbIe A1 MOHOB Bogopoaa (H+). MioHbl Bogopoaa,
KOTOpbI€ BbIAENAKOTCA BO BpeMs paboTbl AblXaTesIbHOM LLenu, NonaaatoT CHOBA B MAaTPUKC MUTOXOHAPUIA
He Yyepes NPOTOHHbIN KaHan ATOa3HOro KoOMIJeKca, a Yepes Bce 0cobble NOpbl. JHEPTUst OKUCIAEHUS
npeBpaLaeTcs B TENJO.

Byporo »xupa 6o/bLue BCEro y HOBOPOXKA,EHHbIX, C BO3PACTOM Yy Y€/I0BEKA E€r0 KOJIMYECTBO
yMeHbLUaeTcA

Oco6eHHO MHOTO 6YPOro »upa y CrsiLMX 3MMOIM XXMBOTHbIX, KOTOPbIE YYTKO pearMpyoT Ha Temnepartypy
OKpY>KatoLlel cpefpl.

HeobbluHas ans 6yporo xupa KopuiHeBas OKpacka 06bacHAeTCs 60/1bLWIMM CoaepXKaHNEM B HEM
MUTOXOHAPUIA. ITU MUTOXOHAPUU OTIMYAIOTCS TEM, YTO B HUX NpMUMepHO B 10 pa3 6oblle pepMeHToB
AbIXaHus, yeM GochopUANPOBaHUS, T.e. OHWN B MEHbLLIEN CTEMNEHM NpeHa3HayYeHbl 4159 NPOU3BOACTBA
ATO.






Pasgen V. BUOCUHTE3 HYKJIEMHOBbBIX KUC/IOT U BEJIKOB. MATPUYHbI BUOCUHTES. OCHOBBI
MOJIEKYIAPHOW rEHETUKU

Jlexnmsi 13. HMcropus OTKpBITMSIT M H3Y4YEHHMs HYKJIEMHOBBIX KHCIOT. KoOMIUIEMEHTapHbIE WU
HEKOMIUIEMEHTapHbIE IOJUHYKJICOTH/IHbIE Lenu. BuaoBble pa3inuuus MNEPBUYHON CTPYKTYpPHI
HykJIenHOBbIX kucaoT. Tunsl PHK, ux O6uonornyeckas ponp B kieTtke. Pubocomsl nu pubocomMHble
PHK. Marpuunsie PHK. Tpancnoptaeie PHK. Mopnens noitHoit cnupamu JIHK. Crpoenune
XpOMaTHHa. Monens JHK  kak  oObsicHeHue (U3UKO-XMMUYECKOTO MeXaHHu3Ma
camoBocrpousBenenusi reHoB. buocunres JIHK u ¢a3pr knerounoro nenenus. IloBpexnaenus u
penaparus JJHK.

Me:xnyHapoaHbIM Hay4YHbIM c0001mecTBoM XXI Bek 00bsiBJIeH BeKOM 0OHOJIOrMU U MHPOPMATHKHA

B CBSI3U € JOCTH;KEHHSIMH B paciind)poBKe reHOMa YeJioBeKa.

Hayxka mojornuia BINIOTHYIO K peaiu3aliy TJIaBHBIX 3a7a4 MEIUIIUHBL: TIPOMUIAKTHKE U U3JICUCHUIO
Oonesneir. @Dwiocodckas CTOpOHA MPETUKTUBHO-TIPEBEHTUBHOM U MEPCOHUPUIIUPOBAHHOMN
MEIULHMHBI COCTOUT B TOM, YTO HAKOHEL[ MOSBWIMNCh METOIUYECKUE BO3MOKHOCTH PEATU30BATH TO,

£ "!lr. < |

YTO GBLIO MOHATHO BEJIUKUM BPAYaM JIPEBHOCTH.

JIOCTHIKEHHSI TEOPETUYECKOM MEIUIMHBI WM OWMOMEIMIMHBI CO3JAI0T BCE 0oJiee MPOYHBIMA
GyHIaMEHT TOKa3aTENEHON MEIULIMHbL

MonexynspHuas 6uosorust (Mb) nosiBunack kak pazaen ouoxumun B 1953 romy.

£

. Yotcon u ®. Kpux
Bypnoe pa3Butre meromonoruu Bcero 3a 50 ser mocne nosieneHuss Mb npueno k GpopmupoBaHUIO
HOBBIX HAINpaBJICHUN, KOTOPHIE MO3BOJISIOT MPOBOAUTH MPAKTUYECKU MOTHOE MCCIEI0BAHUE JTHO00M
OMOJIOTUYECKON CHCTEMBI

HanpaBneuuﬂ, ANA KPaTKOCTH Ha3blBaeMble
“«-OMMKaMMW>»» (DI‘I'IICS — genomics, transcriptomics

M T.4.), - ocHOBa MeauMuMHbl XXI Beka

BT -

Genomics Transcriptomics Proteomics Metabolomics

= ’1‘ "
A

Protein Metabolites

IIporeoMuka, reHoMuKka U OMOMH(OPMATHKA ONPEAEJAIT BBICOKYI) CKOPOCTH HAKOILJICHUSA
JAHHBIX 0 OHOXMMHH 0eJIKA.
[Tporeomuka (PROTEins u genOMe) — camast Mos10/1ast OTpaciib B MOJIEKYJISIPHOW OMOJIOTHH.



[TosiBUIIOCH OIpeeNieHNe — «ITOCTT€HOMHBIM 3Tan U3y4eHUs: OEIKOBY.
Cpa3y BbLACTMIOCH MEIUIIMHCKOE HalpaBjeHHE: B MEPBYIO OUYepeab CTAIM U3ydaTh OCNIKH, BayKHbIE
U1l TOHUMAaHUsL MeXaHu3Ma 3a00JIeBaHMsI U AUArHOCTUKH
IIporeomuxa onpezenser nzyuyeHue OEIKOB KaKk CTpaTerHuecKkoe HamnpaBieHHE TakKKe B OMOJIOTHH,
OMOTEXHOJIOTUH U (papMaKoIOrun
JBu:kenune reHerudeckoii uHgpopmanuu — ot Hocutens uadopmanuu (JJHK) k 3akogupoBanHOMy
o0bekty (6enkn). ['eHeTnueckas nHGoOpMalus peanusyercs yepe3 QyHKIUIO OEIKOB.
@DYHKIMU HYKJIENHOBBIX KHCJIOT:
- IHK — xpanenue u nepeaaya MHGOpMaIiu
- PHK — (MPHK, TPHK, pPHK) Bocnpoussenenue nnpopmanuu, Xxpansieics B monekynax JJHK
JHK u PHK cocTofiT 13 MOHOMEPHBIX eIMHNUI] — HYKJIE€OTH/I0B
Kaxablii HyK1€0THI COAEPKUT 3 KOMIIOHEHTA:

- a30TUCTOE OCHOBAHUE,

- MoHOcaxapu/l (pu0o3y WK 1e30KCUpr003y),

- 0cTaToK (poCHOPHOI KUCTOTHI

B cocTaB MOHOHYKNEOTU0B BXOAAT
nypvuHOBbIE U MTUMPDUMHUOUHOBbDIE
d30TUCTbIE OCHOBaHMWA
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Orauuusa JHK or PHK

JIHK PHK
1. nezokcupubo3a pubo3a
2. AT, T, 10 AY, T, 1
3. AByXIleno4euHas OJIHOIIETION. . .
4. XecTKasl CTPYKTypa JIaOWiIbHAs

Ctpykrypa onpeaeasieT pynkuun H.K.
Haunbonee KkoHCepBaTHBHBIE 10 CTPYKType U cBoicTBaMm 2-xuemnouyeunsle JIHK sBistroTcs
XpaHUTENIIMUA HACJIEICTBEHHOW HH(OPMALINH.
bonee nmabwibHble W MeHee KoHcepBaTuBHbIE Mo cTpykrype PHK oGecneunBaror mnepemaqy
reHeTH4YecKkoi nHpopmaluu Ui peain3aluy MpoLecCoB KU3HEAEATEIbHOCTH OpraHu3Ma.
Crpykrypa IHK ot Mumepa(1869) no Yorcona u Kpuka (1953)
[TpaBuna Yapraddoa, 1951 r. :

1. Ilyp ocu = Ilup

2. A=TA/T=1)

3. I'=ga/m=1

4. NH,yCs=0yCs

i ['+T = A+1]

Bropuunas crpykrypa JJHK (pparmMeHT nBoiiHO# ciimpanu). OOpaliieHHbIe BHYTPb



KOMIIJICMCHTAPHBIC a30TUCTBIC OCHOBAHWA COCAMHCHBI BOJOPOAHBIMU CBA3SIMU.
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B3aUMOJ,ENCTBUSA,
cTabunmsnpytowme ABOMHYIO  [K. Monekyasl JJHK cocToAT M3 JBYX aHTHIApalIeNbHBIX Liemeil ¢
cnupanb TEIbHOCThIO HYKJICOTHAOB. llenu 3akpydeHbl OTHOCUTEIBHO JPYyT

Ipyra B IpaBO3aKpy4YCHHYIO CIHpalb TaK, 4TO HA OAWH BHUTOK NpHUXOAWUTCA npuMmepHo 10 map
HYKJIEOTH/IOB.

B knerke yenoseka /JIHK 6omnbuie B 1000 pa3, yem B kietke e. Coli. 1o HajenseT s3ykapuoT
OONBIIMMU TOTEHIMAIBHBIMU BO3MOXKHOCTAMU. Jlpyroe otiamume JIHK Bbicmmx opraHuzMoB
aCCOLIMMPOBaHA C OCHOBHBIMU O€JIKaMU — TUCTOHAMHU.

JHK sykapuoT cBsi3aHbI C THCTOHOBBIMM M HETHCTOHOBBIMH Oenkamu. Komruiekc OenkoB ¢
snepuoid JIHK kneToxk Ha3pBalOT XPOMATHHOM. [MCTOHBI OCYIIECTBIISIIOT KOMMAKTH3ALMIO U
cynepcnupanuzanuio JIHK.Yersipe ructona H2A, H2B, H3 u H4 o6pasytor OenkoBblii okTamep
(H2A, H2B, H3, H4), - "nykjeocomublii kop". Monekyna JIHK "HakpyunBaercs" Ha MOBEpPXHOCTh
TMCTOHOBOTO OKTamepa, coBepmas 1,75 obopota (okoso 146 map HykIeoTHIOB). DTOT KOMIUIEKC
ructoHoB ¢ JIHK cayuT OCHOBHOW CTpyKTYypHOW €IMHHIIEM XpOoMaTHHa, €€ Ha3bIBAlOT
"HykJeocoma''.

Tpernunas crpykrypa IHK — cynepcnmpanusanus.

Oo6mas aamua JHK Bcex 46 xpoMocoM KIIETKH cocTaBJjsieT 1,74 M, HO OHa ymakoBaHa B Sipe,
JTUAMETP KOTOPOTO B MUJUIMOHBI pa3 MEHbIIIE.

[Ipu ygacTuu CTPYKTYpPHBIX, PETYIATOPHBIX OCJIKOB U (hepMEHTOB, yyacTByrommx B cuaTe3e JTHK u
PHK, Huth HyKII€OCOM IpeoOpa3yeTcsi B BHICOKOKOHICHCUPOBaHHBIN KomIuiekc OenkoB u JJHK.

125 oyth g

ndé

MuTOXOHAPHUY HMEIOT COOCTBEHHBIH YHUKAIbHBIN
Te€HOM, HacJIeyEeMbII 110 MaTEPUHCKOH JINHUY.
MHUTOXOHIpPHAIBHBINA TEHOM Y€JI0BEKA MPEACTABICH
oHOM KoJbleBor Monekynon JIHK u3

16 569 HyKICOTUIHBIX TIAp.

Cunre3 IHK y 3ykapuoToB npoucxoaut B S-¢ga3y KJIeTOYHOI0 IHKJIA.



WHnnpanmiio  perimKalii - peryjiupyroT Crerqu(HuyecKkue CUTHAJIbHBIE OENKOBbIE MOJEKYJbl -
(akTopbl pocTa, KOTOpHIE CBSA3BIBAIOTCA pEIENTOpaMH MeMOpaH KIETOK, KOTOpble MepenaroT
CHUTHAJI, TOOYKIAIONIMK KIETKY K Hadally pelIuKalui. B Touke Haya/ja peniuKauum IporCcXoIuT
nokanbHas neHarypauus JHK, menmum pacxonsarcs m oOpa3yroTcsi JBe pelUIMKATHBHbIE BWJIKH,
JBIKYIIUECS B TPOTUBOIOIOKHBIX HAMPaBICHUAX ((PEepMEHTHI - HyKJIeasbl).
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S~ . Cxema yuactka JIHK B mponecce peruimkanum.
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PaapLIBL! COBAMHAST PHK-npaiimep

Orcraowan OHK-nonumepasa e

DepMeHTHI perIMKaluu:

Onuronykieotus1, cuaTe3npoBanHbiil JIHK-noanmepasoii o 1 oOpa3yromuii HeOOoIbIIoN
JBYXIIEMOYEYHBIN (parMeHT ¢ MaTpUIlel TO3BOJIsAET pucoenHUTEHCS JIHK-nmomumepase 6 u
NPOAOJKATh CUHTE3 HOBOM II€MM B HalpaBleHWH OT S5'- K 3'-KOHIy MO XOAYy pacKpy4duBaHUS
PEIUIMKaTUBHON BUJIKHU.

Jlexnus 14. buocunre3 PHK (tpanckpunuus). [lonsTre o Mo3auuHOM CTPyKType I€HOB, IEPBUYHOM
TPAHCKPUIITOHE, OCTTpaHCIsIuuOHHOW noctpoiike PHK, anbrepHatuBHOM crutaiicunre. buocunres
6enxoB. Konnenuus: onut re - ogun 6enok. Pons matpuunoit PHK. Tpancnoptaas PHK - aganrop
MEXJy HyKJICOTUIaMU 1 aMUHOKHCIIOTaMH.

MMocrynarsl Kpuka, xapakrepusymonue reHeTHYeCKH KOI:
- Koa tpunnernsiii
- BBIPOXKJICHHBII
- YHUBEPCAJIbHBIN
- IMHEWHBIN (KOJUTHHEAPHBIH )

Cunre3 PHK — Tpanckpunuus



Tpanckpunuus, kak u pemmkanus JHK, — »Hmospruueckuii mpouecc, CONpPSKEHHBIA ¢
MCIOJIb30BaHUEM HYKIICO3UATpU(OCHATOB B KauecTBE CyOCTPaTOB M UCTOUHUKOB SHEPTUU.
PHK—nonumepa3za xatanuzupyetr cuHre3 Bcex TuUNoB PHK. OcoOeHHOCTBbIO J€HCTBHS 3TOTO
dbepmeHTa sBISIETCA TO, YTO OH MpeaBapureiabHo y3HaeT Ty udacth JIHK, xoropyro HeobOxoanmo
TPaHCKPHOUpPOBaTh, U TMPHCOCAUHSETCS K HEH. Y4YacToK, C KOTOpbIM cBs3biBaeTcst PHK—
IIOJINMEPA3a, Ha3bIBACTCS NPOMOMOPOM.

IlocnenoBarensHocTs ocHOBaHui JIHK Humxke caiita mpoMoTopa ¢ HampaBieHMEM OT 3 K 5
ucronb3yercss B KadectBe Marpuuel Juis cuHtesa PHK.  JIpyras umemp  ocraercs
HeTtpaHckpuOupyemoil. PHK-nonmmepasa Bmecte ¢ pactymed nensto PHK mepemeraercs mo
MaTpule, OoKa HE TOCTUTHET TEPMUHHUPYIOLIETO KOJIOHA.

B sykapuornueckoit JJHK nnpopmanus, Heodxonumas s CMHTe3a OelKa, XpaHUTCS Ha ydacTKax
— 9K30HAX, PA3JIEICHHBIX UHMPOHAMY — YYACTKaMH HE COJIEpKAIUMK IN'eHETUIECKON HH(pOpMaLuu
(HEKOAMPYIOLIHE YYACTKH).

DNA Oraeabusiii req
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OcHOBHBIC KOMIIOHEHTHI OeToKkcuHTe3upyomei cucrembl: - MPHK n TPHK
- AMHHOKHUCIJIOTHI
- puboCcoOMBI

Yuukaabnas crpykrypa TPHK

Axanemuk baeB oTKpbLI
BanuHTpaHcnopTHyo PHK

.| 17 nap acosanuit
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1 OGWuiA y4acTok
|5 nap ocHoBaHuiA

U L__MumopHoe
L ?’ OCHOBaHWE
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AHTHKOOOH

Nekuma 15. Itanbl cMHTe3a 6enka. CTpoeHue pnbocoMmel. NocnaenoBaTeIbHOCTb COOLITUI MPU
06pa3oBaHUM NoAMnenTMaHom uenm. PyHKUMOHMPOBaAHUE NOANPUOBOCOM. YHUBEPCANIbHOCTb



O1oNOrMYecKoro Kosa u MexaHusma 6nmocmHresa 6en1KkoB. AHTUOMOTUKN - MHTMOUTOPbI CUHTE3a
HYKNEUHOBbIX KNCAOT U 6esIKOB. Perynaumsa 6MocnHTesa 6eaK0oB Y Npo- U 3yKapnoToB. Teopus
YXKakoba n MoHo, Teopusa T.I. leopruesa.

B npouecce TpaHCJAIMU PA3IMYAOT 3 CTAAUM: - HHULHAALIUAS
- 3JIOHranus
- TepMUHALIUA

MPHK conepxut uHpopMamuio o CTPyKType CHHTE3UpPyeMOro Oelka M HCIOJb3YeTCs B
KagecTBe MaTpuipl. Y demoBeka okono S0 pasmumunbix TPHK  obecneunmBator BrITIOYEHHE
amuHokucnoT B O0enok. TPHK HazeiBaroT " amantopHeiMH MoJieKynaMu'", TaKk Kak K aKIENTOPHOMY
KOHI[y 3THX MOJICKYJ MOXXET OBITh NMPHCOSAMHECHA OINpeaei¢HHas aMUHOKHUCIIOTa, a C TTOMOIIBIO
aHTHKOJIOHA OHM Yy3HatT crnenuduueckuii kogoH Ha MPHK. Hexoropeie TPHK crnocoGHbI
CBSI3BIBATHCA OOJIBIIIE YEM C OJJHUM KOJOHOM.

B npouiecce cunresa Oenka Ha pudbocome cBsi3piBanne anTuKoa0HOB TPHK ¢ komonamu MPHK
MPOUCXOUT MO NPUHIUITY KOMIUIEMEHTAPHOCTH U AaHTUIAPAJICIIBHOCTH.

AKTHBaIMIO aMHHOKUCIIOT Katanu3upyeT GpepmenT amuHoami-TPHKcunrerasa.
Amunokucjgora +tTPHK + AT® = amuboamuia-tTPHK + AM® + PP
Met-TPHKMet o0benunsieTcss ¢ mManoil cyobenuHuieii pubocoMsl B popMe TPOHHOTO KOMILIEKCA:
Met-TPHKMer, elF-2 u ['T®. O6pa3oBaBmuiics 60jee CI0XKHBIH YeTHIPEXKOMIIOHEHTHBIH KOMITIEKC
npucoeaunnsercsa Kk 5'-koniy MPHK ¢ momoripio HECKONBKHUX JOMOIHUTENBHBIX (PAKTOPOB, U Manas
cyObenuHuIla HaunHaeT ckoib3uTh o MPHK mo tex mop, moka amtukomon Mer-TPHKMer He
cBskeTca ¢ uHunuupyromuM kogoHoM AUG. Ilpu 3TOM B KOMIUIEKCE NPOUCXOJUT HU3MEHEHUE
COCTaBa MHULMUPYIOUIUX (HaKTOPOB, U yCKOpsieTcs: npucoeanHeHne 60S cyObeqnHuIbl puoOCOMBI,
conpoBoxpaaromeecs ruapoianzom ['TO. Mer-tTPHKiMer 3anumaer Ha pubocome P-nieHTp.
BkiroueHue Kaxx10i aMUHOKHCJI0THI B 0€J10K MPOMCXOAUT B 3 CTaAMH, B X0/1e¢ KOTOPBIX:

- aa-TPHK kaxxnoii Bxonsieil B 0e10k aMUHOKHUCIIOTHI CBSI3BIBAECTCS ¢ A-IIEHTPOM PUOOCOMBI;

- nmentux ot nentuawia-TPHK, naxopsmeiics B P-uentpe, mpucoemgunsiercss k o-NH2-rpynme
amMuHoalmIbHOTO octatka aa-TPHK A-1mientpa ¢ o6pazoBaHneM HOBOW MENTUIHOM CBSI3U;

- YIJIMHEHHAs HA OJWH aMHHOKHCIOTHBIM ocTaTok nentuaui-TPHK nepemermnaercs n3 A-ueHrpa B
P-uieHTp B pesynbpTaTte TpaHCIOKAIIMH PUOOCOMBI.

