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IIpenuciioBue

Buonornyeckast XuMusl SIBJISIETCS] OMHOM M3 (PyHIaMEHTaIbHBIX IMCLIUTUIMH, 00eCTIeun-
BalOIIMX MOATOTOBKY KBaIU(MUIIMPOBAHHOTO Bpaya. Bocripusitue u ycBoeHUe OGMOXMMUU
3aBUCHUT OT y4eOHOI cucTeMbl Kadenpbl, B TOM YUC/IE OT KauecTBa U CTUJIST ydeOHUKA.

B naHHOM yyeOHUKe aBTOPHI MBITAIOTCS PELIUTh HEJIETKYI0 3a1auy — CO31aTh KPaTKU i
WITIOCTPUPOBAHHBIM, JIETKOYMTAeMbIll YYEOHUK. DTU KauecTBa OTIMYAIOT yYeOHUK OT
JIPYIUX UMEIOIIMXCS B HacTosilee BpeMs. B mociaenHuii nmepuoj co3naH psif MpeBOCX0-
JTHBIX YIY€OHMKOB, HO OHM, KaK IMPaBUJIO, 00bEMHBI U UBJIMIIHE MOAPOOHBI. ABTOPHI CTa-
BWJIM CBOEH 11€JIbIO CO3MaHue YUeOHUKa, KOTOPbIA Obl HE TOJIbKO COOTBETCTBOBA 00pa-
30BaTeIbHOMY CTaHAApPTy, HO B TO XK€ BPEeMsl OTBeUaJl KPUTEPUI0 MUHUMAJIBbHOCTU U J0-
CTaTOYHOCTH TMpU 00ydyeHUr OyIylIero Bpava.

B nanHoM yuebHuKe 14 paznenos, MOCBSILIEHHBIX OCHOBHBIM BOITPOcaM O1OI0TrMYeCcKOi
xumud. [1py U3T0XKEHUN TTOJIOXKEHUN KJIACCUYECKO OMOXUMUM aBTOPbI CTPEMUJIUCh UC-
MOJIb30BaTh MUHUMAJIbHOE KOJUYECTBO (hOPMYJIBHOIO MaTepuaia. YUeOHUK 3HAKOMUT
CTYZIEHTa TAaKXKe C HOBBIMM HaydyHbIMU (hakTaMu U 00001eHusIMU. Tak, B pa3nene, MocBsi-
IIEHHOM MaTpPUYHBIM OMOCUMHTE3aM, BKIIIOYSHBI CBEIEHUS MO OMOWHKEHEPHUU; OIKMCaHbI
METOIbl pabOThl C TEHHBIM MaTepUaJoM, B YACTHOCTU M3JIaraeTcsi MEeTO/ MOJIMMeEpa3HOi
LIEMTHOM peaklMy 1 ero UCMOb30BaHUE B AUATHOCTUKE PA3IUYHBIX O0Ie3HEN.

OcHOBHbIE pa3feibl WITIOCTPUPOBAHbI [IBETHBIMU CXeMaMUW M PUCYHKaMU, Ojaro-
Jnapsi yemy aocturaercs 3(pdekT HarassAHOCTU, KOTOpasi HECOMHEHHO 00eCIeuuT Jier-
KOCTb BOCIPUSITHS U 3alIOMUHAHUS 1a>Ke HEMTPOCTOTO B U3JI0XEeHUU MaTepruaia. Cxembl
MPOIIECCOB MOMOTalOT CO3[aTh MOHATHYIO KapTUHY B3aMMONENUCTBUS META00JIUYECKUX
MyTeit, UX COrjlacOBaHHOCTU U peryisiuu. [TonodHoe u3noxeHue npeameTa OyaeT Xo-
poleit 6a3oii A1 fajbHeero 00CyXaAeHus HapyleHU i MeTabou3Ma KaK OCHOBHBIX
MPUYMH 3a00JIeBaHUA.

B npoliecce npeacraBieHrs MaTepuraia aBTOPbl UCMOJb30BAIM COKPAIIEHUS, TTPU-
HSITbIE B COBPEMEHHOU HayYyHOU U yuyeOHOM JuTepaType.

ABTOpPBI HAACIOTCS, YTO KPATKOCTh COIEPXKAHUSI, TOCTYMTHOCTb U3J0XEHUS U SIpKUe
WUTIOCTpaLUU CAENal0T JaHHbBI YYeOHUK MOJIE3HBIM He TOJIbKO JIJIs1 CTYIEHTOB MEAULINH-
CKHUX BY30B, HO TaKXe JUISl MEAULIMHCKUX PAOOTHUKOB IIIMPOKOTO MPOGhUIS.

Unen-rxoppecnondenm PAH npogeccop E.C. CEBEPUH



Pazoen

beaxu. CTpykrypa v GyHKImH

benku uay npoTenHbl KOJIMYECTBEHHO NTpeob/1agatoT HaJl BCEMU APYTMMU MaKpo-
MOJIEKYJJaMU XUBOU KiIeTKU. beky yuacTBYIOT BO BcexX OMOJIOrMYECKUX MTpolieccax,
BBIMOJIHSISI pa3HOOOpa3Hbie yHkmun. [1o xapakTepy BBITOJHSIEMbIX (DYHKLUIA OEIKU
MOXHO pa3leuTh Ha CeIYIOIINe TPYIIbI:

(epMEHTHI;

peluenTopHbIe OEIKH;

peryisiTopHble OeKu;

CTPYKTYpHbIE O€JIKU;

TPaHCIIOPTHBIE OEJIKH;

3alIUTHbIE OCIKH;

COKpaTUTEIbHbIE OCIKU.

Kaxnprit 6e10K MMeeT YHUKaTbHYIO, CBOMCTBEHHYIO JIMITb €My CTPYKTYpY U B
TaKol Xe Mepe YHUKaJbHY10 (QYHKIIMIO, OTIMYAIOLILYIOCS OT (OYHKLMM ApYrux Oei-
KOB.

1.1. CTpyKTtypa 6enka

Beaku — 3TO BHICOKOMOJIEKY/ISIPHBIE COCAMHEHUS (IIOIUMEPHI), COCTOSIINE U3
0,-AMUHOKUCJIOT — MOHOMEPHBIX 3B€HbEB, COCIMHEHHBIX MEXKAY COOO0i MEeNTUIHBI-
Mu cBsI3sIMu. Bce 20 aMMHOKHUCIOT, BCTpeYalOIIMXCsI B OeIKax, — 3TO o.-aMUHO-
KHUCJIOThI, OOLIMM ITPU3HAKOM KOTOPBIX SIBJISIETCS HAIMYUe aMuHorpynmsl — NH, u
kapookcuiabHo# rpynnbsl — COOH y a-yriepoaHoro atoma. MckioueHreM siBJisi-
eTCsl MPOJIMH, KOTOPHIN CONEPXKUT B a-MojioxkeHuu rpyniny — NH u HasbiBaeTcst
WMUWUHOKWCIIOTOU. 0.-aMHHOKHUCJIOTBI OTJIMYAIOTCS IPYT OT APYra CTPYKTypo OOKO-
Boit nenu — panukana (R) u, ciemoBarenbHO, cBoiicTBaMUu. Bce aMMHOKUCIOTHI
MOXHO pa3ae/UTh Ha TPYMITbI HA OCHOBE MOJIIPHOCTU OOKOBBIX LIETICH, T.€. CIIOCO0-
HOCTHU B3aMMOJIEHCTBOBAThL C BOAOM Mpu OuoJjiornyeckux 3HaueHusix pH (puc. 1.1 u
Tabm:. 1.1).
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NH,*— CH — COO-

|
R

Puc.1.1. O6waga cTpykTypa aMMHOKUCNOT. R — 6okoBas Lenb

Tabauya 1.1
CBoiicTBa paIKajioB AMUHOKHCJIOT
1. HEITOJIAPHBIE (runpogo6Hbie) R-rpynibl.
B rpynme R ects Henonsipusie cBsizu C-C, C-H.
Ha3Banue Crpoenne Ha3Banue Crpoenue
AMHHOKHCJIOThI R-rpynmbt AMHHOKHCJIOTHI R-rpynmbi
I diiics —H MetnonuH Met, M —CH, —CH, —S —CH;

Gly, G

AJlaHuH —CH; DeHunalaHUuH —CH

Ala,A Phe, P ’

Banun _~CH, Tpuntodax —CH,— ]

Val, A% —CH Trp 5 W N
H

“\CH,
Jleitma __—CH,; IIponun
Leu, L —CH, —CH, O\

CH, Pro, P N~ COOH
H

Uzoneitnun _—CH,
Ile, I —CH

\.CH, — CH,

1. [TOJIAPHBIE (runpodunbHbie) R-rpyrimsi.
B rpynme R ects monsipabie cBs3u C-O, C-N, O-H, S-H.

a) [NonspHble He3apsKEHHbBIE 0) [MonsipHbIE OTPULIATEIHLHO 3apSIKEHHbBIC
R-rpymmer R-rpymmsr
CepuH —CH, —-OH AcraparuHoBast —CH, —COO-
Ser, S KHCJI0Ta

Asp, D
TpeoHun —CH —CH; DryramunoBas —CH, —CH, —COO-
Thr, T | KucaoTa

OH Clu, E
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Oxkonuanue mabauyot 1.1

Ha3zpanue Crpoenne Has3spanue Crpoenne
AMHHOKHCJIOTHI R-rpynmnbt AMMHOKHCJIOTBI R-rpynmbt
Lucrenn —CH, —SH B) [TosipHbIE TTOJIOXKUTENHHO 3aPSIKEHHBIE
Cys, C R-rpynmst
Tuposun JInzun
Tyr ~CH,—¢ ) -OH Lys,K —CH,~CH,—CH,—CH,~NH,*
AcnaparuH Aprunnn  —CH,—CH,—CH,—-NH—-C—-NH,
Asn, N —CH, —-CONH, Arg, R ||

NH;*
[nyramua Iuctuona o
Gln, Q —CH,—CH,—CONH, His, H T .
HN\7 NH

IlenTunabie cBgI3M 00pa3yloTCsl MPU B3aMMOACUCTBUU O.-KapOOKCUJIBHOM TPYII-
bl OJHOW aMUHOKMCIIOTBI U O-aMUHOTPYMIIBl OT TOCIEAYIOIIEN aMUHOKUCIOTHI
(puc. 1.2). [lentuaHas cBsI3b — 3TO aMUAHAsl KOBAJEHTHAas CBSI3b, COCNMHSIONIAS
aMUHOKUCJIOTHI B MOJUIENTUAHYIO 1ernouky. CienoBaTesibHO, MeNTUIbl — 3TO JU-
HEWHbIC TTOJUMEPBI U3 aMWHOKUCIOT. B monunenTuaHoi nenu paznudaroT: N-Ko-
Hell, 00pa30BaHHbIN CBOOOJHOU o.-aMUHOTpyTIoil u C-KoHell, UMEIOIIM CBOOOI -
HYI0 o.-KapOoKcuabHyto rpynmy (puc. 1.3, 1.4).

H2N—CF—COOH + H2N—CF—COOH #» H2N—CP—CO—HN—CF—COOH
R, R, -H,0 R, R,
Puc. 1.2. O6pa3oBaHue nenTUAHO CBA3U

IlenTuaHbBIA OCTOB

A

[lentuaHas rpynna

TETIII TN
———————_——_——_

--"

' | | |
H,N—CH—-C— N--CH—C—N—CH—C—-- NH—CH—E—OH

—— |l b Il | Il |
T (0] i Rz (0] R3 (0] Rn
L M
______ Q )
N-KOHeI AMUHOKHCIOTHBIN C-KoHel
OCTaTOK
IlenTtuaHas cBsI3b Pagukansl (OOKOBBIE LIETIN)

Puc. 1.3. CTpoeHue nenTugHomn uenun
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o
HN:\
A |COO' NH
?oo- CH, —
0 CH, H 0 C H CH, H
. H || | | H || | | H | | | H 7
HN\lc/C\N/l C/N\l C\N/lc\ N\l C\N/l C/N\lc/COO
| | H || | | H | | | H | |
|CH2 H 0 |CH2 H e} CH,
L L
L I
P 0
NH;* C
’ N S NH
b

I
—NH—(le—C—}\I—({H—CO—
R H,C_ CH,

N\ 7/

CH,

Puc. 1.4. Mpumep CTPpyKTYpbI NOAUnNenTuaa:
A. mvumn — Acnaparun — Jinaun — Mmytamun — ApruHun — fluctnann —
AnaHuH; B. YyacTne nponvHa B 06pa3oBaHny NENTUAHON CBA3N

ITocnenoBaTebHOCTh AMUHOKUCIIOT B LIENMU U300paxatoT, HaYMHasi ¢ N-KOH-
1IeBOii aMMHOKMCIOTEI. C Hee Xe HauMHaeTCs HyMepalus aMWHOKHCIOTHBIX
OCTaTKOB. B mojaumnenTuaHou 1enyu MHOTOKPATHO MOBTOPSIETCS IMOCIeA0BaTeb-
HocTb: —NH-CH-CO- .

DTa 1nocienoBaTeIbHOCTh (hOPMUPYET MeNTUIHBIN 0cTOB. ClienoBaTe/bHO, MOIM-
MenTUIHAas Lelb COCTOUT U3 OCTOBA (CKeJieTa), UMEIOIIETO PETYJISIPHYIO, TOBTOPSIIO-
1LIYIOCSI CTPYKTYPY, M OTACIbHBIX O0KOBBIX rpyti (R-rpymm).

ITon mepBuYHOl CTPYKTYpOii OcIiKa MOHUMAIOT MOPSAOK (MOCAeI0BaTeIbHOCTD)
YepenoBaHWS aMMHOKHCIIOT B TIOIUTIEITUAHOM 11eT. Jlaxke omMHaKOBBIE T10 JUTIHE
1 aMUHOKHMCIIOTHOMY COCTaBY MENTUABI MOTYT ObITh pa3HBIMU BEIIECTBAMU, TTOTOMY
YTO MOCJIe0BATEIbHOCTh AaMUHOKHUCIIOT B LIeNHU y HUX pa3Had. [locienoBaTebHOCTh
AMMHOKHUCJIOT B OeJIKe YHMKaJTbHA W IeTepMUHUPYETCsS reHaMu. [laxke HeOOJbIIMe
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U3MEHEHUs IEPBUYHOI CTPYKTYPbl MOTYT CEpbhe3HO U3MEHSTh CBOICTBA OeJika. bbI-
JIO Obl HENPABWJIbHO 3aKJII0YUTh, YTO KAX/blii aMUHOKUCIOTHBII OCTaTOK B OeJIKe
HEOoOXOAUM ISl COXpaHEHUS HOpMaJbHOM CTPYKTYpbl U (pyHKUMU Oeaka. Hampu-
Mep, ObBUTH BBISIBICHBI MHOTHE BapMaHThl aMUHOKHUCIOTHBIX MTOCIEI0BATEIbHOCTE M
reMornioouHa, (yHKIIMOHUPYIOIIMEe HOpMabHO. OObsICHEHUE 3TOro SIBJACHUS 3a-
KJTI0YaeTCs B MIOHMMaHWU KoH(popMaliny Oeka.

1.2. KoHgopmayusa nonmnentugHbIX Leneu

DOyHKIIMOHABHBIE CBOMCTBA OCJIKOB OMpENesIIoTCs KoH(opManueii, T.e. pacro-
JIOKEHUEM TOJUMENTUIAHON LENU B MPOCTPAHCTBE. YHUKAIbHOCTb KOH(OpMaLUu
JIJIsI KaxXkKmoro 0eJika ompeaesisieTcsl ero IepBUYHOM CTpYKTypoil. B Oenkax paznumyaioT
JIBa YPOBHS MPOCTPAHCTBEHHOIO CTPOEHUS MENTUIHOU LIeNU — BTOPUUYHYIO U Tpe-
TUYHYIO CTPYKTYPY.

Bropuunasi crpykrypa OejkoB OOyCOBJIEHA CIOCOOHOCTHIO TPYMIT MENTUIHOMN
CBsI3U K BogopoaHbIM B3aumoneiictusaM: C=0....HN. IIpu aTom nientun crpeMuTcs
MPUHSATH KOH(MOPMAIMIO C 00pa30BaHUEM MAKCUMAJIbHOTO YKCJia BOMOPOIHBIX CBS-
3eil. OlHAKO BO3MOXHOCTb WX OOpa30BaHUsI OTPAaHUYMBAETCH TEM, UTO TMENTUAHAS
CBSI3b UMEET XapaKTep YaCTUYHO JBOMHOI CBS3M M BpallleHWEe BOKPYT Hee 3aTpyaHe-
HO, MO3TOMY MENTUIHAS LIEMb MPUOOPETAET HE MPOU3BOJIBHYIO, a CTPOTO OIpPE/esIeH-
Hy10 KoH(popManuio (puc. 1.5). U3BeCTHbI HECKOJIBKO CITOCOOO0B YKJIAJAKU MOIUTIET -
TUIHOM LIETIU B IMTPOCTPAHCTBE:

1) o.-cmupasib — o0OpaszyeTcsl BHYTPULIEIIOYEYHBIMU BOJOPOIHBIMU CBI3SIMU MEXK-
ny NH-rpynnoit oqHoro ocrarka aMMHOKUCIOTHI 1 CO-rpynIioi 4eTBepToro oT Hee
ocrartka (puc. 1.5A);

2) B-cTpykTypa (cKyiagyaTblii JUCT) — (OPMUPYETCS BOAOPOAHBIMU CBI3IMU
MEXy NENTUIHBIMU TPYNIAMU MOJUNENTUIHBIX 1IeTIel, paClOJIOXEHHBIMU Mapa-
JISJIbHO WJIM aHTuIapaiienbHo (puc. 1.5b), uam cBI3siMu MeXIy ydacTKaMM OZHOM
MOJUMENITUIHON 1ienu, 00pa3ys ckiaaaku (puc. 1.5B);

3) GecropsIIOYHbINM KITyOOK — 3TO YYacTKHU, HEe UMEIOLIe TPaBUIbHOM, TEPUOIN-
YECKOU MPOCTpaHCTBEHHOM opraHu3auuu. Ho koHdopMalius 3Tux y4acTKOB TaKxKe
00YyCJIOBJIEHA aMUHOKHUCIOTHOM MOCJIEA0BATETbHOCTDIO.

CopaepxxaHue o-cnupaieil u B-CTpyKTyp B pa3HbIX OejKax pa3andyHo: y ¢hbudpui-
JISIPHBIX O€JIKOB — TOJILKO CIIMpPasib WX TOJIbKO CKJIAAYAThIi JIUCT; a Y TJI00YJISIPHBIX
0eNKOB — OTAeNbHbIE (PparMeHThl MOJUMENTUIHON LIeTU: OpraHU30BaHbl B BUIE
crMpaau J11u0o CKJIaA4aToro JIMcTa, JM0o 6ecnopsA0oYHOro KiIyoKa.
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Puc. 1.5. Kondpopmauus nonunenTuaHbiX Lenen:
A — a-cnupanb; b — B-CcTpykTypa MexuenodveyHas; B — B-cTpykTypa
B Npeaenax ogHoM NnenTuaHom uenun

B omHoOM 1 ToM ke 6eKe MOTYT IIPUCYTCTBOBATh BCE TPH CITOCO0A YKITAIKH TTOJIH-
MenTUIHOM ey (puc. 1.6).