Oo0pa3oBaHue MHUIMUPYIONIET0 KOMILJIEKCA B X0/1€e CHHTE3a 0eJIKa y 3YKapuoT

alF-2 I To-MertPHK M MPHK

A-UBHTD

elF-2 T Td-Mar-TPHK IF-2:TdMer-TPHK ™"
elF-3 elF-3 " aIF-gT L
€ ——€3
40-8
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cyBeequHuua alF-2
+
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+ roe
H +

JdeHatypauusa u peHatypauusa OHK



JHK cnocobHa K geHatypauum (nnaBaeHunio) npy noBbilleHUM TeMnepaTypbl 40 80— 900 u
peHaTypauum Npu NocneayoueM oxaaxaAeHNN.

MpununHamm, Bbi3biBarOWMMU noBpexaeHmne DNA MoXKeT ObITb AeicTBue GakTopoB
OKpy»Katouwen cpeabl:

yAbTPadUONETOBOE N MOHM3UPYIOLLLEE U3JTyYEHME, ONpefeNnéHHbIE XMMUYECKMe CoeANHEHMS.

Penapauusa AHK.
MoBpeXxaeHHble y4aCcTKK
JOHK vnan olumbo4vHo
BCTPOEHHbIE HYKNeoTUAbl
yOanaiTCca B pesysibrarte
NeNCcTBMA cneumanbHbIX
3HA0- U 3K30HYKJ1eas.

3.4 nm

Q.34 rm

Ob6paszytouimnecs
NPOMEKYTKN 3aMNO0HSOTCS
¢ nomMouibro DNA—
noanMepasbl 1 3aTeEM

ClLIHNADANTCAA NIArA2ANIA C

OaMHapHBle Uenw I‘i
: i
3 Ny

Perynauusa cuHtesa 6enka

KOHUEHTpaLms MHOTMX 6E/IKOB B KIETKE HEMOCTOSIHHA U U3MEHSIETCS B 3aBUCUMOCTHU OT
COCTOSIHUS KNIETKU U BHELLIHMX YC/I0BUIA. DTO MPOUCXOAUT B pe3ybTaTe perynsumm CKopocTen
CUHTE3a U pacnaga 6enKoB. Perynsums sKCnpeccum reHoB MOXKET OCYLLECTBASTLCS Ha 1t060M
CTagMu Ha NyTM OT reHa A0 06pa3oBaHMA GYHKLMOHANBHO aKTUBHOIO Geka.

Perynsuusa TpaHcKpunuum

TpaHCKpUMUMs reHOB MOXXET NOAABAATLCS UM aKTUBUPOBATLCS, T.€., CUHTE3 6e/IKOB

MOXXET 6bITb peNPeccupPoBaH UAN UHAYLUPOBaH.

OnepoH —yu4acTtok [IHK, Kogupyowmi cTpoeHne, Kak NpaBnio, GyHKLMOHANbHO CBSA3aHHbIX
6E/IKOB U COAEPIKALLMIN PETYISTOPHYHO 30HY, KOHTPOJIMPYHOLLLYIO CUHTE3 3TUX GE/KOB.
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Perynsauusa pencrteus reHoB u KaetovyHas amddpepeHunpoBKa

B KneTKax >XMBOTHbIX KpaTKOBPEMEHHAs afanTUBHAA MHAYKLMA U penpeccust cuHTesa 6es1koB
BO3HMKAET MPU U3MEHEHUM KOHLLEHTPALUUM onpeaeneHHbIX BEWECTB: CybCcTpaToB, NPOAyKTOB
MeTaboimyecknx nytem, ropMoHoB. O4HaKO TaKXKe CYLLEeCTBYHOT AUTE IbHbIE, HacTo
COXPaHAKOLWMECH Ha MPOTKEHMUN BCEM XU3HU UHAYKLUMA U peNpPeccus, BOSHMKaKLIME B XO4e
KneTouyHon anddepeHUMpoBKU. PasHblie anddepeHLMpoBaHHbIE KNETKU OAHOr0 opraHM3ma
MMEIOT OIMHAKOBbLIN HAabOp reHoB, HO, KaK NPaBU/I0, OT/IMYALOTCS NO 6EIKOBOMY COCTaBY.
Paznnums knetok npu anddepeHuMpoBKe BO3HMKAIOT B pe3yabTaTe penpeccum ogHUX reHoB
N pepenpeccum apyrux.

MHrMbuTopbl MaTpUUHbIX GUOCUMHTE30B. /ICNo/Ib30BaHNE HEKOTOPbIX JIEKAPCTBEHHbIX CPEeACTB
M3 rpynnbl aHTMGMOTMKOB OCHOBAHO Ha MHTMOMPOBAHUM MaTPUYHBIX BUOCMHTE3OB,
NpoTeKaLWMX B MMKPOOPraH1M3mMax, Bbi3blBaloWmMX MHOEKUMIO. TeTpauUKANH MHIMOMpyeT
3/IOHraumto, 610kMpys LeHTp cBsA3biBaHUA aa—TPHK Ha pubocome, 3puTpPOMULIMH MHIMOMpPYET
TPaHCIOKaUMLO.

MpoTtuBoonyxosesBbie aHTUBUOTUKKU (aKTMHOMULMH D, pyBOMULIUH U T.A.) HapyLIaloT
cTpyKTypy OHK 1 nHrmbmnpytot penavkauuio JHK u (uamn) TpaHckpunuuio. JleKkapcTBEHHbIe
cpeacTBa 3TOM rpynmnbl He 061aaaloT abCO/IIOTHOM N3OUPATENBHOCTBIO NO OTHOLLEHUIO K DNA
OMYyXONEBbIX KNETOK, MO3TOMY OHU A0CTAaTOYHO TOKCUYHbI. OHAKO M306MpaTeNbHOCTb B UX
JENCTBUM BCE e MMeeTcH, HO 0bbacHaeTcs He [IHK, a apyrumm paktopamMm, Hanpmmep,
OTANYNAMU NPOHUNLAEMOCTM MEMBPAH OMYXONEBbIX KNETOK, 0COBEHHOCTAMU MeTabonsma n
T.A.

F'eHHble MyTauumu

3ameHa HyKneotmnaa B KofoHe. Takoe N3MeHeHUe MOXXET NMPUBECTU K

M3MEHEHUIO CMbIC/IA KOJJOHA — MUCCEeHC MyTaluK, U NOsIBJIEHMIO B 6eJiIKe HOBOM
aMWHOKUCJIOTbI.

Jeneuus — ytpata MOHOMepa u3 Lenu. MoxeT ObiTb yTpaTta ¢pparmeHTa DNA, cocTosiero 3
TPeX HYKNeoTUA0B UM KOAMYECTBA HYKNEOTHUA0B KPATHOro TpeM. B 3ToM cay4vae BbinagaeT
OZMH KOAOH MM HECKOJIbKO, a B 6e/IKe YyTpauMBaeTCa 04Ha UM HECKOJIbKO aMUHOKUCAOT.



BcmaBka nononHUTeNbHbIX MOHOMEPOB. B c/lyyae BcTaBKM pparmMeHTa U3 Tpex HyK1eoTuaoB
(MM KoNMYECTBA KPATHOTO TPEM) CUHTE3UPYETCS 610K YAJIMHEHHbIN Ha OAHY UM HECKOJ/IbKO
aMWHOKUC/IOT.

MyTaunu B NOJIOBbIX KETKaX nepegaroTcs No HacneACcTBY M MOTYT MPOSIBASATLCS

KaK HacseacmBeHHas 60J1e3Hb, CBs3aHHas CO CTPYKTYPHbIMU U GYHKLIMOHAbHbIMU
M3MeHeHMsAMM 6esIKoB. MyTalMmn B COMaTUYECKMX KNETKAxX MOTYT Bbi3blBaTb pa3/iIMyHble
®YHKUMOHA/IbHbIE HApYLLEHUS, a MHOTAA TPaHCHOPMaLMIO KNETOK M pa3BUTUE onyxosiei. Ecam
B pe3yJibTaTe MyTaLumM CBOMCTBA 6e/1Ka U3MEHMANCH B JIYHLUYH CTOPOHY M MOBbILIAOT
YKM3HECNOCOBHOCTb OpraHM3Ma, TO Takue MyTaumm 6MOA0rMYECKU NOJIE3HbI U SBASIKOTCS
CpeACTBOM eCTeCTBEHHOro oTbopa.

Monnmopdusm 6enko

MNpu dnnoreHese NPOUCXOAMT YCNOXKHEHNE FTEHOMa MO ABYM NPUYNHAM: YBOEHWNE FTEHOB U
He3aBMCUMble MyTaLuM B HUX. O6pa3oBaBLUMECS BapMaHTbl TEHOB Y OTAEe/IbHbIX 0coben
pacnpocTpaHsATCA B NONyAAUMK B pe3yabTaTe Hac/ieoBaHMs. Tak popMupyeTcs reHeTuyecKas
HEOoHOPOAHOCTb, BeAyllas K HEOAHOPOAHOCTM (remeporeHHocmu) GeHOTUMMYECKON.
Monanmopdmsm 6enkos 0bycnaBIMBAET CYLLECTBOBAaHNE pasHbIX GOpM OesiKa, BbIMOAHAOLLErO
OJIMHAKOBbIE UJIM OYEHb NOX0XXKe GYHKUMK. MepBbIf TUN NOMMOPOHbLIX 6E/IKOB CBSA3aH C
YBEJIMYEHMEM YNCNA JIOKYCOB, KOAMPYIOLLIMX onpeaesieHHbIN 6eN0K B XPOMOCOME, B pe3y/ibTaTte
YABOEHUS U MYTaLUI, T. €. UMEeT MeCTO rpynna CXoAHbIX TOKYCOB B reHOMe MHAMBUAA. [eHbl
3TUX BEIKOB He aJ1/ie/ibHbl, OHU 3aHMMaIOT pasHblie loKycbl (HbA, HbA2, HbF). Bropoit Tun
NoIMMopdHbIX 6e1KOB — NPOAyKTbl asienbHbix reHos (HbA, HbS) — To ectb MMeeT MecTo
MHOXeCTBO annenen B reHodoHae nonynsunmn. Moanmopdpusm 6e1K0B HACTO/IbKO BEANK, YTO
MOXHO rOBOPUTb 0 BUOXMMUYECKOM MHAMBUAYANBHOCTU OpPraHu3ma.



Pazgen VI. BUOXUMUA MEMBPAH. BUOXUMHUSA KPOBU. CBEPTBIBAIOLIAA CUCTEMA
KPOBHU, CUCTEMA ®UBPUHOJIN3A
Jlexuust 16. CtpoeHune M QYHKIUU KIETOUYHBIX MeMOpaH. JIMmuaHelii coctaB MeMOpaH M CTpOEHHE
munuaHoro ouciost. benku memOpan. [mukonunuasl 1 raukonporenibl Memopan. O0mue cBoicTBa
MeMOpaH. MexaHU3MBbl MEPEHOCa BEIIECTB uepe3 MeMOpaHbl. MeMmOpaHHBIE OENKH - PEelenTOpH;
TpaHcMeMOpaHHas Tiepe/iada CUTHAIOB B KJIETKY. Bo3pacTHBIE OCOOCHHOCTH COCTaBa, CTPYKTYPHI H
¢byukun MmemOpas. PazHooOpa3ue MeMOpaHHBIX CTPYKTYP U QyHKITUH.

Hayka, u3yuaromasi CTpyKTypy 1 (PyHKIIMH OMOJIOTHYECKUX MEMOpaH, Ha3bIBa€TCsl MEMOPaHOJIOTHEH.
[TopaBnsromiee OONBIIMHCTBO M3BECTHBIX 3a00JIEBaHMI 4YEIOBEKAa M JKUBOTHBIX SBISIOTCS JIHOO
NpSIMBIM CJIEICTBUEM HapyIICHUs] MeMOpaH, Ju00 mporeccaMu B OOJbIIEH WIIM MEHBIIEH CTETIeHU
COTPSDKEHHBIME C HAMH.
C npyroii CTOpOHBI, J€HCTBUE MHOIMX JICKApPCTBEHHBIX IPENapaToB HANPABICHO HAa H3MEHEHUE
¢byHkuun MeMOpaH, a 3((EeKTUBHOCTh JIEKapCTB 3aBHUCUT OT HUX CHOCOOHOCTH IMPOHHUKATh Yepe3
MeMOpaHbI UJIH CBA3BIBATHCS C €€ PeLeNTOPaAMHU.
[TomaBnsromiee OONBIIMHCTBO W3BECTHBIX 3a00JIEBaHMI 4YEIOBEKAa M JKUBOTHBIX SBISIOTCS JIHOO
NPSIMBIM CIIEICTBUEM HapyIICHUs1 MeMOpaH, Jr00 mporeccaMu B OOJbIIEH WIM MEHBIIEH CTETIeHU
COTPSDKEHHBIME C HAMH.
C npyroil CTOpOHBI, J€HCTBUE MHOIMX JICKApPCTBEHHBIX IPENapaToB HANPABICHO HAa H3MEHEHUE
¢byHKkuuu MeMOpaH, a 3((EeKTUBHOCTh JIEKAapCTB 3aBHUCUT OT HUX CHOCOOHOCTH IMPOHHUKATh Yepe3
MeMOpaHbI UJIH CBSA3BIBATHCS C €€ PeLeNTOPaMHU.
OcHoBHBIMU KOMMOHeHTamMu MeMOpan sBisitorcs DJI (dbocormuuepunsr 1 COM), koTopbie
oOpasyioT OwmmnuaHbelii ciaoii mMemOpan. COM wmHoOro B MeMmOpaHax HEPBHBIX KIETOK, B
OO0JIBIIMHCTBE KJIETOK Ooibiie GpochoraniepuaoB.
Ha nomo ®JI mpuxomutcs ot 40-90% Bcex nmunumoB MeMOpaH.
B wmemOpanax oOs3aTenbHO  TpHCYTCTBYeT —xonectepudH (1/3  numupoB  memOpaH, OH
NPEUMYIIECTBEHHO HAaXOJUTCS B IUIa3MaTHYECKUX MeMOpaHax M pAacIoJIOKEH, B OCHOBHOM, B
HapyxHoM ciioe). XCH BeInomnHsieT pois amopTu3aropa memOpan u 3amumaet [THXK memOpan ot
[TOJL.

B memOpanax MHOro 0eJIKOB.

Ot 6-8 BumOB B MeMOpaHax CapKOIUIa3MaTHYECKOro peTukyiayma u Ooinee uyem 100 BuaoB B
I1a3MaTuueckux mMemOpanax. KonmuectBo OenkoB B MeMOpaHax 3aBHCUT OT BBIOJIHSIEMOM HMHU
¢byHKIMN.
[lo cTenenn MpOYHOCTH CBSI3bIBaHMS OEJKOB C MEMOpaHOU, OeIKu AensATcsl Ha claboCBA3aHHbBIE —
nepudepudeckue 6enku (30% or Bcex OenkoB MeMOpaH) M NMPOYHOCBSA3AHHBIE — HWHTErpajbHbIE
6enku (70% ot Bcex OenkoB MeMOpaH).
[Tepugepuyeckue 6ekn cBOOOIHO MEPEMEIIAIOTCS B JIaTEPaTbHOM MIIOCKOCTH WM MIPUCOESTUHEHBI K
MHTErPaIbHBIM OCJIKaM.
Beaku memOpan mo ¢yHkuusaM jgesasitca Ha 1) cTpykrTypHble, 2) ¢epMeHTHI (B TOM 4mcjIe
TPaHCNOPTHBIE 0esIKH), 3) penenTopsbl.

CrpykrypHble Oenku 00pa3yloT ckeleT MeMOpaHbl. OTu OelKH pachojaralorcs Ha MOBEPXHOCTH
JUMHUIHOTO OUCI0a MeMOpaH.

B memOpaHax J0Kajau30BaHO 0OJbIIOE KOJIMYECTBO (pepMEHTOB, B TOM YHCIIE MOHHBIX HACOCOB.
Hexoropbsie 13 MeMOpaHHBIX (EPMEHTOB JIOKATU3YIOTCS TOJNBKO B ONPEAEICHHBIX MeMOpaHax
MOTYT HCHOJB30BAaThCS B KayeCTBE MapKepOB 3TUX MEMOpaH: y IUIa3MaTHYecKux MemOpaH - 5'-
HYKJICOTH]Ia3a, aJeHUJIATUUKIa3a, Hartpuil-kanueBas AT®d-aza; Mapkepamu amnmapara [ oabmku
ciayxar [onmpmku-MaHHO3MIA3a, ranakro3uiaTpancdepaza U cuanuiaTpancdepasa; MapKepoM
BHYTEpHHEN MUTOXOHApUATHHON MeMOpaHbl cyKuT AT®-cuHTasza

B memOpanax uMeroTcsi penenTopbl. DTO CIOXHBIe OenkH, Thna UCTHHHBIX [T, ydacTByromux B
CBSI3bIBAHUU JIMTAH/I0B (TOPMOHOB, JIEKAPCTB, META00IUTOB). PelienTopel UMEIOT CII0KHOE CTPOEHUE,
B HMX pa3iMyaroT y3HaWIly yacTh (yrieBogHas 4yacth ['TI), compsraromiyto yacTh (IOrpyeHa B
MeMOpaHy ¥ CIY>KWT JIJIsl 3aKpeIyICHUs] B HeW) U KaTaTuTHIecKas JyacTh (o0mamaer ¢pepMeHTaTUBHOM
AKTUBHOCTHIO).



B memOpane pacnonaraiorcs O€NKH-TPaHCHOPTEPHl Pa3IMYHBIX BEHIECTB M HOHOB. JTH Oenku
o0pa3yloT KaHaJlbl WJIM TPAHCIOPTHbIE CHCTeMbl. biaromaps UM B KIETKE MOAJEPKUBACTCS
MIOCTOSIHCTBO BHYTpPEHHEHM cpenbl, ee 00beM, OCYIIECTBISETCS NUTAaHUE KIETKH U BBIBOIATCA
KOHEYHBIE TIPOTyKTH OOMEHOB.

Kaaccndukanusa meMOpaHHBIX pelienTopos.

Yuactue Ca-cBA3bIBalOIIMX 0€JIKOB B PA3JIMYHBIX BHYTPH- H BHEKJIETOUHBIX NpoLeccax.
Ilepenoc BemecTB M HHpOpPMALNHU Yepe3 MeMOPaHbI BKJIKOYaeT B celsi:

1) TpancMeMOpaHHOE NepeMelieHrne MaJIbIX MOJIEKYI (TACCUBHBIN U aKTUBHBIN TPaHCIOPT);

2) TpaHCMEMOpaHHOE TIepeMEelIeHHE KPYITHBIX MOJIEKYJT (3HIOLHUTO3 U 3K301IUTO3);

3) mepemava curHaia 4yepe3 MeMmOpaHbl (Tepeqada TOPMOHAJIBHOTO CHTHAjda W WHTEPHATH3AIUS
CHUTHAJIa, COMPSHKEHHAs C YHIOIMTO30M PeLenTopoB, Hanpumep, aus JITTHIT);

4) MEKXKIICTOYHBIC KOHTAKTHl 1 KOMMYHHKAITHA

B0O3MOMHDbIA MEXAaHU3M YUYACTUA MHCY CxeMa nepegaum cUrHana ot
perynfauuMM akTMBHOCTU NMUKOIMeHCcUH peuenTopa 3NMAEpPMaNbHOro
AKTMBaUMA CMHTE3a MUKoreHa dakTopa pocra
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BoJie3nn, cBsi3aHHbIe ¢ MeMOpaHAMU
BoJie3nn MyTanuu
Axonaporuiazus MyTaruu B reHe, KOAUPYIOIIEM perientop akropa pocra

(brOpobracToB

CewmeiiHas rTUNIEpX0JIeCTEPUHEMUS MyTtauuu B rese, konupyroueM perentop K JITTHIT

OubP0O3 MOHKEITYTOTHOH JKEIE3bI MyTanuu B reHe, KoJIMpyIoleM TPaHCIIOPTEP XJIopa

Cunapom yamuaenns QT MyTanuu B reHe, KOIUPYIOIIEM HOHHBIE KaHAJIBI B CEPALIE
bonesns Bunbcona-Konosanosa MyTanuu B reHe, KoAUpyromeM Meb-3apucumyto ATd-azy
Bpoxnennslii chepouTos MyTanuu B reHax, KOJUPYIOIUX CIIEKTPUH WU Ipyrue

CTpyKTypHBIE O€JIKH MEMOpaH SpUTPOLUTOB

MeTaCTaBI/IpOBaHPIC MYTaI_II/II/I, MOPpUBOAANINEC K aHOMAIHAM OJIMTOCAXAPUIHBIX ueneﬁ
B MeM6paHHBIX TJIMKOIMIPOTCHHAX U TJIMKOJIUIIUAAaX

O0pa3oBaHuI0 MULIEIT COCOOCTBYET JiecTabuIn3anus OUCIONHON CTPYKTYpbl MEMOpPAHbI JIMIIUAAMH
C OJIHOM >KMPHOU KHUCITOTOM




NaypeaTtbl Hobenesckoii npeMuu no

uznonorum m
JaypeaTt HobGeneBckoi npeMuu npeM MeulMHbI (1992)

¢nanonorum n meguumnue (1971 3.Muwep v d. erﬁc
Jpn Casepnenp

+ 3.Quwep. MpoBen Knaccu4eckne
paboTkl B ODNACTH 3H3WMOMOTHMK,
WCCNeqoBan MexaHnam OeficTBHA

amunasbl. lokasan, 4To aKTMBHOCTb

rnukoreHdochHoprnaibl MOMET
perynupoBateCcA nyTem obpamimoro
thocdropunupo BaAHKA 1
nedochopunupoBaHnA.