Puc. 1.6. CnocoGbl yknagkv nenTUaHoON Lenu
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TpeTnunas cTpykTypa rjio0y/IsIpHBIX OEJIKOB MPENCTABIISIET COOOM YKIIAAKY B MIPO-
CTPaHCTBE MOJUIMENTUIHON LIEeNU, coaepKallell o.-CIMpaiu, 3-CTPYKTYPhl U yYACTKU
0e3 Meproau4YeCcKOi CTPYKTYpPhI (OECOPSIIOYHBIN KIYOOK).

JomoHUTEeIbHOE CKIIaIbIBAHNE CKPYISHHOM MOJUIIENITUIHOM e (uKCupyeT-
CsI CBSI3SIMU MEXKITy OOKOBBIMU LIETIIMHY aMUHOKMCIOT (R-rpyrmamu). DTo obecnedyn-
BaeT (hOpMUPOBAHUE KOMITAKTHON CTPYKTYphl. [IpMepoM MoXeT ObITh TPOCTpaH-
CTBEHHasl CTpYKTypa Jusouuma (puc. 1.7).

Puc. 1.7. NMNpocTpaHCcTBEeHHaa CTPYKTypa
ausouuma:
CTPEJIKN — CKJlaavaTble y4aCTKU

Cyl1iecTByeT HECKOJIbKO BUAOB CBsI3eil MexXay R-rpyrnmnamu, B OCHOBHOM HEKOBa-
JIEHTHOTro xapakTepa (puc. 1.8):

1) a/MeKTpocTaTUYeCKHe CUJIbI TIPUTSKEHUST MexXay R-rpynmnamu, HecylMMu npo-
TUBOTIOJIOXXHO 3apsDKeHHBIE HOHOTEHHBIE TPYITITHI (MOHHBIE CBSA3HU);

2) BOJOPOAHBIE CBSI3U MEXY MOJSIPHBIMU (TUAPOGUIbLHBIMU) R-rpymnnamu;

3) ruapodoOHbIe B3aMMOJEHCTBUSI MEXIY HEMOJIPHBIMU  (TUAPO(POOHBIMMU)
R-rpynmnamu;
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CE’S@ ngs nucynbhuanbie ceszu (1)
H H

Ser—O0—H-— 0= ?— Gjn Bomopommsre cBsizn  (2)
NH,

1l
Glu— C—O@ %;;N— Lys HOHHBIE CBSI3U (3)

Val

Phe rugpodoOHbIe B3anMomeHcTBIs

A b
Leu
Puc. 1.8. Cea3u, ctabunnsupyioLime TpeTUYHyIo CTPYKTypy (A).

Mpumepbl 06pasoBaHua CBA3ei Mexay pagukanamv amvmHokucnor (B):
1 — ancynbduaHble CBA3U; 2 — BOAOPOAHbIE CBA3Y;
3 — NOHHbIE CBSA3U; 4 — rnapodOBHbIE B3aMOLENCTBUS

4) mucyabhuanbie CBA3M MEXIY paavKalaMU IBYX MOJIEKYJI LIMCTEMHA. DTU CBA3U
KoBaJIeHTHbIe. OHM TOBBIIIAIOT CTAOMJIBHOCTD TPETUYHOM CTPYKTYPhI, HO HE BCETaa
SIBJISTIOTCSI 00S13aTeJIbHBIMU TSI TIPABWIIBHOM YKJIAIKA MOJIEKYJIBI B TIPOCTPAHCTBE.
B psime 6e1K0B OHI MOTYT BOOOIIIE OTCYTCTBOBATb.

JloMenHbIe 0eaku. 1151 ITMHHBIX TTOJUTETITUAHBIX 1eteid (200 nimm 6ojiee aMUHO-
KHCJIOTHBIX OCTaTKOB) XapaKTepHa JOMEHHasl CTpykTypa. JloMeH — 3TO MpocCTpaH-
CTBEHHasl CTPyKTypa (rjaodysa), obpa3oBaHHas B Ipeneiaax OJHON U TOW Xe MoJu-
MNenTUAHOM 1ienu 6eska. OgHa Takas NenTUAHas LeTb MOXET UMETh Ba WK 00Jble
JTOMEHOB. JIOMEHBI COeMMHEHBI TIENITUIHBIMM TIepeMbluKaMu. JJoMeHBI OMHOM 1 TOM
K€ TIOJIUTIETITUAHOM LIETT MOTYT OTJIIMYAThCS 10 CTPYKTYpe U (PYHKILIMSAM, HAIIpUMeEp
MOTYT CBSI3bIBAThCS C PA3IMYHBIMU BellleCTBaMU (JiuraHaamu). Takue Oejky Ha3bIBa-
I0TCSI MHOTO(YHKIIMOHATbHBIMMU.

JleHaTypanus 0eJKa — 3TO HapylleHHWe ero MPOoCTPaHCTBEHHOM CcTPYKTyphl. ben-
KOBasi MOJIEKyJIa UMEET HaTUBHYI0 — BHEpPreTUYecKu 0osiee BhITOAHYIO ((hYHKIIMO-
HaJIbHYI0) KOH(opMaliunio 0arogapsi HaIM4Mio OOJIBIIOrO YKcia cJladbIX CBSA3EH U
OBICTPO JeHATYPHUPYeT TIPU M3MEHEHUH YCIIOBUIA cpenbl. Mi3aMeHeHne TeMITepaTyphl,
HoHHo# cuibl, pH, a Takxke 06paboTKa OpraHMYeCKMMU UM HEKOTOPBIMU JecTadu -
JIM3UPYIOLIMMU areHTaMU MOXKET MPUBECTU K HapYyILIEHUIO HATUBHOI KOH(pOpMaLInu.
HeHaTtypupylolliue BellecTBa 00pa3yIoT CBSI3M C aMUHOTPYyIIaMuy WM KapOOHUJIbHBI-
MM IpyIIamMy NENTUIHOTO OCTOBA WJIM HEKOTOPbIMU OOKOBBIMU paguKaiaMu aMUHO-
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KHUCJIOT, TOJAMEHSISI COOCTBEHHBIMM CBSI3SIMU BHYTPUMOJICKYISIPHbIC B3aUMOJIEHCTBUS
B OeJiKe, BCICACTBME Yero BTOPUYHAS U TPETUUHAsSI CTPYKTYPhl U3MEHSIIOTCS. DTU U3-
MEHEHHUS He 3aTparuBaloT MEePBUYHYIO CTPYKTYPY, OAHAKO MPU 3TOM OHOJIornyecKast
aKTUBHOCTD OeJIKa yTpaunBaeTCsl.

PenaruBamus 6enxa. [1pu ompeneleHHBIX YCIOBUSIX TeHATYPUPOBAHHBIN OEITOK
MOXET OBbITh peHAaTMBUPOBaH. DTO MPOMUCXOIUT TPU yIaJeHUU NeHaTypupylolle-
ro uiau aecradbuiusupyiouiero pakropa. Hanpumep, B ciydyae puboHyKIIea3bl mpu
yIaJeHUU NEeHATYpUPYIOIIEero BelllecTBa — MOYEBUHBbI — IMAJIM30M IMOJUMNEIITULL
CaMOIIPOU3BOJILHO BOCCTAaHABIMBAIOT CBOIO HATUBHYIO KOH(opMaluio. To ke Mo-
JKeT TPOMCXOAUTD TP MEIVIEHHOM OXJIAXKIEHUY IeHATYPUPOBAHHOTO HarpeBaHUEM
oenka (puc. 1.9). OTo noaTBEpXKIAET TE3UC O TOM, UYTO XapaKTep YKIAAKU MEeNTUIHOMN
LIeTIY TIpeJoTpeiesieH MEPBUUHON CTPYKTYPOl.

Puc.1.9. fleHaTtypauusa 6enka npu HarpeesaHuu
N peHaTuBaumsa Npu MeaJsIeHHOM OXJ1aXaAeHUuu

1.3. B3aumopgeicreue 6enKoB ¢ AMraHgamu

OCHOBHBIM CBOMCTBOM 0€JjiKa, 00eCIIeYnBaOIIMM ero (DYHKIIMIO, SIBISIETCST U301-
paTtelibHOE B3aUMOIEUCTBHE C OIPeAeIeHHBIM BEIIECTBOM — JHUTaHAoM. Jluranmamu
MOTYT OBITh BEILIECTBA Pa3HOI IMIPUPOIBI, KAK HU3KOMOJICKY/ISIpHBIE COSAMHEHUS, TaK
1 MaKpOMOJIEKYJIbI, B TOM uMcie 1 6enku. Ha 6eJIKOBbIX MOJIEKYJIaX eCTh yUaCTKM, K
KOTOPBIM MPUCOECINHSIOTCS JIMTAaHIbl — HEHTPbI CBA3BIBAHNSA, 1111 AKTHBHBIE IIEHTPBI.
LleHTpBI CBsI3BIBaHUS (DOPMUPYIOTCS U3 AMUHOKUCIOTHBIX OCTAaTKOB, COJIMKEHHBIX B
pe3yabrare (popMUpPOBaHUS BTOPUYHON U TPETUUHOM CTPYKTYp. CBA3M MeXIy Oen-
KOM U JINTAHJIOM MOTYT OBbITh HEKOBAJICHTHBIMU M KOBaJIEHTHBIMU. BhIcoKas crienu-
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(bryHOCTH B3auMOIEMCTBUS («y3HABaHMSI») OeJIKa 1 JIUraHaa o0ecreunBaeTcss KOM-
MJIEMEHTAPHOCTBIO CTPYKTYPbl aKTUBHOTO 1IEHTPA W JIMTaH/A.

ITon KoMIIeMEHTAPHOCTHIO IOHUMAKOT XMMIYECKOe 1 IPOCTPAHCTBEHHOE COOTBETCT-
BH€ aKTMBHOTO IEHTpa Oesika u Jmranaa. BzauMopeiictBue Mexay 6ekoM P 1 auraH-
oM L ommchIBaeTcsT ypaBHEHUEM:

P + L PL
0eJIOK JIMTaH[ 0eJIKOBO-JINTaHTHBII
KOMILIEKC
_ [PIx[L] ’
K nucc. 7[PL]

rne K aucc. — KoHCTaHTa AUCCoLMaliy KOMILIeKCa.

W3 ypaBHeHUs paBHOBeCU:I peakiuu cienyeT, uto ecau [P] = [PL], To K nucc.= [L].
PasenctBo [P] u [PL] HacTtymaeT mpu mosyHachlllieHUM OelKa JIMTaHAOM, T.€. Koraa
50% Monexyn Genka cBs3aHbI ¢ turanmoM, a 50% cBobonmHbl. 3HauuT, K mucc. paBHa
TAKOM KOHLIEHTpALMK L, Tpy KOTOpOIi JocTUTaeTcsT HackhieHue 6enka Ha 50%. U3me-
HeHue KoHleHTpauu PL mmpu nmocrossHHOM KoHILIeHTpauuu P 1 Bo3pacTaloleit KoH-
LieHTpauuu L onuchiBaeTcs runepoondyeckoit KpuBoii. MakcumanibHas BeanurHa PL
0O3HayaeT, YTO BeCh 0€JI0K CBsI3aH ¢ JuraHaoM (Kpuasl HackieHus) (puc. 1.10). ITo
KPUBOI HACBIIIEHUST MOXKHO orpeaenuTs K aucc. u, ciienoBarebHO, OLIEHUTh CPOACT-
Bo juraszia K oenky. Yem mennine K gucc., Tem 6osbiie cpoactso L u P.

Puc. 1.10. Mpaduk HacbILWeHNa 6enka AMraHaom
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1.4. MpocTble u cnoxHble 6enku

Ecnu 6enku kpome NENTUIHBIX LIeTIel cofepKar ellle KOMIOHEHThl HeaMUHOKUC-
JIOTHOM MIPUPOJIbI, TO TaKKE OEJIKW Ha3bIBAIOTCA CIOXHBIMU. HebGenKoBylo yacTh Ha-
3bIBAIOT IPOCTETUYECKOM IPYIIIIO, a 0eJIKOBYIO aronpoTenHOM. ClIOXKHBIN 0€JIOK —
XOJIOTIPOTEMH — MOXET AUCCOLIMUPOBATh HA KOMIIOHEHTDBI: X0JIONPOTENH <> anonpo-
TeUH + MpocTeTHYecKas rpynma.

HampaBrnenue peakiiuu 3aBUCUT OT IMMPOYHOCTH CBSI3U KOMITOHEHTOB XOJIOIIPO-
tenHa. [IpocTeTIeCcKoit TPYIIOif MOTYT OBITH OpTaHMYEeCKNE BEIeCTBa, MOHBI Me-
TaJIJIOB, HYKJIEMHOBBIE KUCOTHI, YIJIEBOABI, IMITUABI U ApyTUe BeliecTBa (puc. 1.12,
Tabm1. 1.2).

Tabauya 1.2
HexkoTtopbie ciio:KHbIe O€KH
Benku IIpocTeTHyeckue rpymnnbl
MeTanonpoTerHbI HMoHbl MeTaioB
®DochonpoTenHbI H;PO,
ITemonpotenHbl Temmbl
DjraBonpoTEHBI D1aBUHHYKIICOTHUIBI
ImuKonmpoTenHbI MoHocaxapubl, OJATOCAXapUIbI
[IporeornukaHbl [MKo3aMUHIIIMKAHBI
JIumonpoTenHbBI TpramMITIUIIEPUHEL M CIIOKHBIC JINITHAIBI
HyxiieonporenHsbl:

PpUOOHYKJICOPOTEerHBI (prbocoMbl U ap.); PHK

JIe30KCUPUOOHYKIIeONTpoTenHBI (Xxpoma- JIHK
THH)

1.5. YeTBepTHYHaA CTpYKTypa U KOONepaTUBHOCTb
U3MeHeHUA KoH(popmauum npomepos

B OGenkax pasnuyaroT MEpBUYHYIO, BTOPUUYHYIO, TPETUUHYIO M UYETBEPTUYHYIO
CcTpyKTYpHI (puc. 1.11). YerBepTUuHask CTPYKTypa XapakKTepHa IJis O0eJIKOB, IIOCTPO-
€HHBIX U3 IBYX WM OoJiee MEeNTUIHbIX 1ieTei. beJku Takoro Timna Ha3bIBalOTCs O~
roMepaMu.
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YeTBepTHYHASL CTPYKTYPA — 3TO KOJIUYECTBO U CIOCOO YKJIAAKU MOJUMENTUIHBIX
nenei (mporomepon) B npoctpaHcTBe (puc. 1.12B). [TpoTomepsl cBsI3aHbI ApYT ¢ APY-
TOM TOCPENCTBOM JIUIIIb HEKOBAJIEHTHBIX CBSI3ei (MOHHBIX, BOMOPOAHbBIX, THAPODOO-
HbIX). [TpuueM mpoToMepsl B3aMMOICHCTBYIOT IPYT C IPYTOM TOJBKO OINpeneaeHHbIMU
yJacTKaMM CBOEH MOBEPXHOCTH (KOHTAKTHBIE yJacTKH). B3arMHoOe «y3HaBaHUE» KOH-
TaKTHBIX YYaCTKOB ITPOMCXOIUT IO MPUHLUMY KOMIUIeMeHTapHOCTU. Kaxabiil mpoTo-
Mep B3aUMOJIEHCTBYET C APYTUM MPOTOMEPOM BO MHOTUX TOUKax. CienoBaTeabHO, 00-
pa3oBaHue OLIMOOYHBIX KOMIUIEKCOB B OJIMTOMEDPE MPAKTUUYECKU HEBO3MOXHO.
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Oco0enHocTd (DYHKIIMOHMPOBAHUS OJUIOMEpPHbIX O0eJKkoB. OJIMrOMepHbIE OelKU
CITIOCOOHBI B3aMMOJEHCTBOBATh C HECKOJBKMMM JIUTaHAAMU B LIEHTpaX, YAaJEHHBIX
OT aKTUBHOTO lieHTpa. Takue HeHTPbl HA3bIBAIOTCSA AJIOCTEPUYECKUMH, A JIUTAH/IbI,
CMOCOOHBIE C HUMU B3aMMO/JIEHCTBOBATh, ANIOCTEPHYECKUMH JuranaamMu. CBsi3biBa-
HUE OJHOTO MPOTOMEpa C JUTAHAOM M3MEHSIET KOH(POpMaIIMIO 3TOTO MpoToMepa, a
TakXe Bcero osimromepa (kKoonepatuBHblii 3¢hekT) 1, KpoMe TOro, CpoACTBO K JIpYy-
ruM guraHaam. TakuMm oOpa3oM, (pyHKIIMOHaTbHAsI aKTUBHOCTb OJIMTOMEPHBIX Oei-
KOB MOXKET PEryJIMpOBaThCs AJTIOCTEPUISCKUMU JTUTAaHIAMU.

OcobeHHOCTH (DYHKIIMOHUPOBAHMUST OJUTOMEPHBIX OEJTKOB MOXKHO pPaccMOT-
peTh Ha TIpUMepe ABYX POACTBEHHBIX T€MOMPOTEMHOB: MUOTJI0O0MHA 1 TeMOTJIO0MHA
(puc. 1.12). Muorno6uH — MmoHoMep (COCTOUT M3 OAHOM MOJTUMIEIITUAHOM 1IEIH), OC-
HOBHasl €ro (pyHKLMSI — 3alacaHue KUcaopoja B TKaHsIX. IMest BBICOKOE CpOICTBO
K KUCJIOPO/LY, MUOTJIOOUH JIETKO MPUCOEAMHSIET €ro U 0TIaeT MUTOXOHAPUSIM TOJbKO
MPY UHTEHCUBHOM MBIILIEYHOU paboTe, KOoTAa MapluaibHOE JaBJIeHHe KUCI0poa na-
nmaet Hrke 10 MM pT.cT. [eMormoOuH — TeTpaMep (COCTOUT U3 YEThIPEX IIPOTOMEPOB).
OcHoBHasl (hyHKIIMS TeMOIIOOMHA — TPAHCIIOPT KUCI0POJa OT JIETKUX K TKaHsIM. B
JIETKMX, TI¢ MapliMajlbHOe NaBJIeHUE KHCI0pOaa BHICOKOE, TeMOTJIOOUH B3aMOICH -
CTBYET C YEThIPbMSI MOJIEKYJIAMU KUCIO0POA. TpaHCIIOPT KUCIOpOoJa U3 KAUJUISIPOB B
TKaHW TIPOVCXOIUT B pe3yJIbTaTe CHIKEHMS MapuyaibHoro nasiaeHus O, U CpoAcTBa
OKCUI'€HMPOBAHHOI'O reMorioouHa K kucjaoponay. Ha puc. 1.13 npuBeneHbl JaHHbIE O
CITOCOOHOCTM MUOTJIOOMHA U TEMOTJIOOMHA CBA3BIBATh KMCIOPOI.