YcTaHoBwMN, vYTO gel
HEKOTOPbIX FOpPMQ
onocpegyeTca T
HasbIEaeMbIM)
BTOPUHHBIMK
nocpenHuKamy
oBHapy®un,
YTO TAKUM BTOPUY
nocpegHUKOM MO
BbITh
3’5’ -umMKnuveckasn

+ 3. Kpebc. Mccnegoean depMeHTsl
FAWKONK3a. YCTaHO BWMN, YTO aKTHBHOCTL
rnukoreHtocdoprnabl MOMeT
perynupoBaTeCA NyTem obpamimoro

thocdopnUpoBaHKWA (NOO OeHCTEHEM
npoTerMHKMHa3) W gedrocdoprunimpoBaHna

(nog pencTerem docharta).

Jlekuust 17. buoxumus kpoBu. benku mimasmer kpoBu. benkoBwie (pakium, (GU3MOIOTHIECKOE
3Ha4YCHHE OTZIEJIbHBIX OEIKOoB. Jucnporennemus, napanpoTEenHEMHUS], BPOK/ICHHBIE
nedexkTonpoTenHeMur. MeTobl BBISIBICHUS OEJIKOB KPOBH.

OnpeneseHue TIa3Mbl 1 CBIBOPOTKH KPOBH.
KonmnenTparus 0e1KoB M1a3Mbl KPOBH B3POCIOTO 3J0POBOT0 YEJIOBEKA.
MecTto cuHTe3a OETKOB KPOBH.
AnbOyMUHBI, TI00YIHMHBI, d5IeKTpodopeTryeckre Gpakiuu OEITKOB CHIBOPOTKU KPOBU. AJTbOYMHHOBO-
JI00YJIMHOBBIN UHCKC.
OyHKIUHN OEJIKOB KPOBHU, MHAMBHyaJIbHbIC NIPEJICTABUTEIN OCHOBHBIX I'PYIII OEIIKOB.
Hopmormpotennemusi, rumo- u runeprpotenHemus. [lapanporenanemMun u aeeKTonpoTenHeMUN
(Bpo’kZieHHBIE U TPHOOpeTeHHbIe). [I[pHUnHBI U TMarHOCTUYECKOE 3HAYCHNUE BBIABICHHS ITHX
COCTOSIHHM.
benkn — MmapKepbl NaTOJIOrHY€CKHX COCTOSTHHM.
W3BecTHBIE B HACTOSIIEE BPEMSI TUATHOCTHUYECKU 3HAYUMBIE OCTKH MOKHO, TIO0 HAallleMy MHEHHIO,
pa3fAeauTh Ha HECKOJIBKO TPYIII:
- Cragnocnienindudeckue (3MOpuo-u derocnerupuaecKue)
- AHOMasbHbIe (BO3HHUKIIME B pe3yibTaTe MyTauui, Hanpumep, HbS)
- AcconurpoBaHHbIE C pa3BUTHEM 0CO0OTO (PU3UOIOTUUECKOTO COCTOSHUS (OenKu
0epeMeHHOCTH, OeNTKU-PEaKTaHThI U Jp.)
- ACCOIIMUPOBAHHBIC C Pa3BUTUEM ITATOJIOTHUYECKOTO TpoIiecca (MapKephl: OyXoJeH, B T.4.
oHKo(eTanbHbIe; BocnaneHus; Hanpumep, CPb; nectpykuuu; runokcuu u ap.)

Bbruoxumuueckue 1 UIMMYHOXUMHUYECKUE METO/IbI BBISIBIICHHS OeNTKOB KpoBU. KauecTBeHHBIN U
KOJIMYECTBEHHBIN aHAJIN3.
B knmuanueckoit nabopatopHoii npakruke UmmyHno®@epmenthsiii Ananus (M®DA) sBrsercst
ONPEEIAIOINUM HMMYHOJIOTHYECKAM METO/IOM UHAMKAIMA aHTUT€HOB-MAPKEPOB JJI JUArHOCTHKH:
U omyxoneii,
U 3aboneBaHu COEIMHUTEILHON TKAHH,
U SHIOKPUHHOI CHCTEMBI,
U OGakrepuanbHBIX U BUPYCHBIX HHDEKITHIA



O ut o
B uctopun ActpaxaHCkoil TOCy1apCTBEHHON MEIUIIMHCKOM aKaJIeMUH €CTh UCKIIFOUUTEIIbHBIC
BEXH, CTaBIINE CyAbOOHOCHBIMU /I MUPOBOM METUITMHCKON HAyKU M MPAKTUKU
B Actpaxanu B 1963 rogy BriepBbie Oblia BBISBIICHA CEKpEIMs B KPOBh Oenka anbda-¢heronporenHa
IIpY IEPBUYHOM PaKe IEYECHH y 4EJIOBEKA, CTABILETO IIEPBBIM MAapKEPOM OITyXOJIEH.

Jlaypears! IIpemun «IlpusBanue» 2004 rona
I'appu Uspaiinesnu AdeseB u FOpnii Cemenosnd TarapuHoB
Harpa:xkaensl 3a ndyuyeHue (pyHAaMEHTAJIbHbIX OCHOB BbISIBJICHUS 0€JIKOB - MADKEPOB paka

Kaaccndukanus oHKoMapKkepoB o UX 0MoJI0ru4eckoil pyHKuum.
OnkogemanvHbvle aHMU2eHbl:

- PakoB0-3MOpHOHATBHBIN aHTHTCH

- Anbda-deTonporenH

- XOpMOHNYECKNI TOHAIOTPOIHH YEJIOBEKA

-CA 125

-CA15 3

-CA19 9

Depmenmui:

- Kucnas docdaraza npocrarst



- Jlakrarnernporenasa

- Helipocniennduueckas enonaza

- Crieu¢puueckuil aHTUTEeH POCTAThI
Topmonui:

- AJIpEHOKOPTUKOTPOIIHBIN TOPMOH

- AHTUIMYPETHYECKHI TOPMOH

- Kanpuronun

- [Taparropmon

- [Iponaktun

Peyenmopeur:

- [IporectepoHoBEBIE

- DCTPOreHOBBIE

Hpyaue coeounenus:

- GepputnH

- bera2-mukpornobynux

- UmMmMyHOTIIOOYTHMHBI

- TkaneBoil cienpuuecKuil aHTUTEH



Paspen VIl. OBMEH U ®YHKUWMU YT IEBOZIOB

Nekumsa 18. [N1lOKO3a - BaXKHEMLLMI MeTabo/IMT yrneBogHOro oomMeHa. Ponb yrneBosoB B NUTaHUM.
MepeBapmBaHMe M BCacCbiBaHWE YIEBOAOB B XENYyAO4YHO-KMLLIEYHOM TpakTe. CMHTE3 M pacnajg
rIMKOreHa - OCHOBHOIO pe3epBHOro noancaxapuaa.

Nekums 19. AHa3pOGHbIN pacnag, rtoKo3bl (FMKoIM3). MexaHU3M U1 pacnpocTpaHeHUe B TKaHSIX.
dusmnosiornyeckoe 3HavyeHMe aHaspobHOro pacnaga rJ/IOKO3bl, €ro 3HepreTuyeckass LEHHOCTb.
OKncanTeNbHoe AeKapboKCUIMPOBaHME MMPOBUHOIPaAHOM KUCAOTbI, MOC/IeI0BaTE/IbHOCTb peaKLUN.
YuyacTme BUTaMMHOB B Npoliecce 06pa3oBaHUs aKTMBHOIO aleTaTa.

Nekuma 20. [leHTo30d0OChaTHBLIM MNYyTb OKUCAEHUSA TAKOKO3bl. DU3MOSIOTMYECKOE 3Ha4YeHMe,
3HEepreTUYeCcKnim GanaHC. XUMU3M  OKUCAUTENIbBHOW Uenu. [toKoHeoreHes. ANOCTEPUYECKUN
MEXaHM3M peryasaumm aHaspobHoro, asapobHOro nyTen pacnaga raoKo3bl U I/IFOKOHEOreHe3a; PoJib
AMO, Al® 1 AT® Kak annoctepnieckmx Mmoaudukatopos. Ponb agpeHanmHa, raoKaroHa M MHCYJIMHA
B NMoAjep>aHMu MOCTOSIHHOTO YPOBHS TJIIOKO3bl B KPOBU. CaxapHble KpUBble, UX AMArHOCTUYECKOe
3HaudeHue. HacneacTBeHHble HapyLleHUS 06MeHa yrneBoAoB. [IMKOreHo3bl M ar/IMKOreHo3bl.

Nekumsa 21. CxemMa KaTabosM3Ma OCHOBHbIX MULLEBbLIX BeEWECTB - Yr€BOAOB, XMPOB, 6eNKOB
(amMuHoKMcnoT). OcHoBHble dyHKUMKM LUTK B KneTke. CTPyKTypHas U GYHKLMOHANbHAA CBA3b MEXay
LUTK n gbixaTenbHOM LENMbIO.

YrneBoApl NULIY M OpraHn3Ma. YrneBobl - OCHOBHblE MOCTaBLWMKM SHEPTMN B OPraHM3M YenoBeKa.
CTpyKTypHass pofb YrneBoAoB. 3HAYE€HWE [/IIOKYPOHUAOB B AETOKCMKALUWMM SHAOMEHHbIX S40B U
KCEHOOUOTUKOB.

lNepeBaprBaHMe W BcacbiBaHWE YIAEBOLOB B YXeNyAOYHO-KMLIEYHOM TpaKTe. AMuUasa CAOHbI U
naHkpeatnyeckass a-ammnasa. Onurocaxapugasbl. CuHAPOM  Manbabcopbuum  yrnesogos.
BcacbiBaHMe MOHOCaxapuaoB.

MocTynneHne rnOKo3bl B KAETKY. benkn-nepeHocHmMKM rtoKo3bl: CTPOEHMe, AoKanu3saumsa, Moayc-
onepaHau.

[NtoKo3a - BaKHENLINIM MeTaboaunT yrnesogHoro obmeHa. CMHTE3 U pacnajg, rIMKoreHa - OCHOBHOIO
pe3epBHOro noamcaxapuaa. FopMoHanbHbIN KOHTPOJIb FIMKOreHOIM3a.

AHas3po6HbIN pacnag, rnoKo3bl (TMKoan3). MexaHU3M M pacnpocTpaHeHne B TKaHAX. FTOPMOHa/bHbIN
KOHTPOJIb [/IMKOAM3a. Bo3geincTtBne WHCY/IMHA, TUPEOUAHbIX TOPMOHOB M COMATOTPOMMHA Ha
reKCOKMHa3Hyr, GocPodpyKTOKMHAZHYIO U MMPYBATKMHA3HY peakuuu.

dusnonornyeckoe 3HavyeHMe aHaspobOHOro pacnaja r/lOKO3bl, €ro 3HepreTMyeckas LEHHOCTb.
OKncAnTeNbHOE AeKapbOKCUIMPOBaHME NMPOBUHOMPAAHOM KUCAOTbI, MOC/IEI0BATENIbHOCTb PeaKLUN.
OcHoBHble pepMeHTbI. Y4acTMe BUTAMMHOB B Npouecce 06pa3oBaHMa aKTUBHOrO aleTaTa.
MNeHTO30h0OChaTHLIM NYyTb OKUCAEHUS TIIOKO3bl. PU3MONOrMYECKOe 3HayYeHMe, SHEPreTUHEeCKUmn
6anaHc. XMMU3M OKUCUTENBHOMN LIEMNMN.

[ NtoKoHeoreHe3. ANJIOCTEPUYECKMIA MEXaAHU3M PeEryasuumM aHa3pobHOro, aspobHoro nyTten pacnajaa
r/IIOKO3bl U FlOKoHeoreHesa; poab AM®, AII® n ATO Kak annoctepuyecknx Moamndukatopo. Ponb
aJlpeHaiMHa, rNIKaroHa 1 MHCY/IMHa B NoAAepPXXaHMN NOCTOSAHHOIO YPOBHS [/1HOKO3bl B KPOBMU.
Oco6eHHOCTM OBGMEHa YrEBOOB B Pas/IMUHbIX TKaHAX (CKENETHbIX MbIlILAX, KapAMOMMUOLMTAX,
Mo3sre).

CaxapHble KpuBble, WX AMarHocTM4eckoe 3HayveHue. CaxapHbin amaber. KnaccuduKkaums.
MHCYNMH3aBUCUMBIA caxapHbli  amMabeT. 3TMONOrUs: MpPOBOLUMPYIOLWME COObITUS, BUPYCHblE W
XMMUYECKME [AMabeToreHbl, reHeTMyeckas npeapacnosioKEeHHOCTb. YINeBOAHbIA, AUNUAHbLIA W©
6enKoBbIM MeTaboM3M NpPU caxapHOM AuabeTe.

MHCYyNIMHHE3aBMCUMbIN CaxapHbl AnabeT. [eHeTHMYecKas npeapacnofoXeHHOCTb. NatoreHes MH3M.
MaToxmMmnyeckme MexaHm3Mbl Pa3BUTUS OCJIOXKHEHMIN CaxapHOro auaberTa.

[ INKOreHo3bl ineququblel MbIUJe‘-IHbIe| CMeELlaHHble (I)OprI), alJIMKOreHo3bl (FJ'IVIKOFeHO3 O)

NB! - B3anMHOe npeBpalleHne MOHOCaxapuaoB APYr B Apyra (abo3bl U KETO3bI).
B o6MeHe BelLLeCcTB y4acTBYIOT:

- MOHOCaxapuapl: TPMO3bl, TETPO3bl, MEHTO3bI, FEKCO3bl! 1 renTosbl;

- OmMcaxapuipl: caxaposa, MasibTo3a, J1akTo3a ( HasBaHue, GopMyJibl)



B TKaHAX XKMBOTHbIX - 2% yrneBooB.

B >KMBOTHOM paumoHe - 60-70% -«- (00 75% Kpaxmana, oKoso 25% caxaposbl, 5% - N1aKTo3bl).
CyTto4yHas notpebHocTb - okono 500 T.

Y petelt npu nepecyete Ha 1 kr Beca - B 10 pa3 6osabLue.

PoJib yriieBogoB B 00MeHe: MICTOYHMK SHEPIHUHU, IUTACTUYECKAs, 3aIlUTHAS, PEryISaTOpHAas

Jransl 0Omena y2neeo0006

| OKKT) Il (KkpoBb) Il (TkaHwW)
MocTynneHue c nuwen;  TpaHcrnopT pacnaj, CUHTE3 B TKaHSX;
MepeBapuBaHue; BCOCABLUMNXCA o6pa3oBaHMe KOHeY. NpoJ,

YTJICB. K TKaHAM

Mpu NnepeBapuBaHUM BCE CI0XKHbIE YI/IEBOAbINPEBPALLLAOTCSA B [10KO3Y! U GppyKTO3Y.
depMeHTbI NepeBapuBaHUS:

CnoHa - anbda-aMmmnasa, 4HaCTM4HO ManbTasa.

Cok noaxkenyao4Hol »kenesbl - anbdPa-amMmaasa, ManbTrasa.

KuLueyHsll cok - anbda-aMunasa, caxapasa, ManbTasa, JakTasa, KOHeUYHas AEeKCTPUHA3a.
B3samMonpespallleH1s npu BcacbiBaHUK yrieBoos (90% noctynaroT B BUAE [/IOKO3bI).
Yao®-ran  YA®-rn

(oTcyTCcTBME PpepMeHTa - BPOXKAEHHAS HEMEPEHOCUMOCTb)

PacnpeaeneHne BCOCaBLUMXCS MOHOCaXapuaoB (B OCHOBHOM, [/IHOKO3bl):

- 60-70% - B TKaHM

-10% - B NeYeHb Ha CMHTE3 MIMKOreHa

- 0o 30% - Ha cuHTEe3 XKnpos!!!



Paspen Vill. OBMEH N ®YHKUUN TUNNA0B

Nekuna N°22. BaxkHeillmMe AMNUAbl TKaAHEW YeNOBEKA: pe3epBHble, NPOTOMNIa3MaTUYECKUE.
HeHacblIlLEHHbIE BbICLLME YXMPHbIE KMUCIOTbI - HE3aMEHUMbIE NULLLEBblE $aKTopbl. [yTK NocTynieHus
JIMNUJOB B TKaHW, 06pa3oBaHMe XMIOMUKPOHOB, YNaKOBKa YXMPOB B TPAHCMOPTHbIE AMMNONPOTEUBI.
TpaHCNOPT XXMPHbIX KUCAOT anbbyMUHAMM.

Jivnnabl - CNOXHas, HeoAHOPOAHas rpynrna OpraHUYeCKUX BeLLecTB, NpejcTaB/ieHne
KOTOPbIX Ha CTyOEeHYECKOM YpPOBHe npeacTtaBadeTr onpegeneHHble TPYAHOCTU, B CUAY WX
ypesBbl4aMHOro pasHoobpasmsa. B auTepatype BCTpeYyaeTcs OrpoMHOEe  KOJIMYEeCTBO
onpeaeneHMn JMNUAoB, HO MOJIHOLUEHHOro, CMpPOUHOro onpejesneHuUss AUNUAOB He
cywwecmByem. Ho ectb oaHO  dyHAAMeHTanbHOe  OU3NKO-XMMUYECKOE  CBOWCTBO,
obbeauHsoLEE BCEX NPEACTaBUTENEN 3TOrO Kaacca. 310 Ux anndatuyHoCTb, rmapodobHOCTb,
MoJIHOE UM YaCTUYHOE HenpuaTue BoAbl M BOAHbIX paCTBOPOB.

OYHKUMUN iMnnaos

K Knaccy aMnnaoB OTHOCATCS pasfindHble OpraHMYeckme CoeANHEHMS, pa3anYalowmecs He
TOJIbKO MO CTPYKTYPE U CBOMCTBAM, HO U NO BMOIOrMYECKOM POJIN. ITO 0OCTOATENILCTBO
obecneymBaeT WMPOKOe pasHoobpasune bnonornyeckux GyHKLUn aMnngos.

Mnacmuyeckas pyHkuusa -bonblias rpynna amnuaos (ochornmuepuabl, chuHronnnnapl,
FIMKOAUNUBI, XOJIECTEPUH U p.) 06pa3yoT OCHOBY BUMONOrMYECKUX MeMBpPaH — UX BUIUMUIHbIN
cnon, rae rmapodobHbie XBOCTbI ABOMHOIO €105 ANMNUAHbBIX MOIEKY/1 MOBEPHYTbI APYT K APYrY, a
nonsipHble, rMaApoduIbHbIE rONIOBKW 06PalLEHbl HAPYKY M KOHTAKTUPYIOT C BOAHOM dason.