Puc. 1.13. KpuBasg HacbILLeHNS KUCJIOPOAOM
MMOIJIOOMHA N reMorsiIoouHa
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[unepbonuueckast hopmMa KpMBO y MMOIJIOOMHA XapaKTepHa JUIsl Mpoliecca CBsI3bI-
BaHWs OTHOM MOJIEKYJIbl TUraHaa (B AaHHoM citydyae O,) ¢ akTUBHBIM LIEHTPOM B O€J1-
KOBOI MOJIEKYJIe, COCTOSIILIEH 13 OJHOI MOIUIIeNTUAHON ernu. CurMonaHass KpuBasi,
MoJydeHHas Jis TeMOrJIo0MHa, XapakTepHa JIJ1s1 0eJIKOB, COAepKallliX HECKOJIBKO TIeT-
TUIHBIX LIETIel ¥ UMEIOIINX HECKOJIBKO MECT CBSI3bIBaHUS. Ha X0 KprBoIi BIMSIET KOO-
nepaTuBHbIiA 3pdeKT, KOTOPbIi HAOIIOAAETCS TTPY CBSI3bIBAHUU HECKOJIBKUX JIMTAHIOB C
onuromMepHoil Mosnekynoil. CasbiBanune O, ¢ atoMom Fe?t BbI3bIBaeT ero nepemerte-
HUE B IJIOCKOCTb reMa. A 3TO, B CBOIO OYepellb, BHI3bIBACT MEpPeMEIeHNE OCTaTKa TH-
CTUIMHA, CBSI3aHHOTO ¢ aToMoM Fe2* (puc. 1.14A). i3aMeHeHMe NOJIOKEHUSI TUCTUAMHA
MMPUBOAUT K pa3pbiBy HEKOTOPBIX CJIAOBIX CBSI3eil B IIPOTOMEPE, BCASACTBUE YEro He-
CKOJIBKO M3MEHSIETCsI KOH(OpMALIUsI 3TOro MpoToMepa, a TMOCKOJIbKY BCe TTPOTOMEPhI
CBSI3aHBI MEXIYy COOOIi, TO TaKKe M IPYrux IpoTtomMepoB. M3meHeHne KoH(popMalum
oOJsieryaet B3auMo/eiicteue nporomepos ¢ O,. B pesynsrare nmprcoeqMHeHUe YeTBep-
Toii Mosekynbl O, mporcxonut B 300 pa3 jerye, yeM nepsoii (puc. 1.14b).

Puc. 1.14. BsanmopgeicTBne reMmorioomHa ¢ KUCJIOPOAOM:
A — 3MeHeHVe KoHdOopMaLMM NPoToMepa reMorniobrHa

npuv B3anmogenctemm ¢ Oy;

B — koonepaTuBHbI apdeKT Npn B3anmMopeicTeum remornobuHa c O,
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Takum ob6pazom, KoonepaTuBHbIi 3P deKT B N3MeHeHNH KOH(OPMAIIMK NPOTOMEPOB
OJIMTOMEPHOT0 OeJIKa MPOSIBJISIETCS B pe3y/ibTaTe B3auMOJICMCTBUSI OTHOTO ITpoTOMeEpa
€O crneuudUUIecKUM JIMraHI0M, BEeAylIero K KOH(hOpMallMOHHBIM M3MEHEHUSIM He
TOJILKO TaHHOTO MPOTOMEpPa, HO U BCEro OJUTOMEPHOTo Oesika, YTO MPUBOJIUT K U3-
MEHEHUIO CPOJICTBA IPYTMX TPOTOMEPOB K JIUTAHIAM.

Perynsuus ¢pyHKIMH 0JIMTOMEPHBIX 0€JIKOB HA MpUMepe U3MEHEHHs CPOJICTBA reMo-
I00uHA K Kucjopoay. CKOpoCTh U MOJIHOTA ITepeHOoca KUCI0POaa U3 JIETKUX B TKAHU
3aBUCUT OT U3MEHEHHUS CPOICTBA TeMOIJIOOMHA K KUCIOpoay. B nerkux cpoacTso
Hb x xucmopomy mOBBIIIAETCS TP MPUCOSTMHEHUH KaKI0H M3 MOCIETYIOIINX MO-
JIEKYJT KACIIOPO/a IO CPaBHEHUIO C MPEIbIAYIIUMH. DTa MOJIOXKUTEIbHAS PETYIIsI-
mus onucaHa paHee. KpoMme Toro, cylecTByloT BelecTBa: 2,3-0ucdocdorauniepar
(2,3-B®TI’), nonst Bogopona — H* u CO,, cHmxatomue cpoactso Hb k O,. Bto
orpuuareiabHas peryiaauuda. C gpyroit croponst, O, cHuxkaeT cpoactso Hb kK atum
BemectBaM. Kwuciopon, 2,3-bB®I, H*

n CO, geiicTByloT Ha cpoacTBo Hb kak moko3a
aJlJIOCTepUUYECKUE PeryJIsiTOPhI. ¢

Bmusinue  2,3-0mchocdormuuepara.
2,3-B®I" cuHTe3UpyeTCsl B 9pUTPOLIUTAX ,

n3 1,3-6ucdocdornuiepara — merado- i
JIUTA, 00pa3yIoLIErocs MpU OKUCICHUU
rmoko3bl (puc. 1.15). 2,3-BOT umeer Oy . OPOsH,

0O0JIbILION OTpULIATEIbHBIN 3apsia. B 1ieH-

TPAIBLHOM YacTU TETPAMEPHOW MOJIEKY- HC|OH O. _OH

bl Hb mMeercst mosiocthb, comepkalias H,C—OPO;H, ?
[IOJIOXUTEJIPHO 3apsLKEHHbIE TPYIIIIBL, 1.3-Guchocdo- HC—OPO3H,
PacCIIOIOKECHHBIC Ha ITOBEPXHOCTAX 000- rMIepar H2C-OPO3H2

WX B-TIPOTOMEPOB, TTPUOIMKEHHBIX JIPYT

K 1pyry. 2,3-B®I B3auMoneiicTByeT CBO- 2,3-6uchocdo-

rauunepar
UMY OTPULATEbHO 3apSKEHHBIMU (hOC-
(aTHBIMU 1 KapOOKCUIILHOW TPYTIIIAMU C 3-hocdho-
MOJIOKUTEJIBHO 3apsDKEHHBIMU TpyIina- ryMIepar
MU [-1enedl B LIEHTPAJIbHOW MOJIOCTU ¢

mostekyiael Hb (puc. 1.16). PesynsraTom
5TOTO B3aMMOIEHCTBUS SIBIIIeTCsS o0Opa-
30BaHUE 5 JOMOJHUTEIbHBIX HMOHHBIX ¢
CBSI3eil, YTO MPUBOAUT K M3MEHEHUIO Tupysar
KOoH(MOpMalM U CHUXEHUIO CPOACTBA

Hb k O,, BcaeacTeue yero KMCJIOpOL, 1Mo-

cTymnaeT B TKaHU. B jerkux BzamMmomeii- JlakTar
ctBue Hb ¢ KucioponoM nmpuBOaUT K U3-

MeHeHMIo KoHbopMaiu Genka u pei-  PWC. 1.15. O6pasosatue
Techenmio 2,3-B®T u3 uentpanbHoii | 2:3-OMcpocdornmuepara

B xpoBb
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Puc. 1.16. Bsanmopgeiicteue 2,3-6Drl ¢ e3okcUremMornoo6mMHom

noJjioctu. 2,3-B®I pearupyeT TOJIBKO C 1€30KCUTEMOTTIO0MHOM, TaK KaK B OKCUTEMO-
IJIOOMHE MOJIOCTD C LIEHTPOM cBsi3bIBaHMs 2,3-B®PI 3akpbiTa.

Bmuanaue H* n CO,. CO, gBngercs KOHEYHBIM TPOAYKTOM KaTaboJM3Ma OpraHu-
yeckux BeulecTB. OKUCIeHe OpraHMYECKUX BEIIECTB MPOUCXOIUT C UCTIOJb30BaHM -
€M KHCJI0poJa, JOCTaBIseMOro reMorioonHoM U3 jerkux. Obpasosasumiics CO,
MOCTYIAaeT U3 TKaHeil B KPOBb, U B 3PUTPOLIUTAX TPOUCXOAUT peakiiusi 00pa3oBaHUs
H,CO;, karanusupyemast KapdbaHruapasoi (puc. 1.17).

VYronbHast KMCJIOTa 3aTeM OUCCOLIMUPYET Ha IPOTOH M MOH OukapOoHara. IIpo-
TOHBI CTTOCOOHBI MPUCOSTNHSITLCS K TeMOTJIOOMHY B yJacTKaX, YAaJeHHBIX OT rema.

Knerku Kanunnspst ATbBEONSIPHBII Kanunisiper
TKaHEN TKaHe# [ OpUTPOLHUT \ BO3/1yX Jerkux [/ OpHTpPOIUT '\

COy —+—> CO, —>»CO, CO, =— CO, =——CO,
H,0 H,0
H,CO;3 H,CO;3
[Tma3ma [1na3ma
KpOBHU i KpOBHU
HCO3 HCO3"
H* H*
Hb(O,) Hb(0,)
+
Lol H* Hb

0, <— 0O, 4_\02—/ 0, /> Oz_u

Puc. 1.17. NepeHoc kucnopona un CO, KpPOBbIO
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[TpoToHUpOBaHUE TEMOTIOOMHA U3MEHSIET KOH(MOPMAIIIO U CHUXKAET €r0 CPOJICTBO
K O,, TeM caMbIM CITIOCOOCTBYsI TOCTYTUIEHUIO KUCIOPO/Ia B TKAHU.

[Tocie ocBOOOXIEHUSI KUCIOPOa B TKAHU 3PUTPOIIUTHI C TOKOM BEHO3HOU KPOBU
MOMNANaloT B KAIMWUISIPBI JIETKKMX, TAE TIPOUCXOIAT MPEBPAIEHMSsI, IIPOTUBOIIOIOX-
HBIE TeM, KOTOpPbIe TTpOTeKad B TKaHIX (puc. 1.17). B 1erkux me3okcureMorioouH
HACBIIIAeTCsT KUCIOPOIOM, YTO MPUBOANT K YMEHBIIIEHUIO CPOACTBA TeMOTJIO0MHA K
nporoHaM. OcBoboxaaromuecs H* neitrpanmusyror HCO;- ¢ obpazosannem H,COs,
KoTopas pacuieruisiercs: kapoanrunpasoit Ha CO, u H,0. O6pasyromuiics CO, yna-
JISIETCST C BBIIIBIXaeMBbIM BO3ILyXOM.

PasHoBecue peakuuu CO, + H,0 2 H,CO, 2 H* + HCO; cmelaercs Bi1eBo B
Kanujuisipax JIeTKUX U BITPaBO B KaIMWJUISIPaX TKAHEH.

[ToBbIllIeHWE CPOACTBA TEeMOTJIOONHA K KUCJIOPOAY B JIETKMX U CHIKEHUE 3TOTO
CBOICTBa TeMOTJIOOMHA B TKaHSIX 00YCIIOBICHBI KOH(DOPMAITMOHHBIMI N3MEHEHUSIMU
B oJIMTOMepHOI Mostekysie Hb. DTu mepecTpoitku SIBISIIOTCST CISICTBUEM CBSI3BIBAHUS
Moutekysbl Hb ¢ nuranpamu — O, nim H.

Perynsmus cpoactea Hb K kuciiopoay nporonamu HassiBaetcs 3¢gdekrom Bopa (nat-
ckuit puznonor). Sbdexr bopa TecHo cBa3aH ¢ TpaHcnioptoMm CO,. U3 BeIlIen3no-
>KEHHOTO MOXHO czieath BbiBoA, uto CO, BbiTecHsieT O, u3 Hb B TkaHsix u o6paTHOE
sIBJIEHVE Ha0JII0AaeTCsI B JIETKUX.

TakuMm 00pa3oM, MPOAYKTH KaTabosM3Ma OPraHMYECKMX BEIIECTB PETYIMPYIOT
KOJIMYECTBO OCBOOOXIaeMoro remornodonHom O,. YeM MHTeHCUBHee KaTtaboiu3m
BEIIECTB U BhIllle KOHIIEHTpalusi MOHOB Bomopona u CO,, TeM 6oJbliie KUcaopoaa
OCBOOOXKIaeTCsT B TKAHSIX U3 OKCUTeMOTJIO0MHA.

3 paccMOTpeHHBIX PUMEPOB CIIEYeT 3aKIounTh, uto 2,3-bPI' 1 HF, B3aumo-
neiictytonivie ¢ Hb B nHbIX o cpaBHeHu1o ¢ O, yyacTkax (aJU10CTepUUYECKUX LIEHTPax),
BBI3BIBAIOT 3HAUMTEIbHBIC M3MEHEHUS B OEJTKOBOI MOJIeKYJIe, KOTOpbIe O1arofaapst Ko-
onepatiuBHOMY 3(h(}EKTY BIMSIOT Ha aKTUBHOCTb LIEHTPOB cBsi3biBaHus Hb ¢ O,.

KoomnepaTtuBHble U3BMEHEHUST KOH(MOPMAIIUN OJIUTOMEPHBIX OCJIKOB COCTABJISIOT
OCHOBY PETYJISIIIMY aKTUBHOCTHU He TOJIbKO Hb, HO 1 MHOTHX IpYTHUX OETKOB.

1.6. UHrn6utopb! hyHKLUI GenkoB

Jlurana, B3auMoIeiiCcTBYIOIINI ¢ O€JIKOM M Hapyllalolvii ero (OyHKIIMIO, Ha3bl-
BalOT MHTUOMTOPOM. THrMOUTOPHI MOTYT B3aUMOACCTBOBAThH C OEJIKOM B aKTHUBHOM
LIEHTPE WIKU B IpyroM, yAaJeHHOM OT aKTUBHOTO LieHTpa ydyacTKe. C aKTUBHBIM 1I€H-
TpoM OeJiKa B3aUMOJIECCTBYIOT MHTMOUTOPHI, 110 CTPYKTYpPE MOXOXHe Ha crieludu-
yeckuit qurania. Takve MHIMOUTOPbl KOHKYPUPYIOT ¢ €CTECTBEHHBIM JUTaHIOM 3a
AKTUBHBIN LIEHTP hepMeHTa.

[IpuMepoM CTPYKTYpPHOTO aHajora €CTECTBEHHOTO JIMTaHAa MOXET OBbITh BeIlle-
CTBO TUTUJIMH. DTO BEIIECTBO MIPUMEHSIOT B MEAUILIMHE KaK MUOPETaKCAHT TSI pac-
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+ +
(H3C)3N —CHy—CHy—O—C—CHy—CHy—C—0—CHy~CHy~N(CHy)3
0 0

JAutunun
+

CH3—ﬁ—O—CH2—CH2— N(CH3);

0]

ALETHIXOJINH

Puc. 1.18. CTtpoeHue aueTUnxonmHa u AUTUJINHA

c/1a0JIeHUST MBILIIL IIPY KPaTKOBPEMEHHBIX OIepalMsX M S9HIOCKOIIMYECKIX 00CIeI0-
BaHUSIX.

MexaHM3M JeUCTBUS IUTUIMHA 3aKJII0UaeTCs B TOM, YTO OH, OYAyuM CTPYKTYp-
HBIM aHAJIOTOM aleTUJIXOJIMHA, B3aMMOAEICTBYET ¢ pelenTopaMyi 3TOro HelipoMme-
JraTopa, BCIIEACTBUE YEro HapylIaeTcs Iiepenadya HEpBHOIO UMITY/IbCa M BO3HUKAET
pacciiabsieHre MBIIIILI.

1.7. DU3nMKO-xMMU4YeCcKue CBOMCTBa 6eNKoB

Paznuuns ¢pu3nKo-XxuMU4YeCKNX CBOMCTB MHAWBUAYAJILHBIX O€JIKOB 00yCIaBIIN-
BaeT cieaylollee:

1. MoaekyaspHas Macca, pa3Mepbl M (popmMa MoJIEKyJI.

B T1a6a. 1.3 mpuBeneHbl 3HaYeHUsI MOJEKYJISIPHON MacChl HEKOTOPBHIX OEIKOB.
B Ta6s. 1.4 npeacrasiieHbl BEJIMUMHBI, XapaKTepU3yIolre pa3Mepbl U (popMy HEKOTO-
pbIX 6enKoB. [71s1 cpaBHEHUS TIPUBEIEHBI pa3Mepbl HEKOTOPBIX KJIETOYHBIX OpraHesi.

Tabauya 1.3
MoJiekynsipHasi Macca HEKOTOPBIX 0€JIKOB Y€JI0BEKA
Benok M Benok M
CoMaToTponuH 21 500 LepynomnnazmMut 150 000
Wnrepdepon 26 000 dubpuHOreH 340 000
KapboaHruipasa 3puTponTon 29 000 AnodepputuH 450 000
IMencun 35000 WUmmyHornooyauH IgM 950 000

AJNBOYMUH CBIBOPOTKU KPOBU 66 500
Tpancheppun 88 000
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Tabauya 1.4

Pa3mepb1 HEKOTOPBIX MOJIEKY!I, KIETOYHBIX OPTAHELT H KJIETOK

Yacruma Pa3mepsi, HM T KOPOTKOﬁ
OCH K JJTAHHOMN

AnaHnH 0,5 (mmuHa) -

MuorioouH 44x%x4,4%x2,5 1:1,7

TemorioouH 6,8 (IomepeyHmnK) -

Tpancheppun 4x5x%x10 1:2,5

DdubpuHoreH 3,8x3,8x7 1:18

Muo3uH 2x2x 150 1:75
TpomokosnareH 1,5% 1,5 %300 1:200

Pu6ocoma (80S) 23 (TonepeyHuK) -

OPUTPOLIUT 8000 x 8000 x 1500 -

TemaTouuT 20 000 (TmomepeYHuK) -

2. CymmapHublii 3apsa. BesnurHa cymMmMapHOTo 3apsiia MOJIEKYJIbI Oejika 3aBUCUT OT
COOTHOILLIEHUS TTOJIOXKUTEJIbHO U OTPUILIATEIbHO 3apsSIKEHHBIX PaINKaJIOB aMUHOKKC-
JioT. U3meHnenue pH cpeabl BAUsET Ha COOTHOILLIEHWE 3TUX IPYIIT U, CJEN0BATEIbHO,
Ha cyMMapHbIit 3apsin Oeska. [Tpu moakuciaeHun pacTBopa Oejika cTereHb MOHM3a-
LIV aHUOHHBIX TPYMIT CHUXKAETCS, a KATUOHHBIX TOBbILIaeTcsd. [1pu nmoaiienadynsa-
HUU TPOUCXOAST MPOTUBOIOJIOXHBIE M3MeHeHUs1. [Ipu ompeneeHHOM 3HAUYeHUU
pH (MHAMBUIYaILHOM JJI KaXKIOro 0ejiKa) YMCJIO IMOJOXUTEIbHO U OTPULIATEIBHO
3apsKEHHbBIX pailiKaJlOB CTAHOBUTCS PABHBIM, T.€. CyMMapHbII 3apsii MOJIEKYJIbI CTa-
HOBUTCSI PaBHBIM HYJI10. Takoe cocTosiHMe HA3bIBAETCS M302JIEKTPUYECKMM. 3SHAUCHUE
pH, nipu KOTOPOM JTOCTUTAETCS U303JIEKTPUUECKOE COCTOSIHUE, Ha3bIBAETCS M303JIeK-
TPUYECKOM TOYKOM.

3. CooTHouIeHHe MOJISAPHBIX U HEMOJSAPHBIX PATMKAJIOB AMHHOKHCIOT B MOJIEKYJIE.
[TonsipHbie rpynIbl 6€JKOB, KAK MOHOTeHHbIE, TAK U HEMOHOTEHHbIE, CITOCOOHBI B3a-
MMOJIEMCTBOBATh C BOJOM, TMAPATUPOBAThCS. DOJNBIIMHCTBO OEIKOB UMEET IMAPO-
(hUIbHYIO0 TOBEPXHOCTD, KOTOPAs MO3BOJISIET UM HAXOAUTHCS B pACTBOPUMOM COCTOSI -
Huu B KJietke. Ho cymiecTBytoT u runpo@oOHbie 6eJIKi, Ha MOBEPXHOCTU KOTOPBIX
HaXOMTCS MPEeUMYILECTBEHHO TMapodoOHbIe paauKaibl. Takue OeaKu XapaKTepHbI
JUIST KJIETOYHBIX MEMOPaH.