Pe3epBHas PpyHKLUA - obecneynBaeTcs TPUALMATAMLEPULAMU XKUPOBOM KNETYATKU. ITOT
KNlacc BEeLLLeCTB NPaKTUYECKM HEPACTBOPUM B BOZIE U MO3TOMY JIETKO AEMNOHMPYETCA B KNeTKax
YXMPOBOW TKaHW U TKaHel Apyrux BUA0B (MMnuasl B ABa C INWHUM pa3a 6osiee sHeproeMku, 9,3
KKan/r, 4em yrneBsoabl n 6enkn,4,1 kKan/r. ; npu oKUCAEHUN IMNUA0B 06pasyeTcs 3Ha4YUTEIbHOE
KOJIMYECTBO BO/Ibl; HA Pa3/IMyHbIX 3Tanax rMapoansa u OKUCAEHUS IMMNAO0B KMPOBOKN TKaHU
06pasyeTcss MHOXECTBO MPOAYKTOB, KOTOPbIE MOTYT BbICTYMNaTb B KAYECTBE HEOBXOAMMBbIX
MeTab0o/IMTOB UM UCTOYHUKOB /151 06pa3oBaHMs psfa NUTaTeIbHbIX BELLLECTB.

PerynsmopHas ¢yHkuus. K 6uoperynsropam AMNUAHON Npupoabl MOXHO OTHECTU: CTEPOMIHbIE
rOPMOHbI (FIFOKOKOPTUKOWAbI, MUHEPA/IOKOPTUKOMIbI, aHAPOrE€HbI, 3CTPOreHbI, MPOrecTUHbI);
ropMoHoubI (Npexae Bcero - NPoCcTornaHAuHbl); KopepMeHTbl IMnuaHon npupoasl (KoQ u ap.);
YXMpopacTBopuMble BUTaMuHbl (A, D, E, K).

BbapbepHasa ¢pyHKLUA. MOXHO BblAeNUTL caeaytolimne 6apbepbl: ) MeMbpdHHbIU; 6)
afleKmpuyeckul. JIunuabl NPaKTUYECKU HE MPOBOASAT S/EKTPUYECTBO; B) mepMuydecKuli - Y MHOTMX
YXMBOTHbIX C/I0M MOAKOXHOTO »Mpa ABASETCA 3alLMTON OT NEPEOXNAKAEHMS; 1) MexaHudecKul -
NOAKOXKHO-XKMPOBasl KNeTyaTka, 61arofapst CBOEW PbIXJI0CTU M 3/1aCTUYHOCTU, BbICTYNAET TaKXKe B
KayecTBe 6apbepa OT BHELIHMX MEXaHUYECKUX BO3AENCTBUN.

I1l. Knaccupumkaumm amnupos
- 10 cmMpyKmype: C/IeiyeT CKa3aTb, YTO MO NPUYMHE YXKE YNIOMSAHYTOro KpamHero pasHoobpasus
Kaiacca AMNuAoB, UX KnacCudUKaLma No CTPYKTYPE MPOCTO HE MOXKET ObITb B JJOCTAaTOYHOM CTEMEHMU
CTPOWMHOM U COBEPLLEHHOMN.

- no pacmeopumMocmu B Boge (Small, 1968)

Knacc OmHolleHue K Boje lpeagcmasumenu
I knacc - PacTtekaloTcs No noBepxXHOCTU BOAbI XonectepuH, Au- U TpuUranuepuabl,
HepacmBopuMble YKMPHbIE KUCOTbI C AJIMHHOM LEMNbHO
Junuapl
Il knacc - B Boe o6pa3ytoT nceBaoKpUCTaN bl dochonmnmapbl, HEKOTopble
HepacmBopuMble (BUAMNUAHBIE NAEHKM) cOUHronannNuapl U MOHorAnLEpPUAbI
MossipHble




YcnoBHO pacmBao- B MasioM kosinyecTBe BoAbl 06pa3ytoT | LLlenoyHble com XKMPHbBIX KUCNOT C
puMble B BoAe - K/1acc oMANMNUAHbIE NJIEHKK, a B 6OJIbLLIOM JJIVHHOM Uenbio (Mblaa),

1A nepexogaT B pacTBOp B BMAE MULLEN JIN301ELUTUHBI, Mn30KedaInHbI U Ap.
YcnoBHo pacmBao- He o6pasytot Conn XKeJIYHbIX KUC/IOT

puMble B BoAe - KAacc nceBAoOKpUCTanInyeckon dassbl,

1B 06pasyoT MULENIbI

MuuieBas LLEHHOCTb YXUPOB

Nunnapbl obecneymBatoT 0Kos1o 40% OT 06LMX IHEPrETUYECKUX NOTPEOBHOCTEN OpraHn3Mma.
B cocTaB MMLLLEBOrO XXMpa BXOAAT TaKXKe HE3aMeHMMbIE BELLECTBA, YXU3HEHHO HEOBXOANMble
OpraHmM3My: >KMpopactBopuMble ButamuHbl A, D, E, K; F (koMnaekc nosiMHeHacbiweHHbIX BXK)
CyTouyHble NOTpebHOCTM B MNULLEBLIX Annnaax coctaBasoT 60-100 r, xota 3Ta umdpa
MOXET CW/IbHO BapbMpoOBaTb B 3aBUCMMOCTM OT OU3NYECKOM aKTMBHOCTM YesIOBEKa,
TEMMepaTYPbl OKPYrKatoLLEN cpeabl.
MaccoBoe CoOoTHOLLIEHUE BefiKa, XKUpa 1 YINEBOAOB NULLM COCTaBASET B cpeaHem 1:1:4.
Ocob6eHHOCMuU slunugHoro o6MeHa y gemeli
Ho y rpyaHbIxX aeTei nepeBapmMBaHNE UNUA0B HAUNMHAETCS YXKE B XKENYAKE, T.K.KUP rpyaHOro
YKEHCKOro MOJI0OKa HaxoAMTCs B 3MYJ/IbiIMPOBAHHOM COCTOSIHMM U PH YXenya04HOro coka
HOBOPOXXAEHHOro Konebaetcsa B AnanasoHe 5-5,5, 4to obecneymBaeT akKTMBHOCTb XKEJTyAO4YHOM
JIMNasbl; B C/IM3UCTOM KOPHS 53blKa U IMOTKM HOBOPOXKAEHHOIO pebeHKa CMHTE3UpyeTcs 0CobbIi
depMeHT - IMHrBanbHas MNasa, OH CEKPETUPYETCS BO BPEMS COCaTe/IbHbIX ABUXEHWUI U, Nonagas c
MOJIOKOM B K€Y OK, OKa3bIBaeT TaM GpepMEHTATUBHOE JIMMOIUTUYECKOE AENCTBUE.

MNMocne poXAeHus poab pe3epBHO-3HEPreTM4eckom OGYHKUMM AMNNAOB CTaHOBMUTCS
3HaYMTEeNbHO Bbille, T.K. NOTPEOHOCTL pebeHKa B 3Heprum ans obecnevyeHms BCex KU3HEHHbIX
GYHKUMI pe3ko Bo3pacTaeT. CTPYKTYpa U XMMUYECKUIA COCTaB XXUPOBOW TKaHU MNaoja MMeeT
3HaUUTEJIbHbIE KOJIMYECTBEHHbIE OT/IMUMSA OT TaKOBOM Yy B3POC/Or0 4YenoBeKa, oHa bonee
rmapatmpoBaHa 56,5% (copepkaHne nunuaos - 33,5%). MPOLEHT HACbIWEHHBIX XUPHbIX
KMCAOT Y HOBOPOXAEHHOIO 3HAaUYUTEJIbHO BblLLE, YEM Y AeTel CTapllero Bo3pacTa 1 ele Bbllle,
yeM Yy B3POC/bIX, YTO CBMAOETE/NbCTBYET O MNPEMMYLLECTBEHHOM CUHTE3€ 3TUX KUCNOT W3
yrneBoaoB.

MoTpe6bHOCTM HOBOPOXAEHHOIO B XXMpaX MOJHOCTbIO MOKPLIBAETCA MOJIOKOM MaTtepu.
XXup KEeHCKoro MoJsioka He OTAMYaeTCs OT YXMpa KOPOBBLErO0 MOJIOKA B KOJIMHECTBEHHOM
COOTHOLUEHUN, OAHAKO, 3HAYUTEIbHO OT/IMYAETCS NO Ka4eCTBEHHOMY COCTaBY.

MNepeBapuBaHue AMNnUOoB

B opraHm3ame B3pOC/IOro 4YesioBeKa nepeBapuBaHMeE XMPOB HauMHaeTcsd B 12-nMepcTHOM
Kuwke. Ho rugpoams nmnngoB B XKT BO3MOXEH TOJMIBKO Mocae npeaBapuTesbHOro
3MYNbIrMpoBaHusa. DYHKUMIO 3MY/braTOpOB BbINOJIHAET CEKpeTMpyeMas MeYvYeHblo >Xenub,
TOYHee ANOUIbHbIE KOMMOHEHTbI Xeun: pochornmuepumabl U, 0COGEHHO, YKel4Hble KUC/IOMbl,
KOTOpble SABNAIOTCA MNpPEeKpacHbIMWM ajantepaMu Mexay aamdatvyeckuMm avnuaamu wm
NoJIIPHbIM BOAHbIM pacTBOPOM. Elle 60nee BbipaXKeHbl NOASPHbIE FPYMMMPOBKMU Y FNLMHOBBIX
M TayPUHOBbLIX COJIEN XKEeNYHbIX KUCIOT, NPUCYTCTBYIOWMX TaKXKe B Xenun. OyHKUMN XKEeNYHbIX
KUCAOT U UX CONEN:

1. aMybrMpoBaHME MULLIEBLIX XXUPOB; 2. aKTMBALMA NAaHKPeaTUY4ECKOMN NNasbl;
3. yyactme BO BCaCblBaHUM NPOAYKTOB NepeBapuBaHMs IMNUA0B B TOHKOM KULLEYHMKE.

[ naBHbIM NULEBaPUTENbHBIM depMeHTOM rMaposinsa XMPOB aBngercs
NaHKpeamu4ecKkas /unasa,CMHTE3NPYeTCS B NMOMXKENYA04YHON Xese3e B HeaKTUBHOM dopme -



rpoAaunasbl, KOTopas npu nonagaHnn B 12-NepCTHYHO KULIKY aKTUBUPYETCA C MOMOLLbLO
Koaunasbl. B npouecce akTmBauum NPMHMMALOT y4acTUE TaKXKe XKeJl4HbIe KUCIOTbI.

MuuweBapuTenbHbIN  TMAPOAN3  TPUTIMLEPUAOB NOA AEACTBUEM AuMMa3 MpoTeKaeT
cneayowmm obpasoMm: cHavasla paspbiBaOTCA «KpamHUE» CNAOXHOIOUPHbIE CBA3U — B 1-M 1 3-
M MONOXeHUaX. FTMapoan3 nocneaHemn CNoXKHOIPMPHOM CBA3M BO 2-M MOJIOXKEHUM MPOUCXOANT
3HaUUTENIbHO TpyJaHee M MepaJieHHee. [lpn 3TOM CcHayvana MNpPoOUCXOAMT TpaHchepasHbIN
depMeHTaTMBHbIM nepeHoc octatka BXK oT 2-ro nonoxeHusa B 1-e (T.e. Ha KpaW
rMULLEPMHOBOIO OCTaTKa) U TO/IbKO MOCJIE 3TOrO - JIMMAa3HbIN pa3pbiB CBSA3W.

BcacbiBaHMe AMNuA0B NPOUCXOAUT B MPOKCUMAIbHbBIX OTAEeNaX TOHKOro KMLWEeYHMKa.

JInodunbHble  Gpakumn: TAMLEPUH U KOpoTKoueno4veyHble BXXK  BcackiBatoTcs
HenocneAcTBEHHO B KPOBb. TPAHCMOPT BbICLLUMX XUPHbIX KUCAOT KPOBbIO OCYLLECTBASETCS B
CBSI3aHHOM COCTOSIHUU - B KOMIMJIEKCE C M1aBHbIM TPAHCMOPTHbIM OE/IKOM Maa3Mbl KPOBU -
anbbyMUHOM.

HepacTtBopuMble ¢dpaKuuM NpPOAYKTOB MNepeBapuBaHUSA JIMNUAOB: HEUTPasbHbIE XMPbI,
JJIMHHoUEernoYeyHble BXXK, xonectepuH, ero 3¢upbl M Ap., He CMNocobHbl K MNpsiMOMY
MOr/IOLLEHMIO SHTEPOLMTaMN M3-3a 6onbluoro pasmepa (0,5 MKM). Mo3ToMy B NPOKCUMasIbHbIX
oTAeNlax TOHKOIo KULIeYHWMKa MPOUCXOAUT AONONHUTENbHOE ApobfieHne MUKpoKanesnek. B
3TOM MpoLecce NPUHUMALOT Y4acTUE YXKEe ONUucaHHble AndubHble dakTopbl - Moa aAencTBUEM
dochonmMnNnaoB, XKeNUHbIX KUC/IOT U UX conen 0bpa3yroTcs Mesibvallune MUUEbl, B LEHTpe
KOTOpPbIX HaxoasaTcs ruapodobHbie Tpu-, An- U MoHoramuepuabl, BXXK, adupbl xonectepmHa, a
Ha MOBEPXHOCTU - ANbUbHbIE CTPYKTYPbl. MMKPOCKOMMYECKME pasMepbl 06pa30BaHHbIX
MULENN NO3BOAAKOT SHTEPOLIUMTAM MOT/IOWATb X NYTEM SHA0LMTO3A.

B »xenun renatobmanapHom cmctemMsl coaepumtca amwb 10-15% obuiein Macchbl XKen4yHbixX
KMUCNOT; OCTaNlbHOM MX Myn B 3TOT MOMEHT HaxoauTcs B npocBeTe KT man B noprtasbHOM
KPOBOTOKE. MuLEeNNapHbie XXen4yHble KUC/IOTbl Yepe3 MopTabHbI KPOBOTOK MPOHUKAKT B
neyeHb. A [anee C >KeN4Ybl0 BO3BPALLAIOTCS B [BEHAALLATUMEPCTHYH KULLKY (remamo-
3HMepPasnbHAs UMPKyNsaumsa). [naBHoe HasHayeHuMe 3Toro npouecca - npeaoTBpalleHue
KPYMHbIX MOTEPb XXEJUHbIX KUCAOT M UX CONen. 3a CYTKM MOJIEKYNA KEAYHOW KUCIOTbI
COBEPLLAET B cpeHEM 6-8 TaKNX LIMK/IOB.

PecuHmes >KupoB B KuLue4yHoU cmeHKe.

MonaBwKMe M3 MpocBeTa KMULLIEYHMKA BHYTPb 3HTEPOLMUTOB MPOAYKTbl MepeBapmMBaHUS
MNUAO0B MOTyT TYT )K€ Y4acTBOBaTb B CUHTE3e TpUrAnUepuaoB, ¢ochoamnuaoB u Apyrux
XnpoB.. HasHauyeHune 3Toro npouecca - o6pasoBaHMe ayToreHHbIX AMNMA0B. PecuHTes aMnnaos
B KMLLUEYHOWN CTEHKE MOXET MPOXOAUTb ABYMS MYTAMM: a) Ha4YMHAs OT MOHOMIMLEPUAOB U 6)
HayMHag ¢ ramuepuHa. OaHaKo NpoLecc 06paTHOro CUHTE3A XXUPOB He ABASETCA TOTaJIbHbIM,
T.K. rmgpoamn3s nunmnaos B XXKT HuKoOrga He npoTeKkaeT MOJHOCTbIO. B pesynbrate, cpeam
NpoAYKTOB MNepeBapuBaHMS XXMPOB BCTPEYAKOTCS B AOCTAaTOYHOM KOAMYECTBE MOHO-, AM-, U
Jaxe TpUramuepuabl, KOTopble MMEHHO B TaKOM Buae MonagatoT B MNpouecce BCacbiBaHUA B
SHTEpOUUTbl. ITU TPUTAMLEPUAbLI, Pa3yMEETCs, He NOABEeprarTca pPecMHTe3y M MOryT B
HEM3MEHHOM BUE TPAHCNOPTUPOBATLCA B XXMUPOBbIE Aero.

TpaHcnopT BCOCaBLUMXCA JIMNMUO0B

TpaHCnopT AMNMAOB B OpraHM3Me OCYLLECTBAAIOT JIMMOMNPOTENHbI  BUONOrNYECKUX
XUAKOCTEN, MPUYEM KaXKabIA M3 4YeTblpeX KJ1aCcCOB BbIMOJIHAET CBOK POJIb B TpaHCNopTe
amnnaos.

B sHTepouuTax obpasyeTca orpoMHoe (Mo KAeToyHbIM MacwTtabam) rugpodobHoe aapo,
cocTosilee U3 HENTpasbHbIX XXUMPOB (MOHO-, AN U TPUFAULEPUbI), ANMHHOLLENoYeYHbIX BXK,



XonectepuHa U ero 3¢pupoB. Mo nepudepum 3Ta XKMpoBas Kanas OKPYXKaeTcsd CJI0EM
ANUNBbHBIX aAanTepoB, B OCHOBHOM 3To dochonmnuabl, He6oabLIoe KOJINYECTBO XONeCcTeEpPMHA
n cneuuduyeckne b6enku anoaunonpomeuHsl. CHopMUpPOBaHHAA TaKMM 00OpasoM YacTuua
HOCUT Ha3BaHME XujoMukpoHa (XM). B cocTaB XMJIOMWUKPOHOB BXOAMT OKoJsio 80%
Tpuranuepmnaos, 8% xonectepuHa, 7% dochoamnuaos 1 npuMepHo 2% anoamnonpoTenHoB.

Jlvnnabl B COCTaBE XWIOMWMKPOHOB TPaAHCMOPTMPYIOTCA OT  KULWIEYHUKA 4Yepe3s
AmMMbaTMYECKY0 CUCTEMY B KPOBb M fiasiee MO ABYM ajfipecaM: B MeYeHb M XXMPOBYHO TKaHb.
Cogep»kaHMe XMNOMUKPOHOB B 06LLLEM KPOBOTOKE OYeHb BapuabesnbHo, a yepe3 10-12 yacos
nocse nocaegHero npuema nuwm XM MoryT noJIHOCTLIO Mcye3aTb M3 06Lero KpoBOTOKa.

XWUIOMUKPOHBI - cCaMble 60/bLLME YaCcTULbI MAa3Mbl KpoBU (0,1-5 MKM) HE MOTYT LLEe/IMKOM
NMPOHMKATb BHYTPb »XMPOBOW KNETKU, MOITOMY MOABEPratoTcsa rmapoamsy Ha MOBEPXHOCTU
SHAOTENNSA KAMUANSAPOB XXMPOBOM TKaHM MpU y4vacTunm ¢epMeHTa AuMnonpoTenasimnasbl.
KOMMOHeHTbl rmMaponunsa nonajatT BHYTPb agunouuTta, rae nojBepratoTcs obpaTHOMy
pecuHTesy. Jinnmagbl XWMAOMWUKPOHOB, MOMaBlWIME B CUHYCcOMAbl MEYEHWU, YCBAMBAKITCA
aHaNOrMYHbIM 06pasoMm.

B neyeHn ocywecTBASETCA CUMHTE3 U CEKpeuuda B KPOBb JMUMONPOTEMAOB ABYX TUMOB:
JAunonpomeugbl o4eHb HU3Kol naomudocmu (JIMOHM) u aunonpomeubi BbICOKOU niaomHocmu
(NNBM). JNINOHM, yxe B npouecce WX TpaHCNopTa KpOBbl, MoA  AENCTBUEM
JiMnonpoTenasiMnasbl NpPeBpalLatoTcs B Aunonpomeuabl HU3Kol niomyocmu (JIMHM), koTopble
YNaBAMBAKOTCA CNELMNAIbHBIMU PeLEeNTOPaMmn KNeToK nepmudepuyeckux TkaHem ("okaiMieHHble
peuenTopHble AMKWU") U NyTeM 3HAOLMTO3a, NOMNagalT BHYTPb KNETOK. TONbKO Annuapbl OT
JINHB ™MoryT ycBamBaTtbCsa KAeTKaMu nepudepuyecknx TKaHen. buonormyeckasa ponb JIMBI
3aKJ/Il04aeTcs B TOM, YTO OHM OCYLUECTBAAIOT OOpaTHbIM TPaHCNOPT W30bITKa >XUPOB OT
nepndepunyecknx TkaHen B neyeHb. JIMBI cHUXKalOT, TakKMM 06pas3oM, YPOBEHb XONecTepUHa B
TKaHSX, YMEHbLUAs PUCK BO3HMKHOBEHMS aTepPOCKNEpO03a; MMEHHO MO03TOMY WX MHOraa
Ha3blBalOT "XopowMMKn" aMnonpotengamm.

Nekuna 23. KatabosiM3M XUPOB B TKaHSIX. BHYTPUKNETOYHbIN JIMMOAM3, KaCKagHbli MEXaHWU3M
aKTMBaLUMM NMUNasbl. JHEPreTMYecKnin BGanaHC OKUCNEHUS TPUTAULEPUAOB B TKaHAX. 3HayeHue
METUOHWHA U XOIMHA AN 0ObMeHa IMNNA0B.

Il. BHYTPUKNETOYHbIA AUNOJN3

OcHOBHasl 4acTb 3anacHOM 3HeprMu opraHusMa JenoHupyeTcs TpuUramuepugamMm
YXMPOBOM TKaHWU. 95% TpUrIMuLepuaoB Ye0BEYECKOrOo OpraHM3Ma COAEPXKUTCS B XKMPOBbIX
feno (sHepreTMyeckuit 3anac). Peanusaums 3TOM SHEPrMM MyTEM MO3TAMHOMO OKUC/IEHUS
TpuranuepmnaoB. [lepBbli 3Tan- BHYMPUKAEMOYHbIU AUMnoau3, TMPOUCXOAUT ellle BHYTPU
agMnoumTOB. ITOT NMPOLLECC OCYLLLECTBASAETCS B TPU peakumun:

- TMAPOJIN3 NEPBOM C/IOXKHOIPUPHOM CBA3N TPUTAULIEEPUAA, 3aKaHUYMBAOWMIACS 0OpPa3oBaHUEM
aurnuuepuga n BXK, katanmsmnpyertca Tpurnmuepuanmnason;

- TMAPONIN3 TPETLEN CNOXKHOIOUPHON CBA3M AUranuepuaa ¢ obpasoBaHMeM MoHormuepuaa m
BXXK, KaTannsupyerca gurnvuepuaannasomn;

- pacuenneHve  guravuepuaga Ao MoHorauvuepuaa  m BXK,  kaTtanusumpyetcs
AUTINLEPUAANIA30M.

M3 Tpex Ha3BaHHbIX peaKuui npouecca AMMUTUPYIOWEN SBASETCS MepBas peakums,
KaTanusmpyemas annoctepmyecknMm ¢epMeHTOM mpuraudepugaunasol. 3anyckaeTtcss 3ToT
npouecc noj BJIMAHUEM PaA3INYHbIX BHEKNETOYHbIX TFyMOpasibHbIX ¢$aKTopoB, Haubonee
3HAYMMBbIMUN U3 KOTOPbIX SBASIOTCA KaTexoNaMuHbl (agpeHannH, HopaapeHaanH) 1 FtoKaroH. B



pe3ynbTate MOJEKY/la HEUTPASBHOIO XXMUpPa €ELLE BHYTPU XMPOBbLIX KJIETOK pacuenasietcs Ao
rnanuepuHa n BXK. FanuepuH, Kak pactTBopMMoOe B BOJE BELLECTBO, TPAHCMNOPTUPYETCS KPOBbLIO
B CBOOOAHOM Buje. BbiClIMe JKUPHbIE KUC/IOTbl TPAHCMOPTUPYIOTCA KPOBBLIO B KOMIJIEKCE C
CbIBOPOTOYHbIM a/Ib,OYMUHOM.

lll. OKucneHune ramuepuHa

CBO6OAHBbIN TNLUEPUH, NMoMNagas B KNETKU NepuPpepudeckmux TKaHer, MOXKeT UATU Mo
pa3/IM4yHbIM MeTaboNMYECKMM NYTSAM, OAHUM U3 KOTOPbIX SIBASETCS €ro noJIHoe aspobHoe

OKUCNeEHMEe [0 VYr/IeKUCNoro rasa WM BoAbl 4yepe3  [/lUKoU3, OkunumesibHoe
JeKkapbokcuupoBaHue nupyBama ao auetnn-KoA v Llukn AUMoHHoOU Kuciombl.
JHepreTU4ecKuin 6asaHc OKUCIEHUA TTUL,EPUHA

Aman NcmoyHuk AT® Konuyecmso AT®
Peakumns aktuBaumm -1
Peakuus N22 1 HAQH; (UMTO30/1bHBIN) 2(3)
nnukonns CybcTtp. dochopuanp. 2

1 HAQH, (u1TO301bHbIN) 2(3)

OKucneHne nmpyBarta 1 HAQH, (MUTOXOHAPWabHbIN) 3
UTK 3HAOH, 1 ®AOH, 1 TTO 9+2+1

BCEro 20 (22)

IV. OKucAeHUe BbICLLUMX XXUPHbIX KUCJIOT BK/IKOYAET ABE CTaaun:

» B-okucnenue BXK no auetunbHol rpynnbl (auetmnn-KoA);

> OKMC/IeHUe aueTUIbHOIo OCTaTKa B LMTPATHOM LuKae ao CO, n H,0.

Mockonbky BXXK Haxoaatcs, B OCHOBHOM, B LIMTO30J1€, @ UX OKUCIEHME OCYLLLECTB/ISETCS B
MaTpUKCE MUTOXOHAPUIA, TO MPOLECCY [-OKUCNEHUS MpealecTByeT TpaHCMeMOpaHHbIN
TPaHCNOPT aKTUBMPOBaHHbIX BXK (aunn-KoA) us unto3019 B MaTPUKC CKBO3b 06€ MeM6paHbl
MUTOXOHAPMN. ITOT TPAHCNOPT OCYLUECTBASETCSA NPU y4acTUMU BUTaMMHOMNOA00HOMo BellecTBa -
KAapHUMUHQa.

[B-okncneHue NnpoTeKkaeT B MaTPUKCE MUTOXOHAPUIN U ABASETCSA LUMKJIMYECKUM MPOLECCOM,
32 OAMH BUTOK KOTOPOro MPOMUCXOAMUT OTLEeNeHne oT okucasiemon BXKK aByxyrnepogHoro
dparmeHTa (auetnn). Kaxkapii UMKN B-OKUCNEHMS BKIOYaeT 4 nocsiefoBaTesbHbIX peakumn. C
KaXgblM 0060pPOTOM UMKNA B-OKUCNAEHUS MNPOUCXOAUT YKOPauMBaHME MOJEKYbl XKUPHOM
KUCAOTbl Ha gBa atoMma C. OTO npoucxoauT OO Tex Mop, MoKa B MOCAeOHEM UMKIe He
006pasyloTca, B pe3yibTaTte TMOJIA3HON peaKLnu, cpasy ABe MoneKy bl auetma-KoA.

O6pasyollmecs aKTUBMPOBAHHbIE aleTUAbHble rpynnbl  (auetun-KoA) BcCTynawT BO
BTOPYIO CTaZINIO0 OKUCJIEHUS XKMPHbIX KUCAOT — UUTPATHbIA UMUK, TAe CroparT A0 YrJIEKMCI0ro
rasa u Bogabl. [lpyu nogcyete 3sHepreTuyeckoro 6GanaHca Y4YMUTbIBAETCS  KOAMYECTBO
0bpa3oBaBLUMXCA MOoNeKyN aueTun-KoA.

CyMMapHblii 3HepreTUYeckuii 6anaHc NOHOro a3po6HOro OKUCAEHUS 1 MOIEKYJIbI

NaibMUTUHOBOM
KUCNOTbI
®dasa Yucno ATO
AKTMBaUms -1
[B-okncneHune 7x5=35
LnTpaTHbIN LUKA 12x8=96
CYMMA 130

Nekums 24. O6pasoBaHME KETOHOBbLIX TEN: MECTO, MexaHu3M, perynasums. lNpeacraBnaeHme o
CUHTE3€E XOJIeCTEPUHA. XONECTEPUH KaK MpeALlecTBEHHUK CTEPOUAHbIX TOPMOHOB, YKEJYHbIX



Kucnot, ButammHa D. lvnepxonectepuHeMus: ee nNpuuMHbl U nocneacteus. Perynsaums
NMMAHOro obmeHa.

I. KetoHOBbIE TENA

K KeTOHOBbIM TeslaM OTHOCAT TPWU OpPraHUYECKUX BeLLECTBa, MMewluue obliye nyTu
6MONOrNMYECKOrOo 06pa3oBaHUSi U BbIMOJIHAOWME €AUHY0  (GYHKUMIO (33 MUCKIOYEHMEM
aUueToHa):  auUemoyKCyCHyt  Kuciomy, [B-rufpoKCcuMdacisiHyo — Kuciomy U AauemoH.
®U3MONOrMYHBIMKN ABAAKOTCA TOJIbKO aLLETOYKCYCHas U B-TMAPOKCUMACASAHAA KUCNOTbl. ALLETOH
ob6pasyeTcs B pe3y/ibTaTe HEKOHTPOAMPYEMOrO CMOHTAHHOIO pacnafa aLeTOyKCYyCHOM KMUCIOTbI
M ABASETCA LWNAKOBbIM METab0/IMTOM, HYXAAWWKUMCA B HEMeAJIEHHOM BbIBEAEHUU U3
opraHmsma. B ¢OyHKUMOHaNLHOM MaaHe KETOHOBbIE TeJsa SABASAKTCA a/ibTEPHAaTUBOM MNaBHOIO
«KNEeTOYHOro TropHYEero» - [JIKKO3bl, MO3TOMY MpU caxapHoM Aauabete, B YCJ/IOBUSAX
BHYTPUKAETOUYHOrO Aeduumta [IOKO3bl, CTUMYJUPYETCS CUHTE3 KETOHOBbIX Ten Kak
€IMHCTBEHHOM MONHOLEHHOW 3aMeHbI FNHOKO3bI.

CHHTE3 KETOHOBbLIX TEJ1 MPOTEKAET TONLKO B renatouuTtax. ICTOHHMKOM CUHTE3a SABASAIOTCS
aueTusbHble rpynnbl aueTua-KoA.

Il. CUHTE3 BbICLLUX XXUPHbIX KUCNOT

CuHTe3 BXXK -BO MHOroM o06paTHbIA WX OKUCAEHMIO npouecc. W3  wwectn
nocsefoBaTesIbHbIX PeakuMn CMHTE3a XXUPHbIX KUCO0T YeTbipe KAKYEBbIX MOBTOPAKT peakuum
B-okncneHns B obpaTtHoM nocnenoBaTenbHOCTU. OTANYMA: BCE peaKUMM CMHTEe3a NPOoTEeKaloT B
LMTO30/1e, B TO BPEMS KAaK MPOLECC OKMUCAEHMS — B MATpUKCE MUTOXOHAPWUIM; B MpoLecce
CMHTE3a XXMPHbIX KUCNOT MPUHUMAET y4yacTue psfg PpakTopoB: yraekucnoit ras, HAO®H un
auunnepeHocawmii 6enok (AMB).

McTouHnKoM ana cuHTesa BXKK cnyxkat auetunbHble rpynnbl aueTua-KoA, B 60/bLLIOM
Ko/inyectBe obGpasylolmecs B MaTpUKCe MUTOXOHAPUNA. [lpouecc TpaHcrnopTa aueTU/IbHbIX
rpynn auetua-KoA ns MMTOXoHAPUIN B LMTO30/1b OCYLLECTBASETCS NOCPeACTBOM NPOHULAEMOrO
nepeHocYnKka - JMMOHHOM Kucnotbl. Cob6CTBEHHO npouecc cuHTesa BXK Bkatovaetr 6
nocseloBaTe/IbHbIX peakuui, KaTaanusmpyembliX MynbTUGEPMEHTHOM CUCTEMOM - cUHMAsol
BbICLLIUX XKUPHbIX KUc/siom. B ocHOBe NOCTpoeHMs npocTteTnyeckom rpynnbl Alb neXxuTt ButaMuH
B; (naHTOTEHOBas KMC/IOTa), TOFO CaMOro, MPOU3BOAHbLIM KOTOPOro ABASETCA LeHTPasbHbIN
KOpEPMEHT OpraHM3Ma BbICLUMX }KUBOTHbIX — KOA.

lll. XonectepuH

XonectepuH CnocobeH CUHTE3NPOBATLCS TOJIbKO B TKAHAX »XMBOTHbIX OpraHMsmMoB. Y
yenoBeKa U BbICILUNX XMBOTHbIX CMHTE3 XOJIeCTeEpUHA NMPOTEKAET B OCHOBHOM B renartouuTax.
CWHTEe3 3TOro BELLECTBA ABAAETCA OUYEHDb CJIOXKHBIM BUOXMMUYECKMM MPOLECCOM, BKAKYAOLWIUM
OKOJ10 COTHU NOCNeA0BaTe/IbHbIX PEAKL MM, MHOTME U3 KOTOPbIX €LLe HE U3YYEHDbI.

XOﬂeCTepVIH ABNAeTCA XX U3HEHHO HeO6XO,£I,VIMbIM ANnAa 4enoBevyeCcKoro opraHmM3Ma BelweCcTBoM.
Ero 6uonornyeckas POb MHOIorpaHHa.

1. XonectepuH - O4HO M3 LEHTPasibHbIX BelLecTB MeTabon3Ma opraHM3sMa YesloBeKa u
BbICLLUMX >XMBOTHbIX, ABJSETCA MCTOYHMKOM 0OOpasoBaHMA MPaKTUYECKU BCEX OUONOrMYECcKn
3HaUUMBIX CTEPOUIHbIX CTPYKTYp oOpraHuMsMa. Hambonee BaXKHbIMM U3 KOTOPbIX MOXHO
Ha3BaTb:

a) cmepouHble ropMoHbI (KOPTUKOCTEPOU bl — MUHEPASI- U TJIIOKOKOPTUKOWbI; MOI0BbIE
FOPMOHbI — aHAPOreHbl U 3CTPOreHbl U NPOrecTUHbI);

6) BumamuHbl rpynnel [l - perynatopbl  $ocPopHO-KaNbLUMEBOro 06MeEHa,
NpeAlWwecTBEHHUKM  KanbuuTpuona. Ero TKaHU-MULLEHW: TOHKUA KULLIEYHUK (noBbllLaeT



BCacblBaHWe conei Kanbums M ¢ocdopa) U KOCTHas TKaHb (CTUMYAMPYET MUHepanusauumio
KoCTen);

B) >Ke/I4Hble KUCIombl U UX co/u (CM. Bbllle). bosbluas YacTb XoNecTepmuHa UAET Ha CUHTE3
MMEHHO 3TOM rpynnbl BewecTB. XXeayHble KUCOTbl U UX CON aKTMBHO YYaCTBYHOT B Mpoueccax
nepeBapuBaHMs N BCaCbiBaHUA AMMNUAOB.

2. Mnacmuyeckasn ¢yHKLUA. XONeCcTepUH, Hapaay ¢ APYTUMMU ANOUABHBIMU AUMUAHBIMA
CTPYKTYpPaMMU, y4acTBYeT B MOCTPOEHUUN KJIETOUYHbIX MeMbpaH. lNpaBaa. y4acTue xonectepmHa B
opraHmsaumm OGUAMNMAHOrO MeMOpPaHHOro C/I0S He CTOJIb  3HAaYUTEJIbHO, Kak, Yy
docdornmuepmnaos.

3. dHepremuyeckas PyHKLUS - HaMMeHee 3Ha4YMMas U3 NepednCcIeHHbIX.

CyTo4Hble noTepu XxosiecTepUHa Yy B3POCNOrO YesoBeKa COCTaBAAKT npuMepHo 0,5 T.
OCHOBHOM NyTb BbIBEAEHMS — C XKeENYbLO. MIMeloTcs ABa MexaHM3Ma BblBEAEHUS X0JIeCTEPUHA U3
OopraHmM3Ma 4eJsioBeKa:

1. BbiBegeHmne cBO604HOro XonecTepmHa.

M3nunwek xonectepuHa cekpeTupyeTca renatoumtamm c xendoto B npoceet XKKT. Nonagas
B TONCTbIM KUILUEYHUK, rAe noj BO3AeNCTBUEM HOPMa/bHOM MUKPOGJIOpbl NpeBpaLlLaeTcs B
COBEPLUEHHO HEPACcTBOPUMBIA B BoAe KonpocTepuH (oT rpey. kopros - Kan), KOTopbln He
BCACbIBAETCA B KULLIEYHMKE U LLE/IMKOM BbIBOAMTCS C KAa/NOM.

2. [NoTepu xonectepmHa B BUAE XKEMUYHbIX KNCOT.

Tak KaK 60/ibLLasi YacTb X0necTepMHa NAET Ha 06pa3oBaHME XKeNYHbIX KUC/IOT U UX CONEN,
TO OYEBUAHO, YTO MOTEPU STUX CTPYKTYP B NpoLLecce NuLLLEBAPEHMS MOXKHO pacCcMaTpuMBaTh Kak
KOCBEHHbIE€ NOTEPU Xos1eCcTepuHa.

Ha 6nokupoBaHMM npouecca MNeYEHOYHO-KULLIEYHOM LUMPKYASALUMM OCHOBAH BeCbMa
OCTPOYMHbIN Crnoco6 60pbObl C MOBbILEHHLIM YPOBHEM XOJIeCTEPUHA B KPoBW. MaumeHTy C
renepxosieCTEPUHIMMEN AAOT per 0S MeJMKaMeHTO3Hble BELWECTBA, KOTOPbIE HE BCACbIBAKOTCA
B XXKT, HO B TOHKOM KMLLEYHUKE 0OPA3yHOT C XKEJYHbIMU KNC0TaMU HepacTBOPUMbIE B BOAE
KoMnaeKkcbl. CBsA3aHHbIE TaKMM 0OOpPa30M >KeJlYHble KUCNOTbl U MX COJIM HE BCACbIBAKOTCS W,
MWHYSl FanaTto-3HTEepasbHbIN LMK/, BbIBOOATCS M3 OpraHusMa C KajaoM. ITO NpUBOAUT K
onocpeaoBaHHOMY CHUXXEHUIO XONeCcTepMHA KPOBM, T.K. 3HAUYMTENbHAsA €ro A0/8 BbIHYXAEHa
pacxoaoBaTbCs Ha 06pa30BaHUE HOBbIX YKEJIYHbIX KMCAOT.

IV. Perynaumsa amnnaHoro obmMeHa

[OpMOHbI, yyacTBylOWME B perynsumm obmeHe /IMNUAO0B, MOXHO pasfesiMTb Ha [Be
rpynnbi:

. CNoco6CTBYOLME AENOHUPOBAHMIO Mpa (MHCYAnH, AKTT, rIIOKOKOPTUKOUAbI);

* cnocobeTBytolme Mobunmnsauum xupa (CTI, TTI, TMpeougHble, KaTexoJlaMuHbI,

FNOKaroH, aHAporeHsbl).
Memb6paHHas perynauus - akTMBaumsi BHYTPUKAETOYHOrO /JMMNOAM3A afpeHaIMHOM 4Yepes
afeHNNATUMKNA3HYIO CUCTEMY.
ApepHas peryasyusi - TaK JENCTBYET TMPOKCMH Ha WHTEHCUMBHOCTb OKMUCJIEHWUS TKaHEBbIX
mMnNuaos.
MonekynspHas perynauus. B obMeHe nmnnuaoB 0cob60ro BHUMaHUSA 3aC/Y)KMBAKOT TPU TaKUX
npouecca.

Mpouecc depmeHm 3¢ppekm 3dppekmop

Okuncnenue BXXK KapHutuHaumntpaHcdepasa | MHrmbup. | ManoHun-KoA

CuHTte3 BXXK Auetnn-KoA-kapbokcunasa AktmBup. | Uutpar




MHrmobup. | Aunn-KoA

CuHTe3s M'mapokcnmeTuarnytapun-KoA- MHrMbup. | MeBanoHat u
XonectepuHa peaykrasa XonectrepuH

Kak BWMAHO, MHIMOUTOPOM KJIOYEBOrO depMeHTa SBASETCH, KaK MPaBUIO, KOHEYHbIN
NPOAYKT peakuuu (MeBasioHaT) uaM Bcero npouecca (aunn-KoA, xonectepuH). Bo3MOXHbI U
Jlpyrne BapuaHTbl: MasioHMA-KoA - MeTabosinT cuHTesa BXK (npouecca, npoTMBONOMIOXKHOIO MX
OKUCNIEHUIO), pa3yMeeTcs, UHIMbUpyeT okucneHue BXKK. AKTuMBaTopamu uyallle BbICTynaroT
MUCXoaHble cybCcTpaTthl peakumn Uam Bcero npouecca. lpaBaa 34ecb ToXXe BO3MOXKHO BAUSHUE
COMpPSAXXEHHbIX NPOLLECCOB: MOBbILWEHNE YPOBHS LUMTPaTa, YKa3blBakOWMN Ha U3ObITOK SHEPrUK B
LTK, normyHo aktMBupyeT cuHTe3 BXKK, cnoco6CcTBYS AEMNOHNUPOBAHUIO ANLLIHEN SHEPTUN.