Mtak, pacTBOpUMOCTb O€JIKOB B BOIIHOI Cpelie 3aBUCUT OT KOJIMYECTBA TUIPO-
(UIBHBIX TPYIIN, pa3MepoB U (GOPMbI MOJIEKYJIbI, BEIUUMHBI CYMMapHOTO 3apsija.
B u3055eKTpUYecKOM COCTOSIHUM O€JIKM, KaK IMPaBUJIO, TEPSIOT PACTBOPUMOCTD,
TaK KakK y HMX OTCYTCTBYIOT rMapaTHasi o0osiouka W 3apsija. MoJieKynabl o0pasyroT
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arperaTbl, KOTOpble HE MOTYT YIEPKUBAThCSI B pACTBOPE U BbITNAAalOT B ocaaok. [1o-
JOOHBIN MPUEM HCITOJb3YIOT ISl pa3feicHus OCIKOB, UMEIOIINX Pa3IMYaloIIyOCs
M303JIEKTPUUYECKYIO TOUKY. PacTBOprMOCTh OEJIKOB 3aBUCUT TaKKe OT COJIEBOTO CO-
cTaBa Ccpebl, HAIMYUS IPYTUX OPTAHUYECKUX KOMIIOHEHTOB, TeMIIEpPaTypPHI.

1.8. U30¢yHKUMOHANbHbIE GeNKK

M3odyHKIIMOHaIbHBIE OSIKU, WX N300€IK1, — 3TO CEMEICTBO OEJIKOB, BBIITOJI-
HSIOIIMX B OPTaHU3Me OJIMHAKOBYI0 (DYHKIIMIO, HO UMEIOIIMX HEOObIINE OTIINYUS B
CTPYKTYpe. DTU HEOOIbIIIME CTPYKTYPHbIE OCOOEHHOCTH MOTYT UMETh BaxKHOe (hr310-
Jlornyeckoe 3HaueHue. Hamprumep, B opUTpoLIMTaX YeJoBeKa OOHAPYKEHO HECKOJIb-
Ko (popM remornoomHa: HbA — mnpeobiagaromast ¢popMa Jijisd B3pOCIOro 4yejaoBeka,
HbF — dertanbHbIi reMornoOnH, xapakTepHblii 11 ioaa, HbA, — comepxammiics
B HEOOJIBIIIOM KOJIMYECTBE B KPOBM.

Bce ¢hopMbl reMOTI00MHA BIMOTHSIOT OJMHAKOBYIO (DYHKIIMIO — MPUCOSTUHS -
0T KMCJIOPOJ, B JIETKUX U TPAaHCIIOPTUPYIOT ero K TKaHsiM. Bce (hopMbl reMorioou-
Ha — TeTpaMmephbl, MOCTPOEHHbIE U3 Pa3HOIO COUYETaHUS MPOTOMEPOB o, 3, ¥ U O.
Tak, HbA — ato Terpamep 2a,2p; HbF — 2a,2y; HbA, — 20.,25. as Bcex dopm
reMorjooMHa XapakTepeH MpoTOMEp o, OTIMYAIOLIKUE UX MIPOTOMEPHI B, ¥ U & UMe-
10T CXOJICTBO I10 IIEPBUYHON, BTOPUYHON U TPETUYHON CTPYKTypaM, HO HEOOJIbIINE
OTJIMYMS 00YCAaBAMBAIOT pa3nyusl B GyHKIIMOHAIbHBIX cBolicTBax. Tak, HbF cna-
6¢ee cBsa3biBacTCs ¢ 2,3-BDI 1 oTtmyaeTcst GOIBITUM CPOACTBOM K KUCIOPOLIY, YeM
HbA, 1 mosToMy BO3MOXHO CHaOXeHME ILIOoJAa KUCIOPOAOM 3a cueT auddy3un
KHMCJI0POJia U3 KPOBEHOCHBIX COCYI0B MaTepu.



Pazoen

depMeHTbI

DepMeHTHI — 3TO TpyMIia 0eJIKOB, 00JIaJaI0IINX CITOCOOHOCTHIO K YCKOPEHMIO XU -
MUYECKUX peakiii. DepMeHThl OTIMYAIOT OT APYTUX KaTaJlu3aToOpoOB TPU YHUKAJb-
HBIX CBOMCTBA:

e  BbIcOKas 3PPEKTUBHOCTD JCHCTBUS;

e  crelu(pUIHOCTb ACHCTBUS;

e  CIOCOOHOCTbH K PeTyJ/ISILINU.

HazBaHue Bcex (hepMEeHTOB MMEET OKOHYAHUE «a3a», K KOTOPOMY J00aBJIEHO Ha-
3BaHMEe cyOcTpara, MmojBeprallerocst aeicTeuio gaHHoro gepmeHnta. Hampumep,
mIyTaMuHa3za — (PepMeHT, KaTaaIu3upyloluii ruapoan3 riayramuHa. Kpome Toro, B
Ha3BaHUU (pepMeHTa MOXKET MCII0JIb30BaThCsl Ha3BaHME cyOcTpaTa u JeiicTBue dep-
MeHTa Ha Hero. Hampumep, riayramataeruaporeHasa — (hepMeHT, KaTaJau3upyroui
JIeTUIPUPOBAHKE IIIyTaMUHOBOM KMCIOTH. HekoTophie (hepMEHTHI COXpaHWIN TPU-
BUaJIbHbIC Ha3BaHMs. HarpuMep, mencuH, TPUIICUH — MPOTEOJIUTUYECKUE (pepMEeH-
Thl, KaTaJIU3UPYIOIIME TUIPOIU3 OEIKOB.

Knaccudukauus pepmeHToB

B cooTBeTCTBUM ¢ TUIIAMM KaTaJu3UpPyeMbIX peaKkinii Bce (hepMEeHThI pa3aeaeHbl
Ha 1ecTh KiaccoB (Ta6u. 2.1). Kaxnplii Kjlacc pa3nesieH Ha IOAKJIACChl W MO0~
KJ1aCChl, KOTOPbIE YTOUHSIIOT CIEHM(PUIHOCTD IeMCTBUS TaHHOTO (hepMEeHTa.

®epmenTbl U MeTa00M3M. B 3K1BOIT KJIeTKEe MHOXKECTBO Pa3HOOOPA3HbIX COEIUHE-
HUIi, HO PEaKIIMM MeXIy HUMU HE OeCropsiIouHbl, a 00pa3yloT CTPOro OIpPEeesIeH-
HbIe MEeTabOJNUYECKUE TTyTH, XapaKTePHbIE IJIs1 JaHHOU KJIeTKU. MHIMBUIYyaTbHOCTh
KJIETKM B OOJIBIION CTeTIEHU OIIpeaesIsieTCsl YHUKAJIbHBIM HaOopoM (DepMEHTOB, KO-
TOPBI OHA TeHETHUYECKHU 3aIporpaMMHUpPOBaHa TPOU3BOANTE. OTCYTCTBUE maxke Of-
Horo epmeHTa WK AedeKT, U3MEHSIIOIINI ero KataiuTuiyeckue (yHKIIUU, MOTYT
HUMETh OYEHb Cephe3HbIC OTPULIATENIbHbIE MOCAEACTBUS AJIsl OpraHU3Ma.

HapyuieHust cTpykTyphl hepMeHTa, Beayllre K CHUKEHUIO ero akTUBHOCTHU, 3a-
MEIUISIIOT CKOPOCTh METabOJIMYEeCKOTO MyTH, B KOTOPOM YYacTBYET 3TOT (hepMEHT.
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Takue HapyllleHUsI TTOYTHU BCETAA MPOSIBJISIIOTCS KakK 00J1e3Hu (3H3uMonaTtun). I1o-
BpexXaeHUsT epMEHTOB OBIBAIOT ABYX TUIIOB: HACIEeICTBEHHBIE Ie(PEKThI CTPOCHUS
(bepMEeHTOB M MOBpPEXAEHYSI, BbI3BaHHbIE MTOTMANAIOIINMU B OPraHU3M TOKCUUECKU -
MM BEIIECTBAMU WJIN IPYTUMU BHEITHUMU BO3IECTBUSIMMU.

Tabauya 2.1
Knaccsl (hepmenToB
Knace Tun KaTanu3upyeMon peakuuu

OkcunopenyKTasbl OKUCIUTEbHO-BOCCTAHOBUTEbHbBIE PEAKIIUN

Tpancdepassbr [lepeHoC OTAENBHBIX TPYIIT ATOMOB OT JIOHOPHOUW MOJIEKYITBI K
AKLENTOPHOM MOJIEKYJIE

Tunponassr Iuaponutryeckoe (¢ yyacTMeMm BOJbI) pacllellJieHUE CBS-
3ei

JInazer Pacieruienne He rTupoauTHUecKuM mytem cBsizeir C-C, oTiie-

ieHue Maiblx Mosekys (H,O, H,S) ¢ obpasoBaHnem nBOMHON
CBSI3Y WUTH MX TIPUCOEAMHEHNE 10 TBOMHOM CBS3U

H3omepasbl B3anMomnpeBpalieHne pa3TnIHbIX U30MEPOB

Jlurassl (cuHTeTa3bl) B3ammonencTBUE ABYX pa3jMUHBIX COEAMHEHUI ¢ 00pas3o-
BaHUEM 0o0Jiee CJI0KHOIO BellleCcTBa (MCITOJb3YETCS SHEPIUsl
ATP)

2.1. KopakTopbl hepmeHTOB

Bce dhepMeHTBbI OTHOCATCS K MIOOYJISIpHBIM OeJikaM, IMpuieM Kaxablii (hepMeHT
BBITIOJTHSIET CIleHM(UYecKylo (PYHKIIMIO, O0YCIOBICHHYIO IIPUCYLIEH eMy TI100y-
JIIpHOI CTPyKTypoii. OnHAKO aKTUBHOCTb MHOTMX (hePMEHTOB IMPOSIBISETCS TONb-
KO B IIPUCYTCTBUU HEOEJIKOBBIX COCAMHEHMM, Ha3biBaeMbIX KoakTropamu. MoJie-
KYJISIDHBI KOMILIEKC O€IKOBOII yacTu — amodepMeHTa U KodaKTopa Ha3bIBaeTCSI
xoaogepmentom. Posib KohakTopa MOTYT BBITIOJHSTH HOHBI METAJIOB (Zn2t, Mg2*,
Mn2*, Fe2t, Cu2*, K*, Na™) uiu pasjiuuHbie 110 CTPYKTYpEe OpraHuYecKue coeauHe-
HusA. OpraHuyeckue KohakTopbl 00bIYHO Ha3bIBalOT KodepMeHTaMu (CM. Tabs. 2.2),
OOJIBILIMHCTBO U3 HUX SIBJSIOTCS MPOU3BOIHBIMU BUTAMUHOB. TUI CBSI3U MEXIY
¢depmMeHTOM 1 KODEPMEHTOM MOXKET ObITh pa3auuHbIM. MHOrga cBs3b ciabdast u
BO3HHUKAET TOJIBKO BO BpeMsI MMPOTEeKaHUs peakKinu. B npyrux ciydasx KohakTop u
(bepMeHT cBsI3aHBI MPOYHO 3a CYET KOBAJIEHTHBIX CBsI3eil. B mocineaHem ciyyae He-
0EJIKOBYIO YacTh (pepMeHTa Ha3bIBalOT MPOCTETUYECKOI IPYyNMOii.
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Tabauya 2.2

Hexkotopsie KoepmeHThI U MX (HYHKIUN

Kodepment-
npeecTBeHHNK

NAD*, NADP*

FAD

Kodepment A

buotun

IMupunokcanbdocdar

Tetparunpodonrenas K-
croTa

DyHKIug
Ilepenoc Bomopoma (27K~
TPOHOB) B  OKHCIUTEIbHO-

BOCCTAHOBUTEJIbHBIX PECAKIINUAX

[lepeHoc Bomopoma  (9JeK-
TPOHOB) B  OKHCJIHMTEIBHO-
BOCCTaHOBUTEIBHBIX PEAKIIUSIX

AKTHBAIUS W TIEPEHOC allVIb-
HBIX TPYIT B peakIMsaX, Ka-
TaTU3UPYEeMbIX JIUra3aMu U
TpaHcdepazaMu

CasasbiBanue CO,, akTuBaLUs U
BKJTIOUEHME B MOJIEKYJIbI (KJ1acc
JIUTa3bl)

[lepeHoc amuHOrpymmm u mae-
KapOOKCWIMPOBAHWE aMMHO-
KUCI0T (Kimacc TpaHCdepassl,
JIA3BbI)

[Tepenoc OIHOYTJIEPOIHBIX
(parmMeHTOB (KJacc TpaHcde-
pasbl)

Buramun

HwukotnHoOBas Kucjiora —
ButaMuH PP

Pubodnasun — Buramux B,

ITanTOTEeHOBAS KMUCIOTA

buotnH — ButamuH H

TMuprnokcnH — BuTamMuH By

donueBas KUCiIoTa

KodakTopbl B X0/1e peakiinii BHITIOJTHSIIOT CIeAyoIe QYHKIN:

® YYaCTBYIOT B (DOPMUPOBAHUM TPETUUYHOM CTPYKTYphl OejKa M 00eCcIieueHUU
KOMITJIEMEHTAPHOCTU MEXIy (hepMEHTOM U CyOCTPaToOM;

e MOTIYT HEMOCPEACTBEHHO BOBJIEKAThCS B peaklMU B KaUeCTBE ellle OJHOT0 Cy0-
cTpara. B 3To#t posii 0OBIUHO BBICTYMAIOT OpraHu4Yeckue KopepMeHThl. Mx
y4yacTue B peakIMi MHOTIA CBOIUTCS K TOMY, YTO OHU BBICTYMAIOT KaK TOHOPBI
WY aKLEeTTOPHI OMPeAeSIeHHBIX XUMUUECKIX TPYIII.

Heduunt mo60ro BUTaMUHA BeAET K HapyIIeHUIO CHHTE3a OIpeIe/IeHHBIX Kodep-

MEHTOB U MOXET MPOSIBISTbCS Pa3IMYHBIMU 3a00JIeBaHUSIMUA, HEKOTOPbIE U3 HUX

yKazaHbl B Ta01. 2.3.
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Tabauya 2.3

CTpyKkTypa HEKOTOPHIX BUTAMHUHOB, X NMHUIIEBbIEe HCTOYHNKH U 3200/I€BAHNA,
BO3HHKAIOIIME Npu Aedunure

Buramun

Tuamuua
(BuTamuH B))

Pu6odnasuH
(BuTamMuH B,)

HuauuH,
HUKOTUHOBASI
KHCJIOTa
(BuTaMuH B;,
BuTtamuH PP)

ITanTtoTeHOBasg
KHCII0Ta
(ButamuH Bs)

TTupunoxcuH,
MHUPUIOKCANb,
MUPUIOKCAMUH
(BuTamMuH By)

buotun
(ButamuH H)

®@onar
(ButamuH By)

CrpykTypa
NH,
N7 i CH, rﬁf C—CHj
S HC. _C—CH,-CH,-OH
H:c” N N S

TIMPUMHINHOBOC
KOJBIIO

o
HiC N
574 3NH
U3oannokcasun
'° NN
HiC 1‘\1 N~ Y0
CHrCHf(‘ZHf(‘ZHfCHrOH
OH OH OH
Puburon

THA30JI0BOC KOJIBIIO

i
_ COOH _ S
N N

Huxorunosas
KHCJIOTa

Huxornaamu

C‘H3 OH
HO*CHzfc‘f(‘ffﬁfNH*CHTCHfCOOH
CH; H O
2,4-Jluruapokcu-3,3-1uMeTHI- B-Ananun
MacJisHas KHCIoTa
CH,OH CHyNH,
HO. Z CH,0H HO. Z CH,0OH
X ! > !

H;C N H;C N
Inupuokcon [upuoxcamun
(TMPHIOKCHH)

I

SN
HITI/ ITIH
H$_(I:H
H,C.___CH-(CH,),—COOH

/4 CszNH—@COANH CH—(CH,),~COOH
\ \ x/ (OOH

apaaMuHo-
Bensoiinas
KucInoTa

TIyTaMHHOBas

nTepuH
KucoTa

3a0oeBanns

[MonueBpuThHI, OEpU-
Oepu, HapyIIeHne cep-
JIEYHOM JIeSITeIbHOCTH,
ynkimit 2KKT

JlepMaTUTBl, KOHB-
IOHKTUBUTBI,  KaTa-
pakTa, MBbILLIEYHAS
¢J1aboCTh

[lennarpa, OCHOBHBIE
MPU3HAKU: JIepMaTH-
ThI, AUAPEST, IEMEHIIS

(HapymeHue  GyHK-
muit [THC)
JepMatuThl, HEBpU-

ThI, NApaJIAYU, IUCT-
poduyeckue M3MeHe-
HUS: cepaua, IOYeK,
KeJe3  BHYTPEHHEH
cekpenu

Hesponoruueckue
3a00JIeBaHUS

Crenudpuyeckue
JIepMaTUTHI, cebopes,
BbITIAJIEHUE BOJIOC,
MOpak€HUE HOITEN,
00JIM B MBIIIIIAX,
nernpeccus

Hapymenne kposet-
BOpPEHMsI, MAKPOIIN-
TapHasi aHeMUS

ITumesbie
HCTOYHUKH.
CyrouHas
NoTPeOHOCTh

3epHa, opexu,
OBOIIIN, TIIIEHU-
11a, MSICO TOCT-
HOe

2—-3 Mr

Msico, opexu,
OBOIIIN
1,8—2,6 mMr

Msico, opexu,
OBOIIIN
15-25 mr

Hpoxcku,
3epHO, KEJITOK
SIUIL, TIeYeHb

10—12 mr

Hpoxku,
MeYeHb,
MIIeHn1A,
opexu, baHaHbI
2—3 Mr

3epHO, KeJITOK
SIUIL, IEYEHbD,
ITOYKU, TOMAThI
0,01—0,02 mr

Jpoxku,
TeYeHb, JIUCThSI
pacTeHui
0,05—0,04 mr
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2.2. MexaHu3Mbl fencTBUA (hepMEHTOB

IlepBoHAYAIBLHBIM COOBITHEM IIPHU AECTBUM (PepMEHTA SIBJISICTCS €ro Crelunbu-
yecKoe CBSI3bIBaHUE ¢ JIUraHIoM — cyocTtpaToM (S). DTO MPOUCXOaUT B 00J1aCTU aK-
THBHOTO IIEHTPA, KOTOPBII (DOPMUPYETCS 3a CUET CITELMDUIECKOTO COTMKEHUS paIri-

KaJIOB aMUHOKUCJIOT, OTpeAe/eHHbIM 00pa3oM OPUEHTUPOBAHHBIX B MPOCTPAHCTBE
(puc. 2.1).

(0} Asp-205
H HN__ Gly-229
}(/(‘) //
HO\OH H/OH o
[¢) \ / Zz
| oH-—-O
III0KO3a | OH '
ATP H
I'nmrokokuHaza >
ADP
CH0(P)
(0]
H

HO\OH H/OH

H OH

TIII0K030-6-ocdar

Puc. 2.1. BsanmopgeiicTBue rioKo3bl C aKTUBHbIM LLIEHTPOM IJTIIOKOKUHAa3bI:

A — peakuusi, katananampyemas rmoKokmHason; b — obpazoBaHue GepMeHT-
CcyObCTpaTHOro KoOMrJiekca

VY cn0XHBIX 0€JIKOB B aKTUBHOM LIEHTpE pacrojioxeH Kodakrop. OnHu R-rpynrb
aKTHBHOTO LIEHTpa MPUHUMAIOT yJ4acTue B CBSI3bIBAHUU CyOCTpaTa, Ipyrue — B Karta-
nm3e. HekoTophle rpyniibl MOTYT BBINOJIHSATE 00€ (DYHKIIUU.

CaasbiBaHme cyOcTparTa ¢ pepMEHTOM BBI3BIBACT KOH(MOPMAITMOHHBIE M3MEHEHMS
B (hepMeHTe U cyOcTpaTe, HEOOXOIMMbIE MJIsl TIPOTeKaHMSI KaTaau3a, U TeM CaMbIM

YBEJIMYMBAET CrielU(PUIHOCTh (hepMEHT-CYOCTPATHOTO B3aUMOACUCTBUS (MHIAYIUPO-
BaHHOE COOTBETCTBUE).

B o611em Buse xoa pepMeHTaTUBHON peaklMi MOXHO MPEICTaBUTh CIENYIOLIUM
obpaszoM:

E+S2ES2EP > E+P,
rane E — ¢pepment; S — cyocrpat; P — npoaykr peakiuu.
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depMeHTaTUBHAS peakIvsl MPEACTaBIIsIeT COO0I MHOTOCTAAUIHBIN TTpollece, Ha
MEePBOM 3Tarie KOTOPOro YCTAHABIMBACTCSI MHAYLMPOBAHHOE KOMILIEMEHTaPHOE COOT-
BETCTBHUE MEXIY (PEPMEHTOM U CyOCTpaTOM ¢ 0Opa3zoBaHuEM (hepMEHT-CYyOCTPaTHOIO
komiuiekca (ES). 3ateM B 001acTH aKTMBHOTO LIEHTPA IIPOUCXOIUT XMMUYECKOE TIpe-
BpallleH1e cyOcTpaTa 1 00pa3oBaHUE MPOAYKTOB peakiuu (puc. 2.2).

Puc. 2.2. MexaHnam gencteua pepmMeHTa:

A — ycTaHOB/IEHME UHAYLIMPOBAHHOIO COOTBETCTBUSA KOH(MOPMaLIMN aKTUBHOIO
LLeHTpa (pepMeHTa 1 cybcTpara;

B — obpasoBaHne pepMeHT-cybCTPaTHOro KOMIMJIEKCA;

B — o6pasoBaHne NpoayKTOB peakLny;

' — ocBoGOXAEHME NPOAYKTOB peakumn 1 nepexon pepmeHTa B UICXOAHOEe
COCTOSsIHME

JeTaqbHBIN MEXaHMU3M JEMCTBUS KaXI0ro (hepMeHTa YHUKAJIEH, HO €CTh OOIINE
YepTHI B «paboTe» PepMEHTOB, KOTOPBIE 3aKJTIOYAIOTCS B CIIEIYIOIIEM:

BBICOKAsI U30MPATETbHOCTD MeHCTBUS (pepMeHTa 0OECTIEIMBAETCS TEM, UTO CYO-
CTpaT CBS3bIBACTCSI B aKTUBHOM LIEHTpe (hepMeHTa B HECKOJIbKHX TOUKaX U 3TO
HCKITIOYaeT OITNOKN;

aKTHBHBII LEHTP pacriojaraercsl B yrjayoJaeHUu (HUILe) TOBEPXHOCTU (hepMeH-
Ta ¥ UMeeT KOHDUrypaluio, KoMILUIEeMeHTapHYy1o cyocTpaTty. B pesynbrare cyo-
CTpaT OKa3bIBaeTCs OKPYKEHHBIM (DYHKIIMOHAJIBHBIMU TPYIIIIAMU aKTUBHOI'O
LIeHTpa (pepMeHTa U yIAIEHHBIM OT BOJTHOM CPEIIbI;

CBsI3bIBaHUE CcyOCTpaTa cO MHOTMMHU TOYKaMU (hepMeHTa CIOCOOCTBYET KOH-
(bopMaIIMOHHBIM U3MEHEHUSIM MOJICKYJIbI, «pPacTITUBAHUIO» TIpeodpasyeMoit
CBSI3M B CyOCTparte 1 objieryaeT oopa3oBaHue MPOAYKTOB PEAKIINN;
00pa3yrommecs: MPOAYKTHI PeaKIIUK TEPSIOT KOMIUIEMEHTapHOE COOTBETCTBUE
(bepmeHTy, uTO OOEcneunBaeT UX IUCCOLUALMIO U3 00aCTHU AKTUBHOTO 1IEH-
Tpa.

MakcuMaibHasi aKTUBHOCTb (pepMeHTa HabJlo1aeTCsl MPU ONMTUMAJbHBIX YCJI0-
BMSIX TIPOTEKAHUS peaklMU U OOyCIOBJIeHA ONTHMAaIbHON KoH(OpMalmneir MoJe-
KyJibl (pepMeHTa B 1LIeJJOM M aKTUBHOTO LIEHTpPa B YaCTHOCTH, MO3TOMY Aaxe He-
OoJIbIlIE U3MEHEHUsI YCIOBUI, KOTOPBIE BIMSIOT Ha CBI3bIBaHME CcyOCTpaTta WIN
KOH(popMaIMIo TPEeTUYHOM CTPYKTYpPhI OejIKa, OYyAYyT U3MEHSITh CKOPOCTh (pepMeH-
TaTUBHOM peakuuu. Hanmpumep, u3menenne pH nmpuBoauT K M3MEHEHUIO CTETICHU
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MOHM3ALMM MOHOTEHHBIX Ipynn ¢epMeHTa U, cleJoBaTeibHO, BeAET K Iepepac-
MpenesieHUI0 MeXpaauKadbHbIX CBsI3e. DTO udMeHseT KoHdopmaliuio dhepMeHTa
U HapylllaeT KOMIIJIEMeHTapHOe COOTBETCTBUE aKTUBHOTO LIEHTpa U cyOcTpaTa, 4To
BeIEeT K CHMKEHMIO CKOpOCTU peakiuu (puc. 2.3r). VI3MeHeHue TeMnepaTypbl Bbl-
3bIBaeT ABOSIKUI 3(PdEKT: ¢ OMHOI CTOPOHBI, TTPU TMOBBILIEHUU TeMIIepaTyphl 10
37—40° ckopocTh (hepMEHTATUBHOM peakLMK YBETUYMBAETCS B CBI3H C ITOBBILLIEH N -
€M KUHETMYECKOW SHEPruU pearupyroimnx MoJeKys; ¢ IPyroil CTOPOHBI, MIPU TeM-
nepatype Boime 40° HaunHaeTcs geHaTypauus depmenTta (puc. 2.3B) U CKOPOCTh
peakuuy CHUXaeTCs.

CnemucmanocTs aeiicrust epMenToB. OTIMUNTEIBHON YepTOil (hepMEHTOB OT HeOeI-
KOBBIX KaTaJIM3aTOPOB SBJISIETCS CITEMMIIHOCTD UX IeicTBISA. DepMEHT 13 MHOXECTBA
BEIIIeCTB, MMEIOIINXCS B KIIETKE, BBIOMPAET 1 TIPUCOEANHSIET TOJIBKO CBOI CYOCTpaT, Tak
KakK TOJIbKO 3TOT CyOCTpar Io CTPYKType KOMILIEMEHTAPEH CTPOEHUIO aKTUBHOTO LIEHTpa
depmenTa. B aToM ciyuae cnienmduuHocTh hepMeHTa Ha3bIBAIOT cydcTpaTHOM. Pasznu-
YaloT aOCOMIOTHYIO M TPYIIIOBYIO CYOCTPaTHYIO CrielM(PUUHOCTh (pepMeHTOB. DepMeHT
¢ a0COMOTHOI CIeNM(PUIHOCTBIO KATATU3UPYET MPeBpaIieHre TOJIBKO OTHOIo cyocTpara.
MepMeHT C rpyNIoBoii crienUIHOCTBIO B3aNMOICHCTBYET C TTOXOXKUMH TT0 CTPOSHUIO Be-
IIECTBAMM, KaTaIM3UPYsl OMHOTUITHBIE MPEeBpallleHNsI, TIPOSIBIISIET 0oJiee IIMPOKYIO Cy0-
cTpaTHylo crienrguuyHocTh. Hampumep, dhepMeHT Jumasa B XXKupax pacllervisieT CBSI3U
MEXIy TTULEPOJIOM U Pa3TMIHBIMU XKUPHBIMU KUCIOTAMM.

Kpome Toro, onuH u TOT ke cyOCTpaT MOXKET MOABEpraThcsl Pa3jIMuHOrO TUIIA Mpe-
BpalIEHUSIM ¢ 00pa30BaHUEM Pa3HbIX MPOMYKTOB. B 3TOM ciyyae Kaxblil myTh IpeBpa-
ILIEHUST CyOCTpaTa KaTaau3upyeT OTaedbHbIN (hepMeHT. Takoro Tumna crenudUuuyHOCTb
Ha3bIBaeTCs cnenu(puIHoCTbIO MyTeil npeBpamenus. HanpuMep, TMCTUIMH MOXET ObITh
cyocTpaToM JABYX (hepMEHTOB (3TU (DePMEHTHI UMEIOT OIMHAKOBYIO CyOCTPaTHYIO CIIell-
U(PUIHOCTh), HO OIMH (PepPMEHT — I'MCTUAa3a — KaTAIU3UPYET OTILIEIUIEHUE OT TMCTU-
JIMHa aMUHOTPYIIIbI, a APYroil — TUCTUIMHIEKApOOKCUIa3a — OTILEIJIEHUE TPYIIIb
CO,. Takum 06pa3oM, TMCTUAMH BKJIFOYAETCS B [1BA Pa3HbIX MyTH NPEBPALLEHU.

2.3. KuHeTnka pepmeHTaTUBHBIX peaKLyunm

KuHeTrka (pepMeHTaTUBHBIX peaKkiMil — 3TO pa3jies 3H3UMMOJIOTUU, U3YJalOIIUii
3aBUCUMOCTb CKOPOCTEN peakinii, KaTaanu3upyeMbIX epMeHTaMM, OT Pa3TUIHbIX
¢axkTopoB.

CkopocTh (pepMeHTaTUBHBIX peakiinii (V) u3aMepsioT o yobLiu cyoctpara (S) uin
npupocty npoaykrta (P) 3a enmauny Bpemenu. MlameHeHue ckopoctu (pepMeHTaTUB-
HO peaklIM1 HaXOAUTCS B IIPSIMOI MPONOPILMOHATBLHOM 3aBUCUMOCTH OT U3MEHEHUSI
KOHILIEHTpaluu (pepMeHTa P HACKIIAIIEH KOHIIEHTpaluu cyocTpaTa (puc. 2.3a).
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Ecnu KoHleHTpalust (hepMeHTa MOCTOSIHHA, TO 3aBUCUMOCTb CKOPOCTHU peakiiuu
OT KOHIIEHTpallMK cyOcTpaTa Ha rpaduke uMeeT BUI runepoossl (puc. 2.30) u Ha-
IMOMMWHAET KPUBYIO HAChIIeHUsT Oenka auraHaoM. [Ipu omnpenesieHHONM KOHIIEHTpa-
1M cyocTpara (pa3HoM ISl pa3IndHbIX (PEpPMEHTOB), KOIIa BCE MOJIEKYJIbI (pepMeH-
Ta BKJIIOUEHBI B (DepMEHT-CYOCTPATHBIN KOMILIEKC, CKOPOCTh PEaKLIMi CTAHOBUTCS
MaKCUMaJIbHOM — VMakc. VMaKc. JOCTUTAETCST IIPU TTOJTHOM HACBIIIEHUM aKTUBHBIX
LIEHTPOB (hepMeHTa MOJIeKyIaMU cyOcTpaTa.

KoH1ieHTpaiuio cydocTpara, mpu KOTOPOI TOCTUTAaeTCsl CKOPOCTh peakliu, paB-
Has MoJToBMHE VMAaKC., Ha3pIBaloT KoHCcTanToil Muxasmmca — Kum

KM 1 VMakc. — BaxkHBbIE XapaKTepUCTUKHU (pepMeHTa.

VMakc. mocTosIHHAS ISl KaxXKI0ro pepMeHTa U Xapakrepusyer 3¢(eKTHUBHOCTb €ro
JIeCTBUS.

Km — pasnanyaercs a/ia pa3Hbix (pepMEHTOB U XapaKkTepu3yeT CpoaCTBO (hepMeHTa MO
OTHOIIEHHIO K CyOCTpAaTy.

IIpu ouieHKe cponcTBa (pepMeHTa K cyOCTpaTy CiienyeT IIOMHUTh, YTO YeM HILKE
KM, TeM ObIcTpee 1 MPearnouTUTEIbHEE CYOCTPaT CBSA3LIBAETCS ¢ (DEPMEHTOM, T.€. TEM
BBIIIIE €0 CPOACTBO K TaHHOMY CyOCTpaTy.

Puc. 2.3. 3aBUCUMOCTb CKOPOCTU PeaKLUn OT KOHLLeHTpauuu
¢depmeHTa (a), KOHUEHTpauumn cyocTpara (06),
oT Temneparypsl (B), pH (r)
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Eaununa akruBHocTH (hepmeHTOB. CKOPOCTH (hepMEHTATUBHBIX peaKIvii UCTIOJIb-
3YIOT KaK Mepy KaTaJIUTUYECKOI aKTUBHOCTU (hepMeHTa.

3a eOUHUIy aKTMBHOCTH (hepMeHTa TIPHHUMAIOT TaKOe e€ro KOJUYECTBO, KOTOPOe
KaTaJM3upyeT IpeBpalleHue 1 MK MoJib cyOcTpaTa 3a 1 MUH IIpY ONTUMAaIbHBIX YCIIO-
BUSIX.

KOJIMYECTBO MK MOJIb IIPEBPAIIIEHHOTO CyOCTpaTa
(111 00pa30BaBILEroCs MPOAYKTa)

BpeMsI MHKYOaLuu, MUH

E (cranmapTHast eqyHMIIA aKTUBHOCTH) =

VieabHasi aKTHBHOCTB (hepMeHTa paBHA YKMCITY €AMHUL AKTUBHOCTU (hepMEeHTa, CO-
Jepxanxcs B 1 Mr ¢oepMeHTHOTO Tpenapara.

2.4. WHrubutopsbl hepmeHTOB

HeiicTBre (hepMEeHTOB MOXHO TMOJHOCTbIO WM YaCTUYHO MOAABUThH (MHTMOUPO-
BaTh) oNpeneJeHHbIMU XUMUYECKUMU BelllecTBaMu (MHruoutopamu). I1o xapakrepy
JIEUCTBUSI MTHTUOUTOPBI MOTYT OBITH OOpaTUMBIMU U HeOOpaTUMbIMU. B ocHOBe aTOTO
JIEJIEHUS JIEXXUT MPOYHOCTb COEAMHEHUSI UHTMOUTOpPa ¢ (hepMeHTOM. Ipyroii cnocoo
JIeJIEHUSI UYHTMOMTOPOB OCHOBBIBAETCSI HA XapaKTepe MecTa UX CBA3bIBaHUS. OQHU U3
HUX CBSI3bIBAIOTCS ¢ (DEPMEHTOM B aKTUBHOM LIEHTPE, a Ipyrue — B YAaJEHHOM OT
aKTUBHOTO LIEHTpa MECTe.

Heo0OpaTumbie HHTEOUTOPBI MOTYT IIPOYHO CBI3BIBATHCS 1 OJIOKMPOBATH (PYHKITNO-
HaJIbHbIE TPYMITbl aKTUBHOTO 1IEHTpa (hepMeHTa, HEOOXOIUMBIE JIJISI IPOSIBJIEHUS €TO
akTuBHOCTU. [Ipu 3TOM OHM HeoOpaTUMO, YACTO KOBAJEHTHO, MPUCOCIUHSIIOTCS K
(epMeHTY U HeoOpaTUMO U3MEHSIIOT HATUBHYI0 KOH(MopManuto. MHruouTopsl Tako-
ro pojJia Ha3bIBalOTCs cnenu(uIecKUMU U MOTYT ObITh MTOJIE3HBI TPU U3YYEHUU CTPOE-
HUS aKTUBHOTO LIEHTPA U TPUPOAbI (pEpMEHTATUBHOTO Katanu3a. Hanpumep, 1unzo-
nponuiadropdocdaT UHIMOUPYET (hepMEHTHI, UMEIOIINEe CEpUH B aKTUBHOM LIEHTPE
(puc. 2.4). Takum epMeHTOM SIBJISIETCSI alleTWJIXOJMHACTEepa3a, KaTajau3upyolias
CJIE/IYIOLIYIO peakIlnio: alleTUIXOJUH — XOJWH + YKCyCcHasl KMCJIOoTa.

DTa peakuus MPOUCXOIUT KXl pa3 Mociie MPOBEeAeHUSI HEPBHOTO UMITYJIbCa,
MPEXE YEM CAEAYIOLINI UMITYJIbC OyIET NEPENaH Yepe3 CUHAIIC.

JHunzonpormindropdocdar — 0gHO M3 OTPABISIOIINX BEIECTB HEPBHO-TTApaIN -
TUYECKOTo JeWCTBUS, TaK KakK MPUBOAMUT K yTpaTe CIIOCOOHOCTU HEMPOHOB MPOBO-
JIUTh HEPBHbBIE UMITYJIbCHI.