V. NMaronorns obmMeHa aMnupoB

3HayeHue MemuoHUHA U X0JIuHa B o6MeHe unugos

JNleuntuHbl (dochaTMaANAXONNHBI), NETKO MOTYT CUHTE3UPOBATLCS B OpraHM3Me 4YesioBeKa
N XKMBOTHbIX; MPUYEM 3HAUYUTENbHAs MX YaCTb CUHTE3UPYETCA U3 HEUTPasbHbIX XMPOB. s
3TOro CMHTE3a HEOBXO0AMMO HaIMYMe a30TUCTOrO0 OCHOBAHMA XOJIUHA.

XONUH CMHTE3MpPYETCS U3 3TaHOMaMMHA MYTEM €ro TPEXKPATHOro TPaHCMETUAUPOBAHMUSA
(MeTUNbHbIE  TPYNMNUPOBKM  NepebpachbiBalOTCi € METUMOHMHOBBLIX  OCTaTKOB  S-
aleHO3U/IMETUOHUHA). [pM HedocTaTKe 3SK30reHHOro XOJIMHA M METMOHMHA CHUMKaeTCs
aKTUBHOCTb CMHTE3a JIEUMTUHOB W3 TPUIAMLEPUAOB, YTO MNPUBOAMT K HAKOMIEHUIO
HENTPAaNIbHOrO XMpa B renaTouuTax, T.e. PasBUTUIO >KUpoBoU aucmpoduu nedveHu. Cogep>kaHue
YXMpa B NeYeHW B HOpMe He npeBbilaeT 5% ee Cblporo Beca; npu XXMPOBOW e AUCTpodpum
nevyeHn KOJIMYECTBO XMpPa B 3TOM OpraHe BO3pPacCTaeT B HECKOJ/IbKO pa3 U MOXKET A0XOAUTb A0
50%.

Benok kaseuH, B cOCTaB KOTOPOro BXOAUT 6OJbLLIOE KOJMYECTBO METMOHWHA, obnagaeT
«JIMMOTPONHbLIM» AEUCTBUEM, T.€. CMOCOOCTBYET YAANIEHMIO U3 NEYEHU U3ObITKA XUpa.

)XenyHokameHHas 6oae3Hb

O6pasoBaHMe XXeNUHbIX KaMHEWN Yy YesloBeKa 3aBUCUT OT HECKOJIbKMX (GaKTOPOB:
3aCcTos Xenun, UHPEeKUUU N HapyLlleHnsa obMeHa BeLLECTB.

OCHOBOIMOJIOXXHMKOM TEOPUM HapYLLUEHUSA XONIeCTEPUHOBOrO OOMEHa, KaK TJlaBHOM
NMPUYUHbI BO3HUKHOBEHUSI 06pa3oBaHUKN XKENYHbIX KaMHel, sBuaca Bouchard (1882). B
nocaeyolLme rofbl MPOAOIKM U Pa3BUA 3Ty TEOPUIO B cBoMX paboTtax Chauffard (1922) u
€ro y4eHuKku. Mo nx MHeHUto, B NpoLecce 06pa3oBaHMSA KENYHbIX KAMHEN Beayllee MecTo
3aHMMaIOT rMNepxonecTepuHeEMUs N yBeNYEHNE XONECTEPMHA B YKEUN C OAHOBPEMEHHbIM
YMEHbLLEHUEM COAEPXKaHMNS XONEBOM KUC/IOTbI, KOTOPas B HOPME CMOCOOCTBYET YAEePXKaHUIO
XonectepuHa B PaCTBOPEHHOM  COCTOSSHUM B Xesuu.  [lpn dYHKUMOHaNbHOM
HEeZL0CTaTOMHOCTU MEeYEHOUHbIX KJIETOK YBEIMYMBAETCS COAEPXKAHME XOJIECTEPUHA B YKENYU U
YMEHbLUAETCA COAEpKaHME XONEBOM KUC/IOTbl, YTO CO3J43EeT YC/IOBUSA A8 BbiNaAeHUs
XOJIecTepMHa B OCa0OK.

Mpn“ NaToNOrMY4ECKOM COCTOSIHUM XenyeobpasoBaHWMS MPOUCXOAMUT HapylleHue
PaBHOBECUSI KOJIIOUAHBIX CTPYKTYP, U TPYAHOPACTBOPUMbIE COCTaBHbIE YacTU Keauu
BbIMaAatoT B BUAE 0CaJIKOB, 06pa3ys yKeluHble KOHKPEMEHTHI.

Mo cocTaBy »eN4yHble KaMHU AeNnAT Ha: XOJeCTepUHOBbIe, GUIMPYOMHOBbLIE WU
CMeLUaHHble.



X0/1IeCTEPUHOBBIE KaMHU. YNCTble XONeCTEPUHOBLIE KaMHU COCTaB/ISKOT OAHY TpeTb
BCEX XXEJIYHbIX KaMHeN. B CMellaHHbIX KaMHSX, KOTOpble COCTaBJISIIOT OCHOBHYK Maccy
YKENYHbIX KaMHeN, XonectepuHa coaepkutca ao 80%. B npouecce $opMUPOBAHUA TEX U
APYrUX KJIFOYEBYIO POJIb UrPAeT HapyLleHne obMeHa XonecTepmHa XKenuu.

XonectepuH »enum MoXKeT HaxoamTbCA B Tpex da3ax:

1. MuuennapHas ¢asa.

2. lNceBaokpucmannudeckas ¢asa. OcobeHHOCTbIO NCeBAOKPUCTANIINYECKON Pa3bl
aBnsieTcs ee ob6patMMocTb. [py HopManu3saLuum xonectTepuHoOBoro o6mMeHa, Korga
COOTHOLLEHME YKeNYHbIe KUCIOTbI - XOJeCTEPUH HOPManNu3yeTcs, U3bbITOK XoiecTeEpPMHaA
BHOBb PaCTBOPSIETCS XKENYHbIMU KUC/IOTaMU, T.e. NepexoauT B MULEeNnsapHyto ¢asy. Ecam
COOTHOLLIEHME: XKENYHbIE KNC/IOTbI - XOIECTEPUH MPOA0/IKAET CHMXKATBLCA U 3TOT NpoLecc
pacTarmBaeTcsl BO BpeMeHU, aMopdHble NMCeBAOKPUCTAIIMYECKNE CTPYKTYPbI MOCTENEHHO
YIMJIOTHAKOTCS U MPEBPALLAOTCS B UCTUHHbIE KPUCTANSbI.

3. Kpucmannudeckas ¢asa. BosHUKLLINE KPUCTAJUTIMKN XOJIeCTEPUHA MPU
6naronpuATHbIX YCJI0OBUAX MOTYT MPUBOANTL K 0OPa30BaHUIO KAMHEN.

BnnnpybmnHoOBbLIE KAMHM BCTPEYALOTCA B BUAE CONEN TMNA BUIMpyObuHaTa Kanbums.

ConyTCcTBYHOLWNM  YCJOBMEM AN BO3HMKHOBEHUS XKEJIYHbIX KaMHen aBasetcs
BOCMNasieHMe CAN3UCTOM XKENYHOro Ny3bips U NPOTOKOB, YTO NMPUBOAUT K 06pa30BaHMIO B UX
npocBeTe 60JIbLUOrO KOAMYECTBA CAU3N U KJIETOK CAYLLEHHOMO 3nNnTenuns. 3T opraHnyeckme
CTPYKTYpbl MOFyT BbICTYNaTb B KayeCTBe OCHOBbI, Ha KoTopon GOpMMUPYIOTCS WM pacTyT
YKeNYHble KaMHMU.

Ceryac HauyMHalT MPUMEHATb METOoJ JieYeHUs BBeAEHMEM XeHOL4Ee30KCUXONEBOM
KUCNIOTbl, OT KOTOPM B Hanbo/bLLEN CTENEHU 3aBUCUT PaCTBOPUMOCTb XonecTepmHa. Kpome
TOro, XeHO4Ee30KCUXONEBAS KMUCNAOTA UHIMOUPYET rMApOKCMMETUNrnyTapma-KoA-peaykrasy.
Mpn npuemMe 1 r XeHOAE30KCUXONEBOM KUC/IOTbl B JIEHb CMHTE3 XOJIeCTEPUHA CHMXKaETCs
BABOE, €ro KOHUEHTpaUuus B >XEJMM YMEHbLUAETCs; KOHUEHTPaUUs >XeM4YHbIX KUCAOoT,
HaobopoT, yBeNMYMBAETCS B pe3ysbTaTe [AOMNOJIHEHMSI COOGCTBEHHbLIX XXEAYHbIX KUCAOT
BBEAEHHbIM npenapatoM. B 3TUXx ycaoBMAX MpeKpawaeTcs He TOJIbKO ocaxgeHue
X0JIeCTEPMHA, HO CTAHOBUTCS BO3MOXHbBIM N paCTBOPEHUE YIKE UMEIOLLIUXCS KaMHEN.

Amepocknepo3s

Ewe B 1913 r AHMYKOB cHOPMYNMUPOBaAN KOHLEMNLMIO, COrIaCHO KOTOPOM aTepOCKIEPO3
€CTb pe3ynbTaT MNepxosieCTEPUHIMUMU U UHPUIBTPALMN XONECTEPUHA U3 KPOBU B CTEHKMU
aptepuit. C Tex nMop M No ceh AeHb, MHOTME BpayM pPacCMaTpPUBAlOT XOJIECTEPUH, Kak
«OMacHoe» BELLEeCTBO, KOJIMYECTBO KOTOPOro B MuULe Hafo CTPOro KOHTpoaupoBaTtb. Ho
KO/IMYECTBO 3K30MEHHOro XOJIeCTEPUHA He sBAsdeTcsa onpeaensrwmm ¢GakKTtopoM reHesa
aTepocKneposa.

OCHOBHOWM MeTab0/IMY4ECKOM NPUUYMHOMN aTepPOCKAepo3a SABASETCSA HE XONeCTEPUH, N JaXe
HE TMNEepXoNecTeEPMHIMUS, a HapyllueHue obmeHa saunonpomeuaoB HU3KOU M0mMHoOCMuU.
XpOHMYECKME TUMEPCTPECCOpHbIE afpeHasioBble BO3AENCTBMSA KOCBEHHbIM 06pasoM MoryT
HapywaTb ¢u3nKo-xummyeckme ceomcrtea JIMHIM mn JINMOHI, 4yto NpMBOAUT K UX aaresmm Ha
3HAO0TENNI COCY0B U MPOHUKHOBEHUSA B UX CTEHKY.

Jlu3ocoMHbIe 60s1e3HU

Jlu3ocoMbl - cneupanbHble KIETOYHbIE OpraHe/Ulbl, BbIMOJHAOWME GYHKUMIO YTUAM3aUmMn
OTpPaboTaHHbIX MaKPOMOJIEKYN. Bce MOBpeXAeHHble WM JMIHME KPYMHble YacTuupbl, a TaKXkKe
HEepacTBOPMMbIE KJ/IETOYHbIE KOMMOHEHTbI (NenTuapl, 6e/KM, Mnuapl, Noancaxapuipl), HEHY>KHble B
OaHHbIA MOMEHT KeTKe, MOMIOWAOTCS /IM30COMaMN. ITU CTPYKTYPbl Pa3pyLUatoTcs, 4O COCTaBHbIX




yactelt (aMmMHoKMcNoTbI, BXXK, rmueprH, cpUHro3urH, MoHocaxapa), nog, AEMCTBUEM MHOTOYNCIEHHBIX
TMAPO/IA3, HaXOAALUMXCA BHYTPU OpraHesUibl. 3aTeM 3TW  PacTBOPUMbIE MPOAYKTbl TMAPOSN3A
ANPPYyHAMPYIOT B LIUTO30/1b, FAE NOABEPratoTcs AaslbHENLLIEMY MeTaboM3My. MaKpOMOJIEKY bl MOTYT
TPaHCMOPTUPOBATLCA TOMLKO B OAHOM HaMpaB/eHUM - BHYTPb JIM30COMbl. Hapy)Xy BbIXOAAT yxe
NPOAYKTbI UX pacnaja.

DBOJIIOLUMOHHO C/IOXKUJIOCh TaK, YTO MeTabo/mM3M MeMOPaHHbIX COUHIONMMNAOB, K KOTOPbIM
OTHOCATC COUHIOMMENMH, LEPEOPO3Mabl U FaHIIMO3UAbl, OCOOEHHO MOABEPXKEH HapYyLLEHUSM,
00OYC/IOB/IEHHbIM FEHETUYECKUMM  AedekTaMM  GEPMEHTOB, YYaCTBYIOLMX B WX JIM30COMAsIbHOM
Aerpagaumn.

HakonneHne nMnnpoB HabAAAETCA B Pa3/IMYHbIX KAETKax B 3aBUCMMOCTM OT BapuaHTa
3a6o0seBaHusA. MopakeHne napeHXMMaTo3HbIX KNETOK MPUBOAMT K Pa3BUTUIO AUCTPOdUA U
HeKpo3a 3TUX KNeToK. MNocnepoBaTelbHOCTb COObITUI:

1. [edeKT reHa, OTBEYaOLLLEro 3a CUHTE3 JIM30COMHOIO FMAPOUTUHECKOTO PpepMeHTa

2. OT1cyTCcTBME MM HapylleHne paboTbl pepMeHTa
3. HakonneHwue cybcTpaTta B IM30COMaXx U UX pa3byxaHue
4. [NedopMaumsa KNETKMU N HapyLleEHNE ee PYHKLUMN
5. HapylueHune ¢pyHKUMM opraHa 1 COOTBETCTBYIOLLME KJIMHMUYECKME NPOSBAEHUS
. HakanauBatowmiics
3aboneBaHue DedekTHbI PepMeHT W Mopa)kaeMble TKaHU
avnup,
bonesHb Teg-Cakca [ekcozamuHKMaasa A GM2 raHramosug, Moar, ceTyaTKa.
MNeyeHb, ceneseHkKa,
b-rntokosnpasa .
bonesHb Nowe Intokouepebpo3nabl KOCTHbIW MOS3T,
(rntokouepebposngasa) .
ro/I0BHOM MO3T.
bonesHb [onoBHOM MO3T,
CduHrommennHasa CouHrommenuH
HumaHa-luka neyeHb, Cesie3eHKa.
bonesHb ®abpu a-raJlakTo3nasa Tpurekco3sung, Lepammaa Koxka, no4Kku.
BonesHb Kpabbe [anakTo3unnuepamump, lanakTouepebposng [oN0BHOM MO3T.




lMoHATME 0 XMMMYECKOM 1 BUoNIOrMYecKom LeHHOCTM 6enkoB. Mpumepsbl.

HopMebi 6enka B nuTaHmMn. KoaddnumeHT nsHawmeaHms, GU3Moiormieckun MMHUMYM 1 ONTUMYM 6eJIKa,
dakTuyeckoe notpebneHmne 6enKoB B 3aBMCUMOCTM OT Pa3/IMHHbIX GaKTOPOB.

IMHaMMyeckoe cocTosiHMe 6eNKoB B opraHusMe. KonmyecTeeHHas XxapaKTepuCTMKa.

MNpoTeonutnyeckme ¢GepMeHTbl  Kely04HO-KMLWIEYHOro TpakTa: o0Was XapaKTepucTuKa, MecTo
BblpaboTKM, CMocoObl akTMBaLMKM, CcybcTpaTHas chneumduyHocTb. [enTuaasbl XenygovyHoro Ccoka,
naHKpeaTMyeckue nentmaasbl, GepMeHTbl, BbipabaTbiBaloWMECS B TOHKOM KULLEYHMKE.

Pacnap 6enkoB B TKaHaX. KatencuHbl: BUAbl, cybcTpaTtHas cneumduyHoOCTb.

TpaHc- U ne3aMUHUPOBAHHE AMHHOKHCIOT, MX B3aMMOCBA3b. JIOKaiM3alnus B OpraHu3Me W
KJIeTKe. Bunapl 1e3aMUHUPOBAHUS aMHUHOKHUCIOT. CTaguM OKUCIUTENBHOTO J€3aMUHUPOBAHMS
amMuHOKHCITOT. DepMeHThl, KodhepMeHTh. MeXaHu3M TpaHCAaMUHUPOBAHUS aMUHOKHCIIOT, POJIb
NUPUIOKCMHA B oOpa3zoBaHuM  MHUGGOBBIX  OCHOBaHHWA. AMHUHOTpaHcdepasbl, HUX
JIUArHOCTUYECKasi IEHHOCTb.

Cynb0a 6e3a30TUCTOr0 OCTaTKa aMHUHOKHCIOT. Vcronp30BaHHEe aMUHOKHCIIOT AJisi 00pa30BaHUS
MeTabOIMTOB IUKJIa TPUKAPOOHOBBIX KUCIOT. KOHEUHBIE IPOAYKTHI a30THCTOTrO oOMeHa. [lyTu
oOpa3oBaHus aMmMHaka B opranusme. O6e3BpekMBaHnEe aMMHUAaKa: CUHTE3 aMUI0B aMHUHOKHCIIOT,
peaMuHUpOBaHuE aib(a-KeToroTapara, oOpa3oBaHHE COJEH aMMOHHS, KpeaTMHWUHA U Jp.
Cucrema riaroTaMUH-TIIIOTaMaT Kak oAHa U3 OyepHbIx cucteM opranuzMa. CHUHTE3 MOUYEBUHBI:
JIOKAJIM3alKsl B OpPraHu3Me€ W KIETKE, XUMHU3M, pEryyisiius. BpokaeHHble W BTOPUYHBIC
HApPYILIEHUs CUHTE3A U BBIBEICHUSA MOYEBUHBI.

[lekapOoKCMAMpOBaHNME aMMHOKUCIOT: BUAbl, NpuUMepbl OUMONOTMYECKM aKTMBHbLIX MPOAYKTOB.
BuoreHHble aMWHbI - MPOM3BOAHblE KOHKPETHbIX aMMHOKUCIOT, MX yd4acTue B OOMeHe BeLLEeCTB U
Pa3BUTUM MATOJIOTMYECKUX COCTOSIHMIA. OKUCAEHME OBUOreHHbIX aMWHOB, aMUHOOKCUAA3bl, WX
KodepMeHTbI, KOHeYHbIe MPOAYKTbI Npouecca.

OcobeHHOCTM 06MeHa OTAEe/NbHbIX aMUHOKUCAOT. MyTM MUCNONb30BaHMSA [MLUMHA, aflaHWMHA, OKCU- U
CepocoepXalimx aMMHOKUCIOT. Ponb MeTMOHMHa B Mpoueccax TpPaHCMeTUAMpoBaHuA. [pumepsbl.
MeTUANpoBaHUE YY)XKEPOAHbIX, B TOM UYMC/AE JIEKApCTBEHHbIX BelecTB. OBMEH LMKANYECKMX
aMUHOKUCNOT - deHunanaHuHa, TMpo3uHa, TpunTodaHa, ructuauHa. ®dusmonormyeckoe 3HayeHue
OMOJIOrMYECKN aKTUBHbIX MPOAYKTOB aMUHOKMCIOTHOrO obMeHa. Buoxmmmuyeckme oCHOBbLI BPOXKAEHHbIX
HapyLUEHUI OTAENbHbIX aMUHOKUCAOT. lNpuMepbl, cnocobbl NpodUNaKTUKM U fledyeHus. BTopuyHblie
BapWaHTbl HapyLLueHMs 6enkoBoro obmMeHa.



Paspen X. OBMEH CJ/IOXXHbIX BEJIKOB

Nekums 30. O6MeH HykneonpoTenaos. Hykneasbl NULEBAPUTENILHOIO TPAKTa U TKaHel. Pacnapg,
M CUHTE3 MYPUHOBBIX HYK/IEOTM/IOB: MPOUCXOXKJEHME YacTel MYyPMHOBOINO SApa U KOHEYHble
NPOAYKTbl pacnaja ocHoBaHW. KoopAuHaumMs GUOCUHTE3a MYPUHOBBLIX U MUPUMUANHOBLIX
Hykneotnaos. Moaarpa, opoTatauuaypus.