TeparneBTUYECKOE NEUCTBUE aclIMPUHA KaK >KapOIMOHMXAOUIEro U MPOTUBOBOC-
MaJIMTEIBHOTO CPEJCTBA OOBSICHSIETCS TEM, UTO aCITUPUH UHTUOUPYET OAUH U3 (hep-
MEHTOB, KaTaJuzupyloliuii cuHre3 npocrarianauHoB (I1T7). IMpocrarnaHauHbl —
BEIlleCTBa, y4acTBYIOIIME B pa3BUTUM BocmnajeHus. MHrubupoBaHue 0OYyCIOBIEHO
KoBajieHTHOU Moaucdukamueit OH-rpynmbl, BXoAsdIIei B aKTUBHBIA LIEHTP (pepMeH-
Ta — MpocTarIaHAWMHCUHTETa3bl (puc. 2.5).
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A. Peakius ¢ alleTHIXOJIMHOM

ANCTUIXOJIMH XoauH Auerat
O O 1
Il * ' 2
H;C—C—+0—CH,~CH,—N(CHs); HO—CH,~CH,~N(CHz); iH;C—C\/ ;
R Q
(l)H : / OH
L )
Enz—Ser EnZ—SLr Enz— SLr
anernnxonuHacTepassl (AXI-Cep-OH)
b. Peaknus ¢ IOD
Juusonponundrophochar
H3C I /CH3 .
H—/C—O—F—O—C\—H F.H 5
oy (HC CET CHs / H;{c\C ol o C/C}:
Enz—Ser \ H;C/ :,...(J)...ﬁ: \CH3 +>

Enz—Ser

Puc. 2.4. OeiictBue punsonponundropdocdara Ha pepMeHT aueTun-
XONMH3cTepasy (AXI):

A — peakuus, katanmanpyemas aueTUIXoIMHICTEPA30N;

B — peakumsa nHrubmposaHms AXO anndonponundropdpocharom

AKTUBHBIH CoO- HeaktuBHbrit CoO
(epmenT (bepmeHT
Il I
[rc¢ —OH + CH;—C—-O —— > IIc—0—C—CH; + HO
N-koH1EBas rpymnna AcnupuH ALUIMPOBAHHBIN CaJMLIMII0BAs
0JIHOTO U3 IIPOTOMEPOB (aneTuICaTMINIOBAs K-Ta) dbepment KHCIIOTa

npocrarjiaHAnHCUHTETAa3bl

Puc. 2.5. BzaumogencTeBue acnmpuHa ¢ epmMeHTOM NnpocTariaHauHCUH-
TeTa3om

Oo6paruvbie METEOUTOPBI. CyIIIECTBYET ABA TUTA ITOJOOHBIX MHI'MOUTOPOB — KOH-

KypeHTHbIe U HEKOHKYPEHTHbIE.
KoHKypeHTHBIE HHTHOUTOPbI KOHKYPUPYIOT C CYOCTPATOM 3a CBSI3BIBAHNE C aKTUB-
HBIM LIEHTpOM hepMeHTa (pHrc. 2.6). DTO MPOUCXOANT ITOTOMY, YTO MHTHOUTOP U CYO-

CcTpaT UMEIOT yYaCTKU CO CXOIHOM CTPYKTYpPOIi.
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B otninume ot cydcTpaTa CBSI3aHHBIM ¢ (hepMEeHTOM KOHKYPEHTHbBII MHTMOUTOpP He
noasepraeTcsl bepMeHTaTUBHOMY NpeBpalleHnio. bojiee Toro, oopa3oBaHue KOM-
iekca epMeHT—MHTUOUTOP YMEHBIIIAET YHUCIIO MOJIEKYJI CBOOOIHOTO (hepMeHTa, 1
CKOPOCTb peaKI1 CHUXAeTCs.

Puc.2.6. KoHkypeHTHOe MHrméupoBaHue:

S — cybeTpar, | — MHrMbuTop (CBOE TPEXMEPHOM CTPYKTYPOI
MOXOX Ha cybcTpar).

CB#3blBaHME S 1 | IPOMCXOAMUT B3aMMOUCKITIOHAIOLLMIM 06Pa3oM.
O6pagyetcsa nnbo ES, nnbo El, Ho He EIS

Tak Kak KOHKYPEHTHBIi MHTMOUTOp 0OpaTMMO CBSI3bIBAeTCSl ¢ (DEPMEHTOM, TO
MOXHO CABUMHYTbH paBHOBecue peakuuu E + I <> EI BaeBO NpoCTBIM yBeJIUUEHU-
€M KOHIEHTpaluu cyoctpara. KOHKYpeHTHBIMM MHTUOUTOpAMU SIBJISIIOTCSI MHOTHUE
XMMMOTeparneBTUUeckue cpeincrBa. Hampumep, cyibdaHwiamuaHbie MpernaparThl,
HCToJb3yeMble s JeueHUs] MHGEKIMOHHbIX 6one3Heil. CyabdhaHuiaMuabl — 3T0
CTPYKTYPHbIE€ aHAJIOTM ITapaaMMHOOEH30MHOM KMCIOTHI, U3 KOTOPOIi B KJIETKAaX MUK~
poopraHn3mMoB cuHTe3npyetcst KodhepmeHT (H,-donar), yqacTByromnii B 6nocuHTe3e
HYKJIEOTUZIOB. HelocTaTOUHOCTh HYKJIEOTUIOB HAPYIIIAET CUHTE3 HYKJIEUHOBBIX KU-
CJIOT U IIPUBOIUT K I'MOEI MUKPOOPraHu3MoB (puc. 2.7).

ITpu neyeHnu arepockiepos3a MCIOJIb3YIOT MpernapaTbl — WHTMOUTOPBI peryssi-
TOpPHOTO (pepMeHTa OMOCUHTE3a XOJIecTeposia — TUAPOKCUMETUITIyTapuia-KoA pe-
nyktasel (IMI'-KoA-peaykra3pel). OgHUM U3 TaKUX IIPeIapaToB SIBJISIETCS JIOBacTa-
TUH — CTPYKTYpHBIi aHanor cyoctpara [ MI'-KoA-peaykTassl. JloBacTaTUH Mo Me-
XaHU3MY KOHKYPEHTHOI'O MHIMOMPOBaHUSI MOAABIISIET aKTUBHOCTh 3TOTO (pepMeHTa U
YMEHBIIIAET CUHTE3 X0JIeCTepoia B opranusme (puc. 2.8).
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Cyocmpamsl, —————>  @onuesan ————> Hy ¢onam
6 mom uucne Kucioma Kogpepmenm
napa-amuHoOeH30naA

Kucnoma

H,N COOH

HQN@ SONH,
Cynvghanunamud —

KOHKypeHmHblLil UH2UOUmop

Puc. 2.7. CynbdaHunammnppbl — KOHKYPEHTHbI€ UHTMOUTOPBI cuHTe3a H,-ponata

Puc. 2.8. KoHkypeHTHoe
UHrMGupoBaHue
FMr-KoA-penykrasbl
JIOBaCTaTUHOM
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JpyruM npuMepoM MCIOJIb30BaHUSI KOHKYPEHTHBIX MHTMOUTOPOB MPU JIEYEHUU
3a0071€BaHUII MOTYT OBbITh MPO3epUH U IHAOGMOHUM, MPUMEHSIEMbIE TIPU JIEYEHUU
MBIIIEYHBIX AUCTPODUit. DTU BelllecTBA UMEIOT CTPYKTYPHOE CXOMICTBO C alleTUIIXO-
JIMHOM — CyOCTpaToM aleTUIXoauHacTepasdbl (AXD). IIposepuH u a3Ha0(pOHMI 00-
paTUMO CHITKAIOT aKTUBHOCTh AXD 1 YBETMINBAIOT KOHIIEHTPAIINIO alleTUIXOJIMHA,
BBIMOJIHSIIOLIETO (hYHKIMIO MearMaTopa, YTO COMPOBOXIAETCS] YCUJIEHUEM TpoBe/e-
HUSI HEPBHOTO UMITy/Ibca (puc. 2.9).

H3C\+ ﬁ Anernnxomumscrepaza  H3C . Y
HiC—N—CH-CH,-0—C—CH; + H,0 ——————> H:C—N—CH;-CH-OH + HO—C—CH;
SIS e S S VKCyCHas KHCIOTa.
HC_, N CHs
H,C—N 0—C—N/ CH380,
H,C \©/ CH,
po3epHH
CoHs
+l
HyC
sHA0(OHMI

Puc. 2.9. KOHKypeHTHOEe MHrMOMpOoBaHUE aLeTUJIXOJIMHACTepPasbl

HekoHKypeHTHOe 00paTHMOe HHIHOMPOBAHHE HE MOXET OBITh OCIa0JIeHO MU YCT-
paHEHO TOBBIIIEHUEM KOHIIEHTpalMK cyOcTpaTa, TaK KakK 3TU WHTUOMTOPHI MpHU-
COCNUHSIOTCS K (hepMEHTY HE B aKTMBHOM LIEHTPE, a B IPYTOM y4acTKe MOJEKYJIbI
(puc. 2.10). CpsasbiBaHUE MPUBOIUT K U3MEHEHNIO KOH(popMaluu pepMeHTa 1 Ha-
PYILIEHUIO KOMIUIEMEHTApPHOCTU K cyocTpaTy. HeKOHKYypeHTHbIe MHIMOUTOPbI MOTYT
00paTUMO CBSI3bIBATHCSI KaK CO CBOOOIHBIM (pepMEHTOM, TaK U ¢ KoMmruiekcoMm ES.
Haubosiee BaxKHBIMM HEKOHKYPEHTHBIMU MHTMOMTOpAMM SIBJSIIOTCS 0Opas3ylolue-
Csl B XXKMBOM KJIETKE MPOMYKThl META00IMUYECKUX MyTel, CIIOCOOHBIE 00PaTUMO CBSI-
3bIBAThCS C OMPEIEIEHHBIMU yyacTKaMu (pepMEHTOB (JIJIOCTEPUUYECKHE LIEHTPhI) U
U3MEHSITb UX aKTUBHOCTD, UTO SIBJIIETCSI OMHUM U3 CIIOCOOOB PEryysiliuy KJIIOUeBbIX
MPOLIECCOB, MPOTEKAIOIINX B OPraHU3Me.

HccnenoBanue neiicTBUS MHTMOUTOPOB MCTIONB3YETCS TP M3YYEHUN MEXaHM3-
Ma JeiicTBUsl hepMeHTa, KpoMe TOro, moMoraeT B Mouckax 6osiee 3(hGheKTUBHBIX
JIEKapCTBEHHBIX CPENICTB, TaK KakK JieueOHOe JeiiCTBUE MHOTHUX JIEKapCTB 00YCIOB-
JICHO Te€M, UTO OHU SIBJISIOTCS MHTMOUTOpaMu olipeaeaeHHbIX (pepmeHTOB. CTpyK-
TypHBIE aHAJIOTH KO(EPMEHTOB TOXE MOTYT OBITh MHTHOUTOpaMu. MccmemoBanms
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Puc. 2.10. HekoHKkypeHTHOe 06paTuMoe MHIrMGupo-
BaHue

KM peakmmm mo3BoNSIIOT OTIMYNTh KOHKYPEHTHOE MHTHOMPOBAHNWE OT HEKOHKY-
peHTHoro (puc. 2.11).

Puc. 2.11. 3aBucumoctsb I/V o1 1/S: 1 — 6€3 nHruburtopa; 2 — B NPUCYTCTBUN
MHrMobuTopa (a — KOHKYPEHTHOE; 6 — HEKOHKYPEHTHOE NHITMOMPOBaHNE)

2.5. Perynauua pencrteua epmeHTOB

B xnBoi1 KIeTKe CKOpOCTh (PEPMEHTATUBHBIX PEAKIMI HAXOAUTCS TTOI CTPOTUM
KOHTPOJIEM, UTO TTO3BOJIAET KaXKI0H METaOOIMIECKOM 1IETTOYKe peaKIInii TTIOCTOSTHHO
U3MEHSITh CBOIO CKOPOCTh, ITPUCIIOCAOIMBASACH K MEHSIIOIIMMCST YCIOBUSIM CpEAbl 1
MOTPEOHOCTSIIM KJIETKM B MPOAYKTe (puc. 2.12).
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Puc. 2.12. MeTtabonuuyeckas uenb: A, B, C, D — meTtabonuThl,
E,,-E;,-E;5,-E, — depmeHThI

B xaxmoii MeTaboJIMYeCKON LIeNU eCTb OAWH WJIM HECKOJBKO (PepMEHTOB, KOTO-
pBle OIpEaeIsIIOT CKOPOCTh Beeil ey peakuuii. OHM Ha3bIBaIOTCS PETYISITOPHBIMU
dbepMeHTaAMU.

CylecTByeT HeCKOJbKO CITOCOO0B perysiuu AeicTBUsS (epMEHTOB:

e U3MEHEHME aKTUBHOCTU (hepMEHTA IPU ero MOCTOSIHHOM KOHLIEHTPALUK;

e U3MEHEeHHEe KOHLIEHTpaluu hepMeHTa 0ObIYHO B pe3yJibraTe yCKopeHus (MH-
IYKLIKWW) WIK TOPMOXEHUS (perpeccun) cuHTe3a ¢epMeHTa. B Hacrosiem
paszaese OyaeT pacCMOTPEH TOJIBKO MEePBBIN CIOCO0 perysiuu, a BTopoii — B
paznene 3.

Perynauusa aktTuBHOCTU (pepmeHTOB

PaccMoTprM OCHOBHBIE CITOCOOBI PETYIISIIINA aKTUBHOCTH (PEPMEHTOB.

1. Amnoctepudeckas peryismusa. epMeHT MOXKeT U3MEHSITh aKTUBHOCTD B pe3yJIBTaTe
HEKOBAJIEHTHOT'O B3auMoaeicTBusi ¢ achdekropamu. CsizbiBaHuUE ¢ 3¢h(PeKToOpoM ITporc-
XOJIUT B YYaCTKe, MPOCTPAHCTBEHHO YaJIeHHOM OT aKTMBHOTO (KaTaJIUTUYECKOTO) LIeH-
Tpa, Y BbI3bIBaeT KOH(OPMAIIMOHHBIE U3MEHEHMS B MOJIeKyJie Oesika, a clieoBaTeIbHO,
U B KaTaJIMTUYECKOM LIEHTPEe. DTU U3MEHEHMSI MOTYT YBEJIMUMBATb aKTUBHOCTh (DepMEH-
Ta, 3 heKTOp SBISAETCS AKTUBATOPOM, WU, HA00OPOT, YMEHbIIaTh. B mocienteM ciyyae
3 deKTOp UrpaeT pojb MHIMOUTOpA.

«Coo0111eHre» 0 MPUCOCAMHEHUM aJIOCTEpUUYECKOTOo aKTUBaTOpa TepenacT-
cs TOCPeACTBOM KOH(MOPMAIMOHHBIX M3MEHEHUM KaTaJIUTUYECKONH CyObeauHU-
11e, KOTOpasi CTAaHOBUTCS KOMIUIEMEHTaApHOM CyOCTpaty, U (hepMEHT «BKITIOYACTCSI»
(puc. 2.14). Ilpu ynaneHun aktuBaTopa (pepMEHT BHOBB II€PEXOAUT B HEAKTUBHYIO
bopMy 1 «BBEIKITIOUAETCS». AJUTOCTEpUIECKast PETyJIsIns SIBISETCS OCHOBHBIM CITO-
COOOM peryJsiliui MeTaboJUYeCKUX MyTei.

2. Peryasiuus aktuBHOCTH (hepmeHTOB nyTeM ochopuiupoBanus-nedochopuanpo-
BaHUs.

[Tpu aTOM crioco6e peryasiuuu GepMeHT UBMEHSIET aKTUBHOCTD B pe3yJibTaTe KO-
BaJIeHTHOU Monudukauuu (puc. 2.14).
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Puc. 2.13. Annoctepuuyeckada aktusauusa ¢pepmeHTa

Puc. 2.14. Perynsaunsa akTMBHOCTU N1nasbl

B nanHoM ciyvae ocdartHas rpynna OPO42- npucoenuHsieTcst K ITIpOKCUIbHBIM
rpyIraM B ocTaTKax ceprHa, TPEOHMHA WM TUPO3UHA. B 3aBUCUMOCTH OT MPUPOIBI
¢epmeHTa (hochopunmpoBaHre MOXKET €ro aKTUBUPOBATh WM, HA000POT, UHAKTUBU -
poBaTh. Peaktms nmprucoenmHeHnsT pochaTHOM TPYIIIBI 1 e OTIIeIUIEHUE KaTaau3m-
PYIOT crieliaibHbIe (DepMEHTH — IMPOTEMHKMWHA3HI U TIpoTenH(ochaTasbl.

3. Peryasimust myteM acconuanuu-IucCONMANMH CyObeAMHHIl B OJIUIOMepHOM ep-
MeHTe.

DTOT Mpoliecc MHOTIa HAUMHAETCS ¢ KOBAJIGHTHOW WJIM HEKOBaJeHTHON Moaudu-
Kalluy OJHOU U3 cyobenuHuil. Hanpumep, depMeHT mpoTeMHKMHA3a B HEAKTUBHOM
dbopme saBrsgercsa Terpamepom R,C,, cocTosIuM U3 ABYyX peryasaTopHbix (R) u aByx
kataautudeckux (C) mporoMepoB. AKTHBHAsI MPOTEeMHKWHA3a MpeAcTaBieHa Cy0b-
enuHuieit C, s 0CBOOOXAEHUSI KOTOPOl HeoOXxonuma IHUCColMalus KOMIUIeKca.
AkTHBaLUs (hepMEHTA TPOMCXOIUT TIPU YIaACTUU MoJIeKysT AM® (LMKINYeCcKOoit afe-
HO31H MOHO(MOC(OPHOIT KMCIIOTHI), KOTOPhIE MPUCOSANHSIOTCS K cyobenuauaM R
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Puc. 2.15. AKTuBauus NPOTeUHKUHAaS3bI
npu yd4actum uAMo®:

A — cTpoeHne LAMO;

b — akTMBauuVst NPOTENHKMHA3bI

U U3MEHSIIOT KOHdopMalnio 6e1Ka, YTO NPUBOAUT K HAPYIIEHUIO KOMIUIEMEHTAap-
Hoctu cyobenuaui R u C u guccoumanum Komiuiekca (puc. 2.15):

R,C, + 41AM® — 2C + 2(R-uAMO®).
Huknmnueckuit AM® ob6pasyercs u3 AT® mon BoznelicTBueM dhepMeHTa ajaeHu-
JATOUKIA3bI:
AT® —» cAMO® + H,P,0, .
AneHunaTIKIa3a U TPOTeMHKUHA3a KaTATM3UPYIOT B3aUMOCBSI3aHHBIE peaKIuu,

KOTOPBIE COCTABIISIIOT €AMHYIO PETYISTOPHYIO CUCTEMY, Ha3bIBAEMYIO afeHUIaTIN-
KJIa3HOM CUCTEMOI1 (CM. pas3zien).
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4. AktuBanusa (epMeHTOB MyTeM YaCTHYHOrO mporeosm3a. HekoTopsie (hepMeHTHI
CUHTE3UPYIOTCS TIEPBOHAYAJIbHO B HEAKTUBHOI (hOpMe U JIMIIb MOC/Ie CEKPEeLIMU U3
KJIETKM MEePEXOIST B aKTUBHYI0 (hopmy. HeaKTUBHBIN MpeniiecTBEeHHUK Ha3bIBAaeTCs
nmpodepMeHTOM. AKTUBAIMS MPodepMeHTa BKIIOYAET THAPOIUTUYECKOE pacilernie-
HUE MOJIEKYJIBI C OJHOBPEMEHHBIM M3MeHeHreM KoHdopmauuu. Hanpumep, Tpur-
CUHOT€H CUHTE3UpYeTCs B MOXKENYI0YHOM Kese3e, a 3aTeM B KUIlIeUHMKe TTpeBpa-
111aeTcsl B TPUIICHUH TIyTeM yaalleHusl rekcanentuaa ¢ N-koHua. Peakunio kataausu-
pyeT aHTepornenTuaaza — (epMeHT, CHHTE3UPYeMbIil KJIeTKaMU KUILIeYHUKA!

JHTeponenTHIA3a
TPUIICUHOTEH — TpUIcuH + Ban-(Acm), —JIns.

M3MeHeHWe MMepBUYHON CTPYKTYphI (DepMeHTa «3aITycKaeT» HOBBIE B3aMMOJICH-
ctBUsl R-rpyrnn mo Bceit MosieKyJie, MPUBOASL K HOBOI KOH(OpMAaLIMU, B KOTOPOit
R-rpynmel akTUBHOTO LIEHTPa 3aHUMAIOT ONTUMAaIbHOE MOJOXEHUE TSI KaTaau3a.