[Ba TMna 6uononnmMepoB obecneynBaloT rnaBHble GYHKUUW OpraHM3Ma. ITo 6enku u
HYK/IEMHOBbIE KMUCOTbI.

B nx coctaB BXOAMT a30T. AKTMBHbIM pajuKaioM, cofepxalmum asoT, asnsercs NHa.
MosToMy npwu X pacnage MoryT 6biTb 06pa3oBaHbl OJMHAKOBbIE KOHEYHbIE NPOAYKThI.
N, HaobopoT, aMMHOrpynna HeobxoAnMa npu CUHTE3E aMUHOKUCAOT U a30TUCTbIX OCHOBaHUA.
3HayMTeIbHas YacTb aMUHOTPYMM MNOCTYNaeT B OPraHn3M ¢ He3aMeHMMbIMU aMUHOKUC/IOTaMU.

MeTta6onunyeckue NyTu pacllenieHUs U CMHTe3a
NYPUHOBbLIX U MUPUMUANHOBBIX OCHOBaHUIA
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B 3ToM pa3gene no cyuiectBy 6yaer paccMaTpuBaTbCs OOMEH a30TUCTbIX OCHOBaHWM,
TaK KaKk 06MeH 6e/1KOBOI YacTK 3TUX CJIOXKHbIX BELECTB HUYEM He OT/InYaeTcs oT MeTaboamnsma
NpOoCTbIX 6EKOB.

Mpu NocTynaeHun B NuLLLEBAPUTENBHbIA TPAKT 6e/IKOBas YacTb HYKAeonpoTenaos byaer
pacwennaTtbcs noa, AeNCTBMEM MPOTEOAUTUYECKMX GEPMEHTOB, a MOJMHYKNEOTUAHAA 4acTb
nocsiefoBaTe/IbHO aTakoBaHa 3HAOHYyKNeasamu ([IHKa3a n PHKa3a) n dochoamacrepasamum.

B TKaHsXx MMetoTCa aHanormyHble GepmMeHThl.

Ocob6eHHOCTbIO pacnafa MYPUHOBLIX OCHOBAHUIM SABASIETCS COXPAHEHME LMKANYECKOM OCHOBBI
MOEKY/Ibl C 0O6pa3soBaHMEM KOHEYHOro MPOAYKTB - MOYEBOM KUCAOTbl. MMpUMUANHOBbLIE
OCHOBaHMA YTPauYMBalOT LMKAMYHOCTD M KaK Y aMWHOKUCIOT WX aMMHorpynna MaeTr Ha
dopMUpOBaHME MONEKYIbI MOYEBUHBI.

ALEHVH W TyaHMH TepstoT aMuHOrpynnel M npuobpetator OH-pagukanbl, KoTopble aenarot
MoneKyay 6osee pacTBOPUMOM B BOAE. ITO BaXKHO O/ BblBEAEHUS KOHEYHbIX NMPOAYKTOB C
MOYOM.
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KntoyeBbIM GpepMEHTOM B pacllensieHUM MYPUHOBbIX OCHOBAHUI SBASIETCS KCAaHTMHOKCMAA3a,

Npw HapyLeHNN GYHKLMM 3TOro pepMeHTa MOTyT pa3BMBaTLCA MNATOIOTMYECKME COCTOSIHUS.
Mpw cMHTE3€E a30TUCTbIX OCHOBAHMIA UCMO/Ib3YHTCS aMUHOMPYNMbl aMUHOKUCNIOT. CUHTE3

NYPUHOBLIX OCHOBaHUI ABASiETCS 6onee CNAOXKHLIM U TpebyeT HaAuuus rauLMHa, acnaprarta,

rnyTamMuHa, popmmuntetparnapodosiata U psaaa Apyrmx opraHMueckmx MoJieKys.
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HeobxoanMble Ans CUHTE3a NYPUHOBbLIX OCHOBAHWUI Cy6CTpaThI




3acnyKuBarowmMmMm ocoboro BHMMaHUA pakToM aBnseTcs obpa3oBaHME MHO3MHOBOM KUCJIOTHI, Yepes
KOTOPYHO NMPOLLECC CUHTE3a MOXKET NepexoaunTb B NpoLecc pacuienneHms (M HaoboporT).
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CUHTE3 NMPUMUAMHOBBLIX OCHOBaHUI

JNekuma 31. O6MeH xpomonpoTenaoB. OCOGEHHOCTN TPAHCMNOPTA XKefle3a Yepe3 KULLEYHYHO CTEHKY.
CuHTes rema. Pacnapg remornobuHa B TKaHsax. Obpa3oBaHMe M NpeBpaLLeHME XKeMYHbIX MUTMEHTOB.
MpamMon u HenpaMon O6uanpybuH. Xentyxu. J[MnarHoCcTM4ecKkoe 3Ha4YeHus onpeaeneHus
6MAMpPYBUHa, APYIUX XKENYHbIX MUTMEHTOB B KPOBU U B MOYE.

XpoMonpoTenabl - CAOXKHbIE 6ENKU, UMEIOLLME B Ka4eCTBE NPOTETUYECKON rpynmbl Kakoe-nmbo
OKpalleHHoe BellecTBO. K Hanbosiee BaXkHbIM NpeACcTaBUTENSIM, MMEIOLWUM B CBOEM COCTaBe
reM, OTHOCATCS reMorno6uH, NepoKcnAasa, Katanasa, LMTOXPOMbI, yHacTBYOLWIMNE B
BbIMOJIHEHMM AbIXaTeNbHON GYHKLUUN.

CTpyKTYypa 1 TUMbl FeMOr/I061Ha.

®dusmonornyeckas KoHLEHTpaLms y B3poC/bIX Mo reHA0PHOMY MPU3HaKY, Y AeTen, NOHATUE O
dU3N0SIOTMHECKOIN aHEMUU HOBOPOXKAEHHbIX.

MeTaboM3M eJiesa: CyTo4yHasi NoTPeBHOCTb B pa3Hble NEPUOAbI XXU3HU, AENO XKeNesa,
HeraTMBHas perynsums npoLecca BcacbiBaHUs, 6€1KN KNETOK U KPOBU, MPUHUMAaIOLLME Y4acTue
B TPAHCMOPTE U YCBOEHUM Xene3a KNeTkon (anodpepputuH-depputuH, TpaHcheppuH,
reMoCUaepuH).

B nnasmMe KpoBWM >Kene3o TpaHcnopTupyeT 6enok TpaHcheppuH. TpaHcheppuH -
FIMKONPOTENH, KOTOPbIN CUHTE3UPYETCS B MEYEHU U CBA3bIBAET TOJIbKO OKUC/IEHHOE XKEeNeso
(Fe*). MocTynatoliee B KpOBb Xene3o okucaseT pepmMeHT deppoKcmAasa, M3BECTHbIN Kak
MeabcoAepXKallumMii 6eoK MiasMbl KPOBWU LepyionaasMuH. OfHa MoneKkyna TpaHcheppuHa
MOXET CBfA3aTb OAMH WM ABa MoHa Fe*', Ho ogHoBpeMeHHO ¢ aHmoHoM CO;* ¢ obpa3oBaHMEM
KoMnieKkca TpaHcdeppuH-2 (Fe*-COs*). B HopMe TpaHcheppuH KPOBM HACbIWEH >KEIe30M
npmMbansnTenbHo Ha 33%.



TpaHcdheppuH B3aMMOAENCTBYET CO crneunduyecKUMM MeMObpaHHbIMU peLenTopamMm
KNETOK. B pesynbTarte 3T0Oro B3aMMOJENCTBUA B LMTO30J/1e KNETKM obpasyeTtcs Komnnekc Ca®-
KanbMmoayanH-NMKC, kotopbih  dochopunmpyetr peuentop TpaHcheppu-Ha U Bbi3bIBAET
obpasoBaHMe 3HAO0COMbI. ATD-3aBUCUMBINA MPOTOHHBLIN HaCcoOC, HaxoAsAWMNCA B MeMbpaHe
3HAOCOMbI, CO34aET KUCAYHO Cpeay BHYTPM 3HAOCOMbI. B Kuciom cpene 3HAOCOMbI Xeneso

ocBoboXKaaetcs us TpaHcheppuHa. MNocne 3Toro KoMnaekc

MonocTs TOMKOrO IHTEepOUnT Kposs Trauu
KMiLEYHMKa
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MocTynneHue 3K30reHHOro Xesnes3a B TKaHU. B N0/10CTM KULLIEYHMKA YKesie30 0cBOboXKAaeTcs U3 6enkos
N cosielt opraHMYecKnX KUCO0T NULLM. YCBOEHUIO XKene3a CnocobCcTByeT acCKoOpObMHOBas KMC0Ta,
BOCCTaHaBAMBalOLLAA }Kenes30. B kneTkax cnm3ncTomn 060/104KM KULLEYHUKA M3ObITOK NOCTYNUBLIENO
Kenesa coegumHseTcs ¢ 6enkoM anodpeppUTUHOM ¢ 06pa3oBaHUEM GepPPUTUHA, NPU STOM GEPPUTUH
okucnset Fe?" B Fe*. MocTynneHne xenesa n3 KNEToK CIM3NCTOM 060/104KM KULIEYHUKA B KPOBb
COMPOBOX/AETCA OKUCNEHNEM Xeie3a GEPMEHTOM CbIBOPOTKM KPOBM heppoKcnaasoit. B kposu Fe*
TpaHcnopTupyeT 6e/10K CbIBOPOTKM KPOBUM TpaHcheppuH. B TKaHsax Fe?* ncnonbsyercs Ans cuHtesa
Kenesoco eprKallmx 6e1KoB UM AeNOHUpPYeTCs B peppuUTUHE.

FemMorno6uH - cnoXxHbii 6e10K. OH COCTOUT U3 YeTbIpeX MPOTOMEPOB 6eJIKOBbIX U HE6E/IKOBOM YacTH
C aKTUBHbIM XMMUYECKUM 3/IEMEHTOM - KeJie30. MeTa60i113M GpyHKLNOHANBbHOM rpynnbl
reMorsiobuHa.

Pacnapg, remorno6uHa B TKaHAX: NOCNEA0BATE/IbHOCTb M MEXAaHMU3M COObITUM
(reMmornobuH—>Bepaorno6uH — 6unmnsepauH — 6UAMPYEUH Henpsamoit (CBO6OAHbIN Nan
HEeCBA3aHHbIN) = BUANPYBUH NPAMON (CBA3aHHbIN): MOHO- BUMIOKYPOHUALI.BbiBEAEHME
YK€NYHbIX MUIMEHTOB M3 OpraHnU3Mma.

CooTHoOLLIEHNE HEMPSIMOrO N NPSAMOro GUNMPYOMHA B KPOBU B HOPME U MPU KENTYXaX.
MexaHn3M popMMpoBaHUSA pacnpeaesieHNss HEMPAMOro U NPSMOro B KPOBU U KOIMYECTBEHHbIX
nokasaresien 6uanpyburHa npu Haane4yeHoOYHOM, NEYEHOUYHOM M NOANEYEHOUYHOM XKENTYXE.
YXeyHble NUrMeHTbI B MOYe: MeXaHUXM 00pa3oBaHUs, YPOBEHb.

BuocuHTe3s reMoriobuHa: MONEKYNSPHbIE UCTOYHUKN, MEXAHU3M, K/tOYEBbIE GEPMEHTDI.



Paspen XI. PEFTYNIAILUA OBMEHA BELLECTB. MEPAPXUSA PETYNIATOPHOW CUCTEMBI
Nekumna 32. CMHTE3 [/IIOKO3bl U3 TNLEPUHA U aMUHOKMUCNOT. [JIMKOTEHHbIE aMUHOKUC/IOThI.

CuHTE3 XXKnpa U3 yrneBooB. EanHas cxeMa B3aMMoCBA3M 0OMeHa yrneBooB, IMNMA0B, 6e/KOB.
Auetnn-KoA - y3noBon Mmetabonmt obMeHa BellecTs, ero cyasba B opraHnsme. CaxapHbiit Anaber
- NpMMep B3aMMOCBA3M 06MeHOB. I3MeHeHMe 06MeHa BELLECTB NPU MON04aHUM U OXKUPEHUN.

B3anMMocBA3b 06MeHa yrneBoA0B, XXUpPoB U 6ekoB
Mpouecchl B3aMMOCBA3M NPOUCXOAAT NOCTOSHHO U OCHOBAaHbI Ha:
- JHepreTM4yecKom 3aBMCUMOCTU U
-O6WHOCTHN BELLECTB.

B3anMocBA3b 3Heprun Katabonamsma m aHabonumsma.
1. OaHu MeTabonnyeckme NyTM BbICBOOOXAIOT 3HEPrMi0 3a CYET paspylleHus CTPYKTYpbl
MONEeKYNl C obpa3oBaHMEM 0o0Jiee NPOCTOM CTPYKTYPbl M B KOHEYHOM WUTOre C MOJIHbIM
OoKucaeHnmMme 6uomonekyn ao CO2 m H20. Becb 3TOT npouecc aerpajauym HasblBaeTcs
KaTaboJIN3MOM.
2. C apyron CTOpOHbI, SHeprus, BblAENAOWANACA B KaTaboMyecKoM npoLuecce, UCNOoJib3yeTcs
09 CUMHTE3a  LUMPOKOro  CreKTpa  CJAOXHbLIX  MOJIEKYJT U3 HECKOJIbKUX  MPOCTbIX
npeaLwecTBEHHMKOB. ITOT Habop peakumit BMOCMHTE3a Ha3biBaeTCS aHaboIM3IMOM.

B3aumMocBsi3b - 3T0 B3auMOIIpEeBpalICHUs BEIECTB.

B3avMHble npeBpalleHns 6uomMonekyn Apyr B Apyra Haubosiee BbIpaXKeHbl  MexXAay
npeACcTaBUTENSAMU KIACCOB BELLECTB: YI1eBOAbI 1 6eKu: yraeBoabl U AMNnapl.
1. cuHTE3 YrNeBOAOB U3 [IMKOrE€HHbIX aMUHOKMUCAOT.
2. CMHTE3 3aMEHMMbIX aMUHOKUCJIOT U3 YTNEBOA0B.
3. CMHTE3 /IMNUAOB U3 YIIEBOAOB SBASETCA aKTUBHbIM  (GU3MONOrMYECKMM MPOLECCOM
pe3epBUPOBaHMA IHEPreTUYECKOro MaTtepumana.
4.rMMKoHeoreHes 13 MnuAaoB.

bonblwas 4YacTb peakuuii obMeHa BelLecTB B OpraHusme ABAsSETCA O6paTUMbIMMU, KX
HanpaB/fieHMe 3aBUCUT OT KOHLIEHTPaUuMM CybCcTpaToB, KOHEYHbIX MPOAYKTOB M MPOYUX
ycnoBuit. O6paTMMOCTb OTAE/bHbIX 3TAaNOB MeTabo/IMYECKNX NYTEN, @ TaKXKE HaAnyne efnHbIX
MPOMEXYTOYHbIX MPOAYKTOB OOMeHa /MnuaoB, 6GenKkoB, YreBOAOB M JieXaT B OCHOBE
B3aMMOMNpPEBPALLEHMIN 3TUX BelecTB. Tak, HapsaAy € pacnafioM IIMKOreHa B OpPraHM3Me MoXeT
npoTeKaTb MPOLECC €ro CMHTEe3a He TONbKO W3 [JIOKO3bl U MPOMEXYTOYHbIX MPOAYKTOB
YrNeBoAHOro Oo6MeHa (MMPOBUMHOTPaLHOM, MOJIOYHOM KUCNOT), HO U M3 MPOMEXYTOUHbIX
NPOAYKTOB XXMPOBOro 1 6e/IKoBoro obmMeHa.
[Tomumo 30% MOCTYNHMBIIMX B OPTaHU3M YTIIEBOJIOB (00s3aTeIbHBIN 00BEM pe3epBUPOBAHUS B
BUJIE€ )KUPOB MpHU cOATAaHCHPOBAHHOM MUTaHUM) Bce M30BITKM Takke OyIyT MpeoOpa3oBbIBATHCS
B HeWTpanbHbId *kup. [Ipu 3TOM myTh npeoOpazoBaHUs KOPOTKUM: INIMLEPUH 0OpaszyeTcs u3
IPOMEXYTOUHOTO  MpPOAYKTa  TMIHMKONM3a -  (pocoriunepuHoBOro  ajbjaerujga, a
HETIOCPEJCTBEHHBIM CHIPBEM ISl CHHTE3a JK.K. sBisercs aueTmn KoA, oOpa3oBaBmmiics u3
MUPOBUHOTPAHOW KHUCIOTHI. 3HAUUTEIBHO MEHbIIAs YacTh IJIIOKO3bI pPe3epBUPYETCS B BHJE
TJTUKOTEHA.
benkn M aMUHOKHCIOTHI MCIOJB3YIOTCS JUIsI CHUHTE3a psijia COEAMHEHUHl (IIypUHOBBIX MU
MUPUMHUIMHOBBIX HYKIICOTHAOB, OWOTEHHBIXaMHUHOB). AMHHOKHCIIOTHI, OOpasyromuecs B
nporiecce ooMeHa areroaneTis KoA yuyacTBYIOTB CUHTE3€ )KUPHBIX KHUCIIOT.
MexaHHu3MBbl B3aHMOCBSI3M 00MEHOB MPH CAXapPHOM JuadeTe U roJI0IaHUH
B ycnoBuAX WHCTOLIEHHS YIVIEBOJHBIX PECYpPCOB OpraHu3Ma >KHpbl HAYMHAIOT SHEPrUYHO
pPacxo0BaThCS B KA4eCTBE MCTOYHHMKA SHEPTHH. [Ipy 3TOM >KUpPHBIE KUCIOTHI JINOO KOHKPETHO



MOTPEONSAIOTCA TKaHAMH, JHOO TpeoOpa3yloTCs B TIEUEHH B KETOHOBBIE Tella, KOTOpHIE
MOCTYTAIOT B KPOBh M TAKKE YaCTUYHO YTUIU3ZUPYIOTCSA TKAHSIMHU B Kau€CTBE dHEPTETHUUECKOTO
cyoctpara. M3 apyroro mpoaykTa MOOHWIM3allMM XUpa — TAUIepuHa oOpa3yercs TIIII0KO3a
(TIrOKOHEOTeHE3), KOTopask MOCTYyIasi B KpOBb, 00€CIIEUNBAET SHEPTETUUECKUM CBHIPhEM TKaHH,
MPEIITOYUTAIONINE TITFOKO3y HWHBIM cyOcTpaTam.

B3auMocBA3L MyTel Katabonmsma u aHabonusma (BOHHBIMHK
CTpenKamMM nokasaHbl ampubonudeckne nyTw)

[Tmomosal

[ %4

Hanbonee BaXHbIM 06LIMM NPOMEXKYTOYHbIM MPOAYKTOM OOMEHa BELLLECTB,
YYaCTBYHOLLMX B OOJIbLLUMHCTBE KIETOYHbIX MPOLECCOB, ABASETCA duemusi-KoA. 3To eauHbIN
MeTabo/IT AN BXOXKAEHUS BCEX KNAacCOB BellecTB B UMK Kpebcea, T. E. ans peannsauum ceoen
3HEpPreTMYeCcKom PpyHKLUN.

B umnkna Kpebca auetnn-KoA yepes pag npoMeKyToYHbIX MPOAYKTOB MOJIHOCTbIO
okucngetca o CO2 n Boapl. B To ke BpeMs ¢ aueTna-KoA HaunmHaeTcs CUHTE3 XXUPHbIX KUCOT,
X0/iecTepuHa, psga aMUHOKMUCAOT U APYrMX COeAUHEHNN. A 3TO YXKe OANH U3 BaXKHENLLMX
$aKTOB NPOABEHMS NMPUHLMNA PaALMOHANBHOCTM YCTPOMCTBA }KNMBOWM CUCTEMBI.