Pazoen

CuHTE3 HYK1€eMHOBBIX
KHCJIOT U 0€eJIKOB

HyknenHoBble KUCIOTBHI M O€JKM TIPEACTaBISIOT cCO00¥ MHMOpMaIIMOHHbBIC
monekyabl. JJHK saBusgercs xpanurteneM reHeruueckoil mHpopmanuu. B reHo-
Me — coBokynHocTtu Bcex Mosiekysnl JHK knetku — 3amumcbpoBaHo cTpoeHUe
Bcex O0enkoB U Moiekyal PHK manHoro opranusma. B mpouecce cunte3a JTHK,
WM PeIUIMKANNN, KOJTMYEeCTBO MH(MOPMAIIMOHHOTO MaTepuralia yaBauBaeTcsa U Ipu
JIeJICHUU TOCTyTaeT B JouepHue KiIeTKU. Pemapanus (Miy orpaHUYeHHas perin-
Kalus) MCIpaBisieT U3MEHEHUSI B TeHeTUYECKOM MaTepualie, MpoUCXOoasiine B
Xoae peKoMOuHalui (0OMeHa reHeTUUeCKMM MaTepraaoM MeXIy XpOMOCOMaMM)
U HapyueHuii B ctpyktype JHK.

[Torok nmHpopmamuu tepenaercss ot JJHK udepe3 PHK na Genok. Peanmzanms
9Tol MHMOPMAILINKY B KJIETKaX BKJIIOUAET IBa MPoIiecca: TPAHCKPUIIIHNIO, TN CHHTE3,
PHK u Tpancasmmio, nii cuHTe3, 6eKkoB. C ITOMOIIIBIO TTIEPBOTO TIpoliecca B Aape Ha
Marpuiue JJHK cuHTe3upyoTcsi MaTpuuHbie (M), TPAaHCIIOPTHBIC (T) U pUOOCOMHBIE
(p) PHK, HeoOxonuMmble sl cuHTe3a 0enKoB. B xone TpaHcasauuyu nHGOpMalus o
cTpykType Oenka, nepenucanHHas ¢ JIHK na MPHK, nepeBoauTcs B aMMHOKUCIOT-
HYIO TTOC/IeI0BATEILHOCTD 0eJIKOB. TaknM 00pa3oM ITeHOTUIT KJIETOK ompeneseT ¢e-
HOTUIUYECKHNE XapaKTePUCTUKU OPTraHOB M TKaHel. MaTpuuyHas Mpupona CUHTe3a
HYKJIEMHOBBIX KHUCJIOT 1 OEJTKOB 00eCIIeYnBaeT BBICOKYIO TOUHOCTH BOCIIPOM3BEE-
HUs “TH(GOPMAIIUH.

3.1. CrpoeHne HYKNeMHOBbIX KUCNOT
JAHK u PHK npencrapisitor co0oii JIMHeHbIe TTOMMepbl, TTOCTPOSHHBIE U3 HY-

KJaeoTuaoB. Kaxablit HyKJI€OTHUI COCTOUT U3 TPEX KOMITIOHEHTOB: a30TUCTOIO OCHOBA-
HWUS, SIBJISIONIETOCS TPOU3BOIHBIM ITypHHA WU TMPUMUANHA, TIEHTO3bI (PUO03bI WU
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JIe30Kcupu003bl) U ocTaTkKa (pochopHOI KUCIOTH. B cocTaB HYKJIEMHOBBIX KUCIOT
BXOJST JBa MPOU3BOJHBIX MypUHA: aicHUH U TYaHUH, U TPU MPOU3BOIHBIX MUPUMU-
nuHa: nuro3uH, ypauui (8 PHK) u tumun (8 IHK) (puc. 3.1.).

Q NH,
C AJeHUH |
HC” “NH NGy
ITIHZ Hg U(I: Vpauun HC\ T A |
Co SNT Y0 N—C~ _C
HC™ SN H H
Hg\ C/('j\\l_[moaml
N ° N 6
(I? 5 ! 3N €7 J o
H3C\C/C\NH 6 A 1% 4 3) o
mor | N N I
HES NS0 N~c-Snn
Tumun ’
H e LSt
Fyanun H N NH,

20,p0CH, O 20,POCH,
'\ /e H

O
HN | ypauui HN N\ TMIIOKCAHTHH
A LY
O N N N
(0)
H H/>pg
OH OH

OH OH
(YM®) (MM ®)
HpeZLLLleCTBeHHI/IK HpeﬂlﬂeCTBeHHI/IK
BCEX Hl/lpl/lMl/l,ﬂl/IHOBbIX BCEX Hypl/IHOBbIX
HYKJIEOTHI0B HYKJIICOTHUI0B

Puc. 3.1. AsoTtucTtblie OCHOBaHuSA, BXxoasiLue B COCTaB HYKJIEeUHOBbIX

KNUCIOT, U CTPYKTYpPa HYKJ1IeoTUAoB:
MypVHbl AEHWH 1 ryaHuH BxoadaT B cocTtas AHK n PHK, nupumugnnel 8 JHK:

LMTO3UH N TUMUH, @ B PHK — unTOo3mH n ypaumn

YraepoaHblii aTOM B ITEPBOM TMOJIOKEHUM MEHTO3bI CBA3bIBACTCS N-TJTMKO3UIHOM
CBSI3bIO C aTOMOM a3oTa B | TMOJOXEHWU MUPUMHUANHA WU 9 MOJOXEHUHU TTyprHAa.
OOpa3syoimecs CoeIMHEHMsI Ha3bIBAIOT HYKJI€03WAaAMH. YTIJIEPOIHbIE aTOMBI ITIEHTO3
B OTJIMYME OT aTOMOB a30TUCTHIX OCHOBAaHWI 0003HAYAIOT HOMEpaMHU CO IITPpUXaMU
(1, 2,3, 4, 5. llpucoeauneHnue docdara B 5'-1mojoxeHue MEHTO3 MIPUBOIUT K 00-
pa3oBaHUIO HYKJIeOTHI0B (Tao. 3.1).
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IlepBuunas crpykrypa HykjaeuHoBbix kucaotr (HK) — sto mopsimox yepenona-
HUSI HYKJICOTUIOB B MNOJMHYKJICOTUIHOM LIENM, CBI3aHHBIX MexXmy coboit 3',5'-
dochomuapupHoii cBA3bi0. B pesynbraTe oOpasyroTcs moiammepbl ¢ ¢ocdar-
HBIM OCTaTKOM Ha 5'-KoHlle u cBobomgHoii —OH rpymiroit meHTo36 Ha 3'-KOHIIE
(puc.3.2.).

NH,

)\ AnleHuH

5'-xoHelx

I
0= 1|>—o—CH2 o
(o}

X=H ms JHK
X=OH mma PHK

/K uto3un
o

0=P—0—-CH, 0

O
X NH
_< | J\ I'yanun
—
(l) N NH,
@ 0= 1|>—o—CH2 o
o

3'-KOHeI]

Puc. 3.2. NepBnyHaa CTpyKTypa HYKJIENHOBbIX KUC/IOT:
X =H pna AHK; X = OH gna PHK.

Ces3u B MOJiIeKYyJie HYKNENHOBbIX KUCJOT:

1 — 5'-pochoadupHas; 2 — N-rmko3vagHas;

3 — 3',5’-dochoanadupHas
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Tabauya 3.1

HOMeHK.TlaTypa OCHOBHBIX 230TUCTBIX OCHOBAHU, HYKJICO3U10B 1 HYKJI€OTHI0B

A3zoTtucToe B zue B Co O0o3HaueHnst OIIH°6yuK'
OCHOBANME (a3oTucToe OCHOBa-  (a30THCTOE OCHOBaHHe+ COTIIOB BEHHBIi
HHE + NEeHT03a) nenTo3a + gocdar) ) = KO
B JHK:
aJIcHUH Jle3okcnaaeHO3MH I-AneHO3UH-5'- 5'-tAM® A
(n-AneHo3uH) MoHodocdar
TyaHUH Jle30KcuryaHo3uH n-IyaHo3uH-5'- 5'-ntTM®D G
(n-TyaHo3uH) MoHodochaT
LIATO3MH J1e30KCULIMTUANH n-lHutnanH-5'- 5'-plIM®D C
(A-LIUTUAVH) MoHodochar
TUMUH J1e30KCUTUMUIH n-TumuonH-5"- 5'-iTM®D T
(I-TUMUIVH) MoHodochaT
B PHK:
aIeHUH AneHo3uH Aneo3nH-5'- 5'-AM® A
MoHodochar
TyaHWH IyaHo3un IyaHo3uH-5'- 5'-TM® G
MoHodochar
LIUTO3UH Hutuanx Hutuaun-5'- 5'-IIM®D C
MoHodochar
yparuia VYpununa Ypunun-5'- 5'-YM® U
MoHodochar

B coctaB IHK u PHK BX0oauT uyeTbipe OCHOBHBIX HYKJIEOTH/A: 1BA MTyPUHOBBIX U
JIBa MUPUMUANHOBEIX (Ta0s. 3.1). i1 KpaTKoro n300paxkeHus IMOC/Ie10BaTeIbHOCTI
HYKJIEOTUIOB B HYKJIEMHOBBIX KMCJIOTaX MOJIb3YIOTCS ONHOOYKBEHHBIM KomoM. ITpu
9TOM 3aIMCh OCYIIECTBISIIOT CJieBa HapaBo, TakK YTO MEPBbIii HYKIEOTHU UMEET CBO-
O0onHbIl S'-ocdaTHbIl KOHell, a nocaeaHuii —OH-rpymnny B 3'-1o0XXeHu pudo3bl
Wi ne30kcuprdo3bl. Harmpumep, nepsuaHast ctpykrypa JJHK Moxxer 6bITh 3ammucana
cinenyromuMm oopazom: CGTAAGTTCG...

MHorna noinHykIeoTUHas 1ieflb UMeeT TTPOTUBOIIOIIOXKHOE HarpaBieHne, B 3TUX
ciIy4yasix HampaBlieHHMe Iereil o0s3aTebHO yKasbiBaeTes oT 5'-—3'- unm ot 3'-—5'-
KOHILY.

[TepBuuHyto cTpyktypy PHK 3anmuceiBaioT ciaeaylomuM o0Opa3oM:
CAUUAGGUAA...

MpoctpaHcTBeHHas cTpykTypa AHK

Bropuunas crpyktypa JIHK mnpencraBieHa MNpaBO3aKpyuyeHHOU CIMpPablo
(puc. 3.3), B KOTOPOi1 1BE MOJIMHYKJICOTUIHBIEC HEeMH PACTIOI0XEeHbI AHTHNAPAJIETbHO
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Puc. 3.3. KomnaemeHTapHble B3auMoaencTBUSA a30TUCTbIX OCHOBAHUM
n popmuposaHue geoviHou cnupanu AHK. AoeHnH n TUMUH CBA3bIBAIOTCSA
OBYMS, @ 'YyaHUH N LUTO3UH — TPEMS BOAOPOAHBbIMU CBA3AMM

U YIEePKUBAIOTCSI OTHOCUTEIHHO APYT ApYra 3a cueT B3auMOACHCTBUS MEXKIy KOMILIe-
MEHTapHBIMU, a30TUCTBIMU OCHOBaHMUSIMU (puC. 3.3).

Ienu monekynbl JJHK He maeHTHYHbI, HO KOMILUIEMEHTAPHBI JIPYT IPYTY: €CJIU U3-
BECTHA IIEPBUYHASI CTPYKTYpa OJHON LIENK, TO IOCJIEIOBATEIbHOCTh HYKJICOTUIOB
JIPYroil Lenu 3aJaeTcsl MTPaBUIOM KOMIUIEMEHTAPHOCT OCHOBAHMI: A OTHOM lLienu
cootBerctBYeT T, a C — G B mpyroii uenu. ITosatomy B Mojiekyne JIHK konuuecTBo
aJICHWIOBBIX HYKJIEOTUIOB PaBHO KOJIMYECTBY TUMUIMIOBBIX HYKIeOTUAOB (A =T),
a KOJIMYECTBO I'YaHWJIOBBIX PaBHO KOJMYECTBY UMTUAMIOBLIX HYKIeoTunoB (G = C).
CootHomenue A + T / G + C — BelMuMHa MOCTOSIHHAS U SIBJIIETCS] BUAOCTeMPu-
YeCcKOM XapaKTepuCTUKO# opraHusma (mpasuiio Yapradoa).

KoMmieMeHTapHbBIe OCHOBaHUS OOpallleHbl BHYTPh MOJICKYJIbI U JIeXKAaT B OJHOI
TUIOCKOCTH, KOTOpasl MpakKTUUEeCKU MEPIEeHANKYISIpHA OCU criupaid. Mexay oCHO-
BaHUSIMU B CTONKE BO3HUKAIOT rHApo¢oOHBIE B3aMMOICUCTBUS, 00ecIieurBaIOIIne
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OCHOBHO BKJIaJl B CTaOWUJIM3a1IMIO CTPYKTYpPHI ciupaiu. PudosodocdarHbie ocratku
OrpaHUYMBAIOT CIIMPAJIb U 00Pa3yIoT ee OCTOB. Ha ovMH BUTOK CIIUpaIu MPUXOAUTCS
10 HYKJICOTUIHBIX TAp.

Tperuunas crpykrypa JIHK dopmupyercs B pesyibrare ee B3aUMOACHCTBUS ¢ Oe1-
kamu. Kaxnmas monekyna JJHK ynakoBaHa B OTIEJBHYIO XpOMOCOMY, B COCTaBe KO-
TOpPOI pazHOOOpa3HbIe OETKM CBI3BIBAIOTCS ¢ OTHeIbHBIMU yuacTKamu JIHK u obe-
CIIEYMBAIOT CYNEPCIMPATIN3ALNIO0 M KOMIIAKTU3aLMI0 MOJIeKyJbl (puc. 3.4). O6mas
anuHa JJHK rarionaHoro Habopa u3 23 XxpoMocoM 4eoBeka coctanisieT 3,5x 109 map
HYKJIEOTUI0B. XpPOMOCOMBI 00pa3yloT KOMITAKTHBIE CTPYKTYPhI TOJBKO B a3y aesie-
Hus. B nepuon nokost komrmiekcebl JIHK ¢ 6enkamu pacnpeneneHbl paBHOMEPHO 110
00BbeMy s1ipa, 00pa3yst XpoMaThH. belku XpoMaThHA BKIIFOYAIOT ABE TPYIIIbL: TUCTO-
HBI ¥ HETUCTOHOBBIE OEJTKM.

Puc. 3.4. MNpocTtpaHcTBeHHas cTpykTtypa AHK.

Hykneocoma coctont n3 yvactka JHK gnnHo okono 146 HykneoTuaHbIx nap 1 8 Mmosekyn
rMICTOHOB YeTbIPEX BULOB, KOTOPbIE B KONMYECTBE MO [Ba KaXA0ro Buaa 06pasyoT KOMMIeke —
HYK1€0COMHbIN Kop. JHK 1 6enkun yaepXxmeBatoTcs Apyr C APYroM 3a CHET NOHHBLIX CBA3EN.
JlnHkepHbIn yyacTtok JHK cBagdaH ¢ ructoHom H1

TucTonbl — 3TO HEOOBIINE OEJIKM ¢ MOJIeKyIsipHOI Maccoii ot 11 000 o 22 000 1,
1 BBICOKHM COJIEp>KaHUEM JIM3UMHA U aprMHUHA. YeThIpe THIa THCTOHOB B KOJTMYECTBE
8 MoJieKy (1o ABe KaxKI0ro Buaa) o0pa3yoT KOMILIEKC — HYKJICOCOMHBIN KOp. DTOT
KOMIIJIEKC 3a CYeT MOHHBIX CBSI3€i B3aUMOICHCTBYET C OTPUIIATETHLHO 3apsIsKeHHBIMU
ocdharapiMu Tpyrmamu yuactka JIHK mmmHo# oKos10 146 HyKIIeOTHIHBIX Tap (TIpu-
MEpPHO T0JITOpa BUTKA BOKPYT KOpa) U 00pa3yeT YeTKOBUAHYIO0, KOMITAKTHYIO CTPYK-
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TYpY, Ha3bIBaeMyIo HyKJeocomoii. Mexny HykieocomaMu Haxoautcst ydactok JJHK
JUTMHOM 0K0J10 30 HYKJIEOTUIHBIX Nap — JMHKEPHbIii Y4aCTOK, K KOTOPOMY IPUCOSAM -
HsIeTCsI MoJieKyJa ructoHa Hl.

HerucroHoBble 0€JKH IpeacTaBlIeHbl MHOXECTBOM (hepMEHTOB M OEIKOB, ydya-
crBytomux B cunre3e JJHK, PHK, peryasauum aTux mpouneccoB U KOMIAKTU3aALUN
JHK.

MpocTpaHcTBeHHas cTpykTypa PHK

Bropuunas crpykrypa PHK dopmupyetcs B pe3ynbraTe cimpain3aliy OTAEIbHbBIX
yuactkoB omHouernodeuHoir PHK. B crnmpann3oBaHHBIX yyacTKax, WM IMHJIbKAX,
KOMILIEeMEHTapHbIe Mapbl a30TUCThIX ocHOBaHU# A 1 U, G 1 C coeiuHeHbI BOAOPO/I -
HBIMU CBSI3sIMU. [{JTMHA IBOMHBIX CITUpaieil, Kak MpaBUIIO, HE BeJIMKa U COACPXKUT OT
20 mo 30 HykyIeoTHAHBIX nap. JBylLerouyeyHbie (parMeHTHl YepeayIoTCs ¢ HeCITupa-
JIN30BAaHHBIMU YYaCTKAMU MOJIEKYJIbI, 00pa3yIOIIMMU TETIN.

Tperuunas ctpykrypa PHK oOpasyeTcst 3a cuer AJOMOJMHUTENbHBIX BOJOPOAHBIX
CBsI3el MEXIy HYKJICOTUAAMU, TIOJTMHYKJICOTUIHON 1LIeIbIo U OeJIKaMu, obecIieunBa-
eT JOIOJHUTEIbHYIO KOMIAKTU3ALMIO U CTAOMIM3AllUI0 TPOCTPAHCTBEHHOM CTPYK-
TYpPbl MOJIEKYJIBI.

OcHoBHble Bugbl PHK

B 3aBrcMMOCTM OT TEPBUYHON CTPYKTYpPBI, pazMepa MoJIeKyJT U (PYHKIIMI B KJIEeT-
Kax BBIIEJISIIOT TpU OCHOBHBIX Buga PHK:

e wmarpuunbie PHK (MPHK), unu nndopmanrontsie, coctaBisioT 2—4 % Bceit
PHK xnetkun. OHM upe3BbIYaiiHO Pa3HOOOpPA3HEI 110 IEPBUYHOM CTPYKTYpe U
HUX KOJIMYECTBO COOTBETCTBYET YMCIY OEJIKOB B OpraHM3Me, TaK KakK Kaxaas
monekyna MPHK sBisieTcs maTpulieil B CHHTE3€ COOTBETCTBYIOIIETO OeKa;

o TtpancnoptHbie PHK (TPHK) siBnsitorcst MmonekyiamMu-agantTopamMu, y KOTOPbIX
K 3' KOHILy IMPUCOEINHSIETCS] aMUHOKHMCIIOTA, a K y4acTKy aHTuKogoHa — MPHK.
Cemeiicteo TPHK BkitouyaeT 6osee 30 pasjiuyHbIX 1O MEPBUYHON CTPYKType
MOJIEKYJI, cocTosimx npuMepHo u3 80 nykiieotuaos. TPHK coaepxar 10—20%
MOJMGULIMPOBAHHBIX UJIM MUHOPHbBIX HYKJIEOTHUIOB, B COCTaB KOTOPBIX BXOST
METWIMPOBAHHBIE UJIM BOCCTAHOBJICHHBIC a30TUCThIE OCHOBAHUSI, HYKJICOTUIbI
¢ C — C cB3bI0 MEXIYy a30TUCTBIM OCHOBAaHMEM M PUO030Ii, a TAKXKe HEKOTO-
pble npyrue BapuaHThl. BropuuHas ctpyktypa TPHK onmceiBaercs cTpykTypoii
«KJIEBEPHOTIO JINCTa», rae Hapsay ¢ 70% crnupain30BaHHBIX YYaCTKOB LIEIH
MMEIOTCS OJHOLIeTIOYeYHbIE ITeTie00pa3Hble pparMeHTHI (puc. 3.5). TpeTnuHas
CTPYKTYpa MOJIEKYJI 32 CUET JOTMOJHUTEIbHON KOMMAKTU3allMK MMpUodpeTaeT
I'-o6paznyto koHdopmaruo. Ha momo TPHK mpuxomurcest okono 15% Beeit
PHK kmetku;

e pubdocomusie PHK (pPHK) cocrasnstior okono 80% Bceit PHK kieTku 1 BXogsT
B cocTaB pubocoM. B nuromniazmatnyeckre pudoCOMbl 3YKapuOTOB BXOAUT
yetbipe TUIa pPPHK ¢ pa3Hoil KoHCTaHTOI cenrMMeHTaliu — CKOPOCThIO OCe-
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Puc. 3.5. NMpocTpaHcTBeHHas CTPyKTypa TpaHcnopTHon PHK:
A — BTOpUYHaAsa CTpykTypa; b — TpeTtnyHasa cTpykTypa

nanus B ynbrpaueHTpudyre (KC), koTopas Beipaxkaercst B enuHuLax Ceeaodep-
ra (S). Kommiekc 60b110i U Majoll cyObeAuHUL, puOOCOMBI 00pa3yeT KOM-
naktHyto yactuily ¢ KC 80 S. pPHK nmeroT MHOrouncaeHHbIe Cmupaan30BaH-
HbIE YYaCTKU U CIIeIM(PUIECKU CBSI3aHbI C pa3HOOOPa3HbIMU OeJIKaMU, KaXKIbIi
13 KOTOPBIX BXOJUT B OMpPENEJEHHYIO CyObeAMHUILY PUOOCOMBI B KOJTMYECTBE
OJIHOM KOonMU. MUTOXOHApUa/IbHbIEe PUOOCOMBI 3HAUUTEIbHO MeJbUYe LIMTO-
rjiazMaTudeckux pudocom (55 S) u UX CTpyKTypa CXO/IHA CO CTPYKTYPOU pu-
60coM y mpokapuoToB (puc. 3.6).

Henarypamus n penatusanus JITHK u PHK. ITpocTtpaHcTBeHHAasT CTpyKTypa HyKJIe-
MHOBBIX KUCJIOT CTA0MJIM3UPOBaHa TOJBbKO CJIa0bIMU BOJOPOIHBIMU Y TUAPOPOOHKI-
mu cBsa3sMu. [1pu HarpeBanuu 10 80—900 MoIeKy bl IEHATYPUPYIOT C pa3pylieHuEM
TPETUYHOU M BTOPUYHOMN CTPYKTYp, 0Opasysl OJHOHUTYATbIe MoJieKyJbl. [Tpu men-
JICHHOM OXJIAXJIEHWUU HUTU CHOCOOHBI PEHATUBUPOBATb U MPUOOpETaTh UCXOIHYIO
cTpykTypy. Ha 2T0i1 cMoCOOHOCTU HYKJIEMHOBBIX KUCJIOT K IeHaTypalluu U peHaTuBa-
LIV OCHOBAaH METO/I MOJIEKYJISIpHOI ru6puan3anun (puc. 3.7).

ITpu ucnonas3oBanuu aByx odpasuos JHK (oauH 13 KOTOpBIX coaepxKal paaroak-
TUBHYIO METKY) U3 Pa3HBIX TKAHE OJTHOTO OpraHU3Ma WM Pa3HbIX OPTaHU3MOB OJHOTO
BUJIA MpOLIeaypa IeHaTypalluy U peHaTUBAllMX MTO3BOJIsIa MOIYYUTh TUOPUIbI, B KOTO-
peix HutH JAHK, mpuHapiexaiiye pasHbiM odpasiam, ObUIM KOMIUIEMEHTapHbI U 00-
Pa30BbIBAJIU IBOMHYIO CITMPAJIb MO BCE ATMHE («COBEPILIEHHbBIE TUOPUIBI»).

Ecnu mpoBoauiv Takylo ke mpolueaypy ¢ asymst oopasuamu JJHK pa3Hbix BUgoB, To
Hapsy C UCXOJHBIMU MOJIEKYJIaMU OOHAPYXXUBAJIU TMOPUIIbI, Y KOTOPBIX KPOME y4acT-
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Puc. 3.6. CtpoeHue NpoKapuoTU4eCKoi 1 3yKapuoTu4eckor puéocom.

Y aykapunoToB B 60nbLuyto 60 S cybbenmHuLy pbocoMbl BXOAAT TPU padHble
monekynbl pPHK 1 okono 50 monekyn 6enkoB, a B Manyio 40 S cyobeanHuLy —
onHa monekyna pPHK n okono 30 Mmonekyn pasHbix 6€1K0B

Puc. 3.7. Tmopunagnsauua AHK — OHK.
AHK; n JHK, BblaeneHbl 3 TKaHen opraHn3mMoB, NnpurHagiexalumx pasHbiM BUaam

55
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KOB JABOMHOI criMpaju HaOMIOOaINCh TeTau, 00pa30BaHHbIE HEKOMITJIEMEHTApHBIMU
y4JacTKaMU LieTei, T.e. (pOpMUPOBAIUCH «HECOBEPIICHHbBIEC TUOPUIbI».

ITpu npoenenuu rudbpuausauuu JHK—PHK ¢ Monekyiamu, BblIeI€HHBIMU U3
ofHOM 1 Toii e TKaHu, Ha [IHK oOHapyxuBanu ydyacTku, KoMmiieMeHTapHbie MPHK,
TPHK u pPHK.

Meton MosieKyasipHOUM TMOpUAM3ALIMK TTO3BOJIMII YCTAHOBUTD CEAYIOIINE 3aKO-
HOMEPHOCTHU:

— JIHK Bcex Kj1ieToK ogHOIro opraHu3mMa uaeHtuyHa, a JIHK pasHbix opraHu3aMoB
OIHOI'0 BUJAa OOHApYKMBAeT OYeHb BBICOKOE CXOJCTBO, oOecrieurBasi oopa3oBaHle
«COBEPLICHHBIX TUAPUIOB»;

— JHK saBasercs Bumocneun(pUUecKoil XapaKTepUCTUKOM OpPraHM3MOB: 4eM
OosblIe (prIoreHeTUYeCKass OUCTAaHLMS MEXAY BUIAMM, TEM CHIbHEE OTIMYAeTCS
crpoeHure JIHK u3 TkaHeil ocobeit 3Tux BUIOB;

— JNHK, BBIDeneHHAasI M3 TKaHei onpeneIeHHOro OpraHu3Ma, CoaepKuT nHop-
Malio o cTpykType Bcex BuaoB PHK ganHoro opranusma.

3.2. Pennunkauusa (cuntes 1HK)

Cunte3 JIHK mpotekaer B siape B S-¢ha3y KJIETOUYHOTO LIMKJIA U MPEIIIeCTBYeT Jie-
JIEHUIO KJIeTKH. [1po1iecc CTUMYIMPYIOT MUTOT€HHBIE CUTHAJIBI, HEKOTOPBIE TOPMOHBI
U poctoBbie akTophl. [lepBoHaUaIbHO KjIeTKa U3 COCTOSIHUS TToKos1 GO BCTyMaeT B
G-da3y, B xo1e KOTOPOI CUHTE3UPYIOTCH (HEPMEHTBI U OEJIKU, HEOOXONUMBIE LT
cunresa JJIHK. B S-dazy uner cunre3 JIHK u numronmgHas KieTka (comepxkalasi I1Be
KOIMY reHoMa) TIpeBpalliacTcsl B TeTParuIOUIHYI0 (UeThIpe KOIMU FeHOMa), a B X0Jie
MUTO3a OHa JeJIUTCSI, 00pa3ys ABe JOYEepPHUE AUIUIOMAHBIE KJIETKH (puc. 3.8).

B sykapuoTtuueckux kierkax cuHte3 JIHK HaunHaeTcs oqHOBpeMeHHO BO MHO-
rux yyactkax JHK, koTopbie UMEIOT crieindruuecKyo HyKJICOTUAHYIO MOCea0Ba-
TEJbHOCTh U Ha3bIBalOTCS opukKuHaAMu peryimkanuu. Kaxnas Hute JIHK craHoBUTCS
MaTpuleil, U OT KaKIOT0 OPUIKUHA B TPOTUBOMOJOXKHBIX HATTPABICHUSIX TBUXKYTCS
IBe peIIMKaTUBHBIC BWIKM. [Ipoliecc SIBISETCS MOJYKOHCEPBATHBHBIM, TaK KakK ITO
3aBeplLIEHUU peruIMKaluy Kaxaas nouepHsst mojiekyna JIHK cogepxxut oaHy poau-
TeJIbCKYIO HUTh 1 OTHY BHOBb CUHTE3UPOBaHHYIO (puc. 3.9).

CyOcTpaTamMu SIBJISIIOTCS YeThIpe Me30KcuHyKiIeosuarpudocdara (THTD): nATD,
ITT®, fLUTD, nI' TO. OHu copepkat 6oraTbie SHEPTUEH CBSI3U U CIIYXKAT CTPOUTETb-
HBIM MaTepraioM CUHTE3a U JOHOPAMU SHEPTUU.

IIpounecc cunte3a JIHK BkioyaeT cTaaun: MHUIUALKU, SJIOHIAIMA U TEPMUHALUN.

B xone nHuumMany npoucxXoauT paciuieTeHue apoitHoi cnupanu JHK mMaTpuliis
1 oOpa3oBaHMe PEIIMKATUBHON BWJIKHW. YJacTBYIOT B 3TOM Ipoliecce hepMeHTHI
JHK-Tormonzomepasa 1, JHK-xenukasa u 6ejiKu, CBSI3bIBAIOIIMECS C OJHOLIETIOUeY -
HeiMu yadactkamu JITHK (SSB-6enku) (puc. 3.10)
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Puc. 3.8. ®a3bl KNETOYHOro LMKIa y 9yKapuoTOB:
2n — aMnaouaHbIA Habop XPoMOocoM N=23 (23 XPOMOCOMbI MO 2 KONUK);
4 n — TeTPanIONaHbIN HABOOP XPOMOCOM

HIHK-tonounszomepasa | mpucoeanHsieTcs K y4acTKy OpUJIKMHA, PACHIETIISIET OJHY
n3 neneir IHK u cBa3wiBaercst ¢ hocaTHBIM OCTATKOM B TOYKE pa3phbiBa, IIPOMC-
XOJIMT COPOC CYNIEPBUTKOB 1 packpyuuBaHue asynenodeyHo Hutu JJHK. B o6r1acts
pa3pbiBa MNpucoenuHsoTcs aBe Moiekyabl JIHK-xennkasbl, KOTOpbIE,MCIOIb3YS
sHepruto AT®, pa3pbIBaloT BOJOPOMHBIC CBSI3W MEXIY KOMILIEMEHTaApHBIMM OCHO-
BanussMu u pasaensior nenu JHK. 3arem JIHK Tomonsomepasa BoccraHaBaeT goc-
ponusdupHyI0 CBSI3b, KOTOPYIO OHA MEPBOHAYATILHO PACIIENWIIA, U OTbEAUHSIETCS OT
JHK. SSB- 6en1ku mprcoenHSIIOTCS K OMHOLIETIOUEYHBIM YYaCTKAM M IIPEIISITCTBYIOT
HUX TOBTOPHOMY OObEIMHEHUIO B IBOMHYIO CTUPAb.

Ha ctaguu anonramun nouyepHue Hutu JIHK oOGpasylorcs Ha obenx HUTSIX MaTe-
puHckoit JJHK. DTot npoiecc katanuzupyet Heckosibko JIHK-nonumepas, Koto-
pble CUHTE3UPYIOT TMTOJIMHYKIeOTHIHBIEe Hienr 13 1HT® B HampaBieHun ot 5'- K 3'-
KOHILY Ha aHTUIapasieJIbHOW MaTpulie, MMeIollell HanpaBieHue oT 3'- K 5'- KOHILY
(puc. 3.11.)
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Puc. 3.9. Cxema pennmkauum

3YKapUoTUYeCKNX XpoMOCOM.

CuHTE3 HaunHaeTcs B obnactv opumxkumHa (O) n nget
B NMPOTMBOMOJMIOXHbIX HanpaBieHusx. B kaxaom opua-
XVHe obpasyeTcs ABe pennuvKaTuBHble BUkW. MNMpo-
LlecC MNOJIYKOHCEPBATUBHbLIN, W Kaxdas [OoYepHss
monekyna AHK nonyyaeTt ogHy poanTENbLCKYIO U OOHY
BHOBb CUHTE3MPOBAHHYI HUTbL. YyacTok AHK mexay
COCeOHNMWN OPUAKXMHAMW Ha3bIBAIOT PEriIMkoOHOM.
OH cuHTe3MpyeTCcs ABYMS OBMXYLUMMUCS HaBCTpeYy

OpYr APYry PenivkaTMBHLIMU BUKaMM

HoBbie nienu cunTe3upyiorcs HeoguHakoBo. Ha matpune JIHK ¢ HanpaBieHuem
oT 3'—>5' KOHI1Y LieTb pacTeT HeMPEPBIBHO MO XOAY IBUKEHUS PETUTMKATUBHOMN BUJI-
KU U Ha3bIBaeTcs Juaupytomeii. Ha maTpulie ¢ HanpaBiieHUeM 5'-—3'- KOHILy BTopast
LeTTb CHHTE3UPYETCS MPOTUB IBIKEHUS PETUIMKATUBHOM BUJIKH B BUIE KOPOTKHX OT-
pe3koB — ¢parmenToB OKa3aku (110 UMEHU YYEHOTO, BIEpBbie OOHAPYXKUBILETO MX
obpaszoBaHue). Poct 37011 Lieru HauMHaAeTCs, TOJIbKO Koraa Ha maTpule JJHK mosB-
JISIETCSI OOHOLEMOYEUYHBIM YIaCTOK JIMHOM 0KoJ1o 200 HYyKJIeOTUIOB (paBHBIN JJIMHE
¢parmenTa OKa3zaku), IIOATOMY €€ Ha3bIBaIOT 3aNa3AbIBAIONIEi, MJIH OTCTAIOIIEH.
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Puc. 3.10. UHnumauns pennukaumm OHK:

| — OHK-Tononspomepasa 1 npucoeamnHaeTcs K OpUIKUHY, pacluennsget ogHy us uenen AHK
1 CBA3bIBAETCH C HOCGhaTHLIM OCTATKOM B MECTe pasdpbliBa. [1poMcxoanT packpyineaHe gBOW-
Hor cnupanu OHK; Il — B o6nacTtb pa3pbiBa NpMcoeanHaioTcs Ase monekynbl AHK-xennkas
n pasgenstoTt uenu JHK. 3atem HK-Tononsomepasa 1 ycTpaHsaeT pa3pbiB, KOTOPbLINA OCYyLLe-
CTBMIA NepBOHaYasbHO, 1 oTbeamHaeTca ot JHK. K ogHouenoYe4HbIM y4acTkam NpucoeamHs--
toTcs SSB-6enku

CuHTe3 HauMHaeTcsl ¢ oOpa3oBaHus NMpaiiMepa — ojuropudoonykiaeotuaa (PHK),
BKJIIO4aroliero okoyio 10 MmoHoHyKJIeoTHI0B. Ero oopa3zoBaHue KaTaaiu3upyeT npam-
Maza — cyobenuHuua, Bxonsmas B coctaB JJHK-monmumepassl o. Jlamee 3ToT ke
depmeHT nepexinoyaeTcs Ha oopazoBanue JJHK u BkirrouaeT Bo BHOBb CUHTE3UpYe-
MYIO HUTh OKOJI0 60 1e30KCUHYKJICOTUIOB, TOCje Yyero 3aMmeHsiercs npyrumu JHK-
nojaumepasamu. [Ipogoiekarot cunte3 auaupyoueil uenu JHK-nonumepasa 6, a
orcrawoueii — JIHK-nmommmepasa é ninu €. O6a pepmMeHTa 00/1a1a10T 9K30HYKIICa3HOM
AKTUBHOCTBIO U B XOJIe CUHTE3a MOTYT UCIPAB/STH AOMYIIEHHYIO OIIMOKY U OTILe-
TUISITh HEMPaBUJIBHO BKJIIOUEHHBIM HYKIEOTUA. DTO 00eCTieunBaeT BBHICOKYIO TOU-
HocTh cuHTe3a JIHK.

B orcratonieit HUTH Kaxablii ¢pparmeHT OKazaku coaepXuT okojo 200 HyKJeo-
tiaoB, Bkaovaromux PHK-npaiimep u yyacrok JHK. Ilpaiimep ynanasercs aHAO-
nykJieasoii 1 PHKa3zoii, a JIHK-nonumepasa 3 3anosHseT oOpasyouytocst «opeiib»
MO TIPUHIIMITY KOMIUIEMEHTapHOCTH, ucronab3ys THT® B kayecTBe cyOCTpaToOB
(puc. 3.12).

JAHK-nuraza oobennHsieT ¢hparMeHThl B TOJMHYKJIEOTUIHYIO LieTib. KodakTopom
BCEX CTaAuii peruIMKaluu sIBJsseTcsi MIoH Mg2+.

B pesynbrare 06pa3yloTcs fouepHUe LEeNu, KOMITJIEMEHTapHbIE M aHTUTIapalIeb-
Hble HUTSM MaTtepuHckoii [JJHK. Bes yueta HT®, ygacTByIOIIMX B CUHTE3¢ TIpaiime-
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Puc. 3.11. PocT HOBbIX Lieneii B 06/1aCTU peninkaTMBHON BUJIKU.
JingupyioLlas HUTb pacTeT HEMPEPbLIBHO, a OTCTaloLwas —
B Buae dparmeHToB Okasaku, Kaxabli U3 KOTOPbIX BKIOYAET:
VWMWY — PHK-npanmep ( ~10 HykneoTtnaos),
————— — yyactok AHK, npumepHo paBHbii gnvHe JHK
B COCTaBe HykJleocoMbl (~150 HykneoTuaoB)

poB u obobenuHeHuu GparmeHToB Okazaku, cymMmmapHoe ypaBHeHue cuHTe3a JHK
MOKET OBITH 3aITMCAHO CICAYIOITM 00pa30M:

JTHK-marpuia
m (TAT® + aTT®) + n (aI TO + glITD) — NTHK + 2(m + n) H,P,0,.
PETUIMKATUBHBIA
KOMILIEKC

ITocne JCJICHUA KaxXKIasd JOYCPHAA KIICTKA ITOJIy4acT JUTUIOUIHBIA Ha6op XpOoMO-
COM, UACHTUYHbBINA MaTCpHHCKOﬁ KJIETKE.



Pazden 3. CuHTE3 HYKNEUHOBBIX KNCIOT U 6eNKOB