PONEB ALUETHMN-KeA B OBMEHE BELWECTE

HKETOTEHHLIE . LW E T KWMN BbICLUWME MHMPHBLIE

AMWMHOKMCNOTRI o A —_—  AHWMCNOTERI (BHK])
rMOHO3IA—VBHK

rMHUKOTEHHBIE LMK .n OHCHMMETIM.N- ALLETOHOBBLIE
AMWMHOKMCNOTHI KPEEBCA rmyTAPKM. KoA TENA

HMEMNYHLIE KMCNOTblk—XONECTEPHH—8WMTAMMH D

KOPTHUKOCTEPOMA bl4——CTEFPO M HL| B———RONMOBLIE

; MPMOHBI i
rni - MHMHEPANO- AHO) EHbI

KOPTHMKOWAO I SCTPOTEHBI

Nekuma 33. OCHOBHble MEXaHM3Mbl peryasumm  Metabonmsma: MU3MeHeHWe aKTUBHOCTU
$EepMEHTOB M M3MEHEHME MPOHULLIAEMOCTU KNETOYHbIX MeMb6paH. fopMoOHanbHas perynaums
KaK MEXaHU3M MEXKNETOYHON W MEeXOpraHHon KoopAuHauuu obmeHa BeluectB. Knetku-
MULLIEHM U KJIETOYHblE pPeLenTopbl FOPMOHOB. U-AM® U apyrMe nocpegHuUKU Mexay
rOPMOHAMM U BHYTPUKNETOYHbIMM  MEXaHM3MaMMK  perynaumn.  PunmnsuHr-eaktopebl.
DNKo3aHOUabI.

JlBa cTOpOHBI OOMEHA BEHICCTB AllPHOPH MPEINONAral0T HAIMYUE CUCTEMBI €r0 KOOPIUHAINH

JUISl IOJIEPKaHNsl TOMEOCTasa.

1. B kaxaoW KIETKEe MPOUCXOIAT THICSYM OMOXMMHYECKHX peaknuii. Merabomudeckue
peakuu 00paszyroT OONBIIYIO CETh Pa3BETBICHHBIX MyTeH, B KOTOPBIX TPAHCPOPMUPYIOTCS
MOJICKYJIbI, TaK Ha3bIBaeMble METa0ONUTHL. Bce 3TH peaknuu UMEIOT OYCHb BBICOKYIO
CKOPOCTh, HAMHOT'O BBIIlIE, YeM BHE OpraHu3Ma B IMPHUPOJAE, 33 CYET OUOJIOTUYECKUX
KaTajau3aTopoB - (EPMEHTOB.

2. Baewnss cpena U COCTOSIHME KJIETKU MOCTOSIHHO MEHSIFOTCSI U OpraHu3M (KJIETKa) JOJIKHA
aJanTHUPOBATbCI K BHYTPEHHUM WJIM BHEIIHUM CHUrHajoB (u3MeHenusim). Hampumep,
OKHCJICHUE MUTATEIbHBIX BELIECTB B KJIETKE COBEPIIAETCS CO CKOPOCTBIO, TOCTATOYHOM IS
TOT0, YTOOBI YIOBICTBOPUTH €€ YHEPTETHUECKHUE MOTPEOHOCTH B TAHHBI MOMEHT.

Perynsuuss oOMeHa BeLIECTB B OpraHuM3Me OCYUIECTBIISETCS HEPBHOW W TOPMOHAJIBHOI

CHCTeMaMH, a TaKXKe CHUCTEMOM aBTOMATHYeCKOUM peryisiuuu (camoperyssnus). K cucremam

peryJsiiuy TaKKe CIPaBEIMBO OTHOCAT U KPOBEHOCHYIO CUCTEMY.

ComnoAUMHEHHOCTD PETYISATOPHBIX CUCTEM HA3bIBACTCS PETYJISITOPHOM HepapXueil.

OCHOBHOM TPUHLMUII PEryJsiluud OOMEHa BEIIECTB B OpraHu3Me CBOJAUTCA K
M30UpaTeILHOMY, TOYHO COOTBETCTBYIOIIEMY MOTPEOHOCTSIM OpraHM3Ma H3MEHEHHIO CKOPOCTHU
OT/ICJIbHBIX XMMHYECKUX pEaKIUh, NEHCTBUH, KOMIUIEKCOB NEUCTBUUA. XOTS ITOT MHPHUHIUII
peayiu3yeTcsi B OpraHu3Me JOBOJHHO MHOTOOOPa3HO, B KOHEYHOM HTOTE Pa3HbIC MEXaHU3MBI
PEryJsiliMd B MOJABJISIONIEM OOJBIIMHCTBE OKA3bIBAIOT BIUSHUE HA CKOPOCTb OMOXMMHYECKUX
peakuuii. Takum 00pa3oM, KOHEYHOH TOYKOH PeryJsiTOPHOro BO3/1eiicTBUS HA MeTa00/Iu3M
siBjsiercsi pepMeHT(bI).

K BHEKJIETOYHBIM (IJUCTAaHTHBIM) PETYJIATOPHBIM (PaKTOpamM OTHOCATCS TOPMOHBI,
HEHpOMEAUTOpPHI, OHMOTreHHble AaMHHBI. Bce JUCTaHTHBIE peryiasaTopHble (HaKTOpbl CBOE
peryimpyroiiee BIUSHUE Ha CKOPOCTh KJIETOYHBIX PEaKIUN OCYIIECTBISIOT 4epe3 MeMOpaHy,
BbI3bIBas OBICTPBIN (HECTEPOUIHbIE TOPMOHBI) HJIM CTOMKUNA OTBET (CTEPOUIHBIE TOPMOHBI.)
IlepBble mepemarOT CHUTHAT Yepe3 MPOTEMHKWHA3HBIE CHCTEMBI MEMOpaH U BBI3BIBAIOT
U3MEHEHHE AKTUBHOCTH (pepMEeHTOB, BTOPbIE IPOHUKAIOT BHYTPb KJIETKU U CBOE BO3/IEHCTBUE
OCYILECTBJISIFOT HA YPOBHE Sipa, BIUsA HAa H3MEHEHHEe KOJIUYecTBAa (pepMEeHTOB.



Jlpyrue peryJjsitopabie (pakTOpbI: JIOCTYIMHOCTh CyOCTPaTOB (KOHIEHTPAIUS PearnpyroInx
BEIIIECTB), HATMYHUE KOPAKTOPOB.

MexaHu3Mbl peryJjsiiul aKTHUBHOCTH (pepMeHTA: aKkTUBAlUA MpodepMeHTa; CTPYKTYpHBIE
MN3MCECHCHMHSA, KOBAJICHTHAs aKTHUBAIIM, KaCKa)IHBIﬁ MCXAaHU3M.

CKOpOCTb MeTaboIMYECKMX NPEeBPALLEHNI 3aBUCUT B BOJIbLUMHCTBE C/ly4aeB OT KOHLLEHTpaLUK
M aKTMBHOCTM AUMUTUPYOWMX ¢epMeHoB. OHM ele Ha3bIBalOTCA PEryisTOpHbIMU U
KaTannsmpytoT obbI4HO HeobpaTUMble peakuMn. AKTMBHOCTb TakMX GepMEeHTOB KakK NpaBuIo
peryimpyercs KOHUEHTpaLnen oHOro U3 nocsaeayowmx npoaykToB AN KOHEYHOro NpoAyKTa
JlaHHOro MeTabonumyeckoro nytM. Tak npu  HakonaeHun ATD yrHetaeTcs aKTUBHOCTb
$dochOPpPYKTOKMHA3bI - K/IHOYEBOro dGepMeHTa MKO/IM3a, T.€. KNeTKe Ha JaHHbIA MOMEHT
J0CTaTO4YHO MaKpPO3pros. AKTUBUpPYETCA 3TOT GepMeHT Npu HakonaeHun AJO n AMO.
AKTMBHOCTb GEPMEHTOB B CBOK o4epeb HanpsMyk 3aBUCUT OT KOHLEHTPaLMmM KopepMeHTOB
(BUTaMUHOB) M KOPaKTOPOB (MMHepanbHbIX BewlecTB). Tak aeduumnt ButamuHa B, (TAD)
TOPMO3UT peaKkLUU OKUCAUTENBHOrO AeKapboKcuampoBaHus anbda-keTokmcnot. lMpu 3ToMm
3aMeaNaTCcsa oTAeNbHble 3Tanbl rankonmsa, LUTK, Topmosutcs okucneHmne XK, xumudeckoe
npeepaweHne AK u cuHTe3s 6enka, Bo3HuKaeT gedpuunt HAILDH, koTopbin obpasyetcs B
neHTo30¢pocPaTHOM LUYHTE.

CHWXeHNe KOHUEHTpaumMm obLmnx MeTabosIMTOB CKa3blBaeTCs Ha YPOBHE OOMEHHbIX
NPoL,ECCOB BO BCEN KNEeTKe. B To e BpeMsl, ypOBeHb TaKMX MeTab0/IMTOB MOXKET BOCNONHATLCA
3a CYET pa3IMYHbIX BUOXMMUYECKUX peaKLUiA.



Jlekuusni 17. buoxumus kpoBu. benku mmasmbl kpoBu. benkoBeie Gpakiuu, Qusnosoruyeckoe
3HaYCHHE OTJIETbHBIX OENKOoB. JlucniporenHemus, napanpoTenHeMus, BPO>KJCHHbBIE
nedeKTonpoTeMHeMUr. MeTobl BBISIBICHUS OSJIKOB KPOBH.

Omnpenenenue mnaa3Mbl U CBIBOPOTKH KPOBH.
Konnenrparus 6e1koB m1a3Mbl KPOBH B3POCIIOTO 3/I0pPOBOTO YEIOBEKA.
MecTo cuHTE3a OEIKOB KPOBHU.
AnbOyMUHBL, TIO0YJIHHBIL, 37eKTpodopeTHIecKre PpaKkiuy OEIKOB CHIBOPOTKH KPOBH. AJTLOYMHUHOBO-
17100y TMHOBBIN HH/IEKC.
OyHKIMU OEKOB KPOBHU, MHIMBUYaJIbHbIE IPEJICTABUTENIN OCHOBHBIX TPy OEJIKOB.
Hopmomporennemusi, rumo- u runepnporenHemus. IlapanporenHemun u J1edeKTONPOTEHHEMUN
(BpoxneHHble W mpuoOpereHHbIE). [IpHuMHBI W JUArHOCTUYECKOE 3HAYEHHE BBISBICHMS ATHX
COCTOSTHHM.
beiku — MapKepbl NATOJOTHYECKNUX COCTOSTHU.
W3BecTHBle B HAcTOsIIEEe BpeMsl AMAarHOCTUYECKH 3HAUYMMbIE OCNKM MOXKHO, 10 HallleMy MHEHHIO,
pa3aeNnuTh Ha HECKOJIBKO TPYTIIL:
- Craguocneuungudeckue (3MOpHo-u (erocneruduueckue)
- AHOMasnbHBIE (BO3HUKIIKE B pe3yibTaTe MyTaluid, Harpumep, HbS)
- AccomMHMpOBaHHBIE C Pa3BUTHEM 0CO00OTO (DU3MOJIIOTHYECKOTO COCTOSHUS (Oenku
OepeMeHHOCTH, OEIKU-PEeaKTaHThI U Ap.)
- AccouuupoBaHHbIE C Pa3BUTHEM MATOJIOIMYECKOro Mpolecca (MapKepbl: OMyXojei, B T.U.
oHKo(eTanbHbIe; BocnaneHus; Hanpumep, CPb; necTpykium; runokcuu 1 ap.)

buoxumuueckue ¥ HMMMYHOXUMHYECKHE METOJbI BBISABICHHS OelKOB KpoBU. KauecTBeHHBIH U
KOJIMYECTBEHHBIN aHAJIN3.
B xnuHuyeckoit nabGoparopHoit mnpaktuke MmmyHo®epmenTHbiii Anamuz (M®PDA) ssusercs
OTIpEIETSIONIM UMMYHOJIOTHYECKUM METOI0M MHJIMKALUU aHTUT€HOB-MapKepOB JJIsl JUarHOCTUKH:
U omyxoneii,
U 3aboneBaHui COEIMHUTEIBLHON TKAHH,
U SHIOKPUHHOI CHCTEMBI,
U OGaxrepuanbHBIX U BUPYCHBIX HHDEKITHIA
U utn
B ucropun ActpaxaHCKOW roCyqapCTBEHHOM MEIWIIMHCKON aKaJeMUU €CTh HCKIIOYUTEIIbHBIC
BEXH, CTABIINE CYIbOOHOCHBIMHU JJI1 MUPOBON MEIUIIMHCKON HAYKH U MPAKTHKH
B Acrtpaxanu B 1963 romy BnepBbie ObLIa BBISBICHA CEKPENHs B KPOBb Oelika amb(a-peTonpoTernHa
IIpY IEPBUYHOM paKe IEYECHH y 4EJIOBEKA, CTABILETO IIEPBBIM MAapKEPOM OITyXOJIEH.

IMpodeccop FO.C. Tarapunos ¢ koyieramu, 1968 r.



Jlaypeatnl IIpemun «IlpusBanue» 2004 rona
I'appu Uspaiinesnu AdeseB u FOpnii Cemenosnd TarapuHoB
Harpasknennl 3a uzyuenue gyHaaMeHTAJbHbIX OCHOB BbISIBJICHUS 0€JIKOB - MAPKEPOB paKa

B kadyecTBe MapkepoB MOTYT BBICTYIIAaTh O€JIKHU C Pa3IUYHBIMU (PYHKLIHSIMU.

Knaccupukanus oHKOMapKepoOB M0 UX 0MO0J0rHYecKoi PyHKIUM.
Onkoghemanvhvie anmueenwl.

_ PakoBo-3MOpHOHAIBHBINA aHTUTEH

_ Anbda-deronporenn

_ XOpHMOHMYECKUI TOHAIOTPOIIMH YEIOBEKA
_CA 125

_CA153

~CA19 9

DEepMEHTHI:

_ Kucnas ¢ocdaraza npocrarsr

_ JlakrarmerunporeHasa

_ Heiipocnenuduueckas enonasa

_ Cnenuduyeckuii aHTUTEH MTPOCTaThI
Topmonwi:

_ AZIpEHOKOPTUKOTPOIHBI TOPMOH

__ AHTUIWYpETUUYECKU TOPMOH

_ Kanpuuronun

_ INaparropmon

_ IIponaktun

Peyenmopur:

_ IlporecreponoBbie

_ DCTpOreHoBbIE

/pyaue coedunenus:

_ ®eppurux

_ bera2-mukporinoOymnuH



_ mmyHOTII00YTMHBI
_ TkaneBoii ciennduyeckuii aHTUreH



	Происходит на мембранах эндоплазматического ретикулума и во внутренней мембране митохондрий. Ферменты - оксигеназы. Они активируют молекулу кислорода, а затем внедряют один или два атома кислорода в молекулу окисляемого вещества.
	Оксигеназы, включающие один атом кислорода в окисляемое вещество, называются монооксигеназами (гидроксилазами).
	Оксигеназы, включающие два атома кислорода в окисляемое вещество, называются диоксигеназами. Оксигеназы работают в составе мультиферментного комплекса, встроенного (built-in) в мембрану. Мультиферментный комплекс состоит из 3-х компонентов: 1. Флавиновые дегидрогеназы. Содержат ФАД. Наиболее обычный субстрат для них - НАДФН2. 2. Железо-серный белок. Содержит негеминовое железо с переменной валентностью. 3. Цитохром Р450. Его строение отличается от строения цитохромов цепи митоходриального окисления.
	Мультиферментный комплекс формирует цепь переноса электронов и протонов, в конце ее происходит активация кислорода. Активированный кислород присоединяется к активному центру цитохрома Р450, и на него переносятся электроны, а затем этот кислород включается в молекулу субстрата.
	
	ЦПЭ как источник активных форм кислорода
	Утечка электронов из ЦПЭ и непосредственное их взаимодействие с кислородом - основной путь образования активных форм кислорода в большинстве клеток.
	Кофермент Q в ЦПЭ принимает от доноров последовательно по одному электрону, превращаясь в форму семихинона - KoQH•
	Этот радикал может непосредственно взаимодействовать с кислородом, образуя супероксидный анион , который, в свою очередь, может превращаться в другие активные формы кислорода.
	Перекисное окисление липидов (ПОЛ), роль в патогенезе повреждений клетки
	Кислород, необходимый организму для функционирования ЦПЭ и многих других реакций, является одновременно и токсическим веществом, если из него образуются так называемые активные формы.
	К активным формам кислорода относят:
	ОН• - гидроксильный радикал;
	- супероксидный анион;
	Н2О2 - пероксид водорода.
	Стадии перекисного окисления липидов (ПОЛ)
	Инициация: образование свободного радикала (L•)
	Инициирует реакцию чаще всего гидроксильный радикал, отнимающий водород от СН2-групп полиеновой кислоты, что приводит к образованию липидного радикала.
	2) Развитие цепи:
	L • + О2 → LOO•
	LOO• + LH → LOOM + LR•
	Развитие цепи происходит при присоединении О2, в результате чего образуется липопероксирадикал LOO• или пероксид липида LOOH.
	ПОЛ представляет собой свободнорадикальные цепные реакции, т.е. каждый образовавшийся радикал инициирует образование нескольких других.
	3) Разрушение структуры липидов
	Конечные продукты перекисного окисления полиеновых кислот - малоновый диальдегид и гидропероксид кислоты.
	Антиоксидантная система
	1. ФЕРМЕНТАТИВНАЯ a) КАТАЛАЗА - геминовый фермент, содержащий Fe3+, катализирует реакцию разрушения перекиси водорода. При этом образуется вода и молекулярный кислород. 2Н2О2 ------> H2O + O2
	Каталазы много в эритроцитах - там она защищает гем гемоглобина от окисления. б) СУПЕРОКСИДДИСМУТАЗА (СОД) катализирует реакцию обезвреживания двух молекул супероксиданиона, превращая одну из них в молекулярный кислород, а другую - в перекись водорода (менее сильный окислитель, чем супероксиданион). О2 + О2+ 2Н+ ------> H2O2 + O2
	СОД работает в паре с каталазой и содержится во всех тканях.
	в) ПЕРОКСИДАЗА - геминовый фермент, восстанавливает перекись водорода до воды, но при этом обязательно идет окисление другого вещества, которое является восстановителем. В организме человека таким веществом является ГЛУТАТИОН - трипептид: гамма-глутамил-цистеил-глицин. Поэтому пероксидазу человеческого организма называют глутатионпероксидазой.
	2. НЕФЕРМЕНТАТИВНЫЕ КОМПОНЕНТЫ АНТИОКСИДАНТНОЙ СИСТЕМЫ
	1. Витамины Е (токоферол) и А (ретинол), которые находятся в составе клеточных мембран.
	2. Церулоплазмин - белок плазмы крови, который принимает участие в транспорте меди.
	3. Мочевая кислота.
	Механизм действия этих компонентов: они принимают неспаренные электроны от активных форм кислорода, при этом образуется радикал антиоксиданта, который малоактивен. Таким образом неферментативные компоненты антиоксидантной системы - это перехватчики неспаренных электронов.
	Свободное окисление (СвОк)
	Если процесс тканевого дыхания отключен от процесса фосфорилирирования, то энергия субстратов окисляются, превращается в теплоту, которая не используется для выполнения клеточных функций. Такой путь окисления клеточных субстратов А. Ленинджер назвал нефосфорилированным или свободным окислением.
	(СвОк) необходимо в тех случаях, когда потребность в тепле для организма больше, чем в АТФ. Например, для поддержания температуры тела при охлаждении теплокровных организмов
	В этих организмах есть особая ткань - бурый жир. Его физиологическое назначение - продуцирование тепла в процессе окисления триацилглицеринов для поддержания необходимой температуры тела.
	Особенность внутренней митохондриальной мембраны клеток бурой жировой ткани - отсутствие способности синтезировать АТФ.
	Внутр. мембрана имеет особые поры, проницаемые для ионов водорода (Н+). Ионы водорода, которые выделяются во время работы дыхательной цепи, попадают снова в матрикс митохондрий не через протонный канал АТФазного комплекса, а через все особые поры. Энергия окисления превращается в тепло.
	Бурого жира больше всего у новорожденных, с возрастом у человека его количество уменьшается
	Особенно много бурого жира у спящих зимой животных, которые чутко реагируют на температуру окружающей среды.
	Необычная для бурого жира коричневая окраска объясняется большим содержанием в нем митохондрий. Эти митохондрии отличаются тем, что в них примерно в 10 раз больше ферментов дыхания, чем фосфорилирования, т.е. они в меньшей степени предназначены для производства АТФ.
	Роль углеводов в обмене: источник энергии, пластическая, защитная, регуляторная
	Этапы обмена углеводов
	углев. к тканям
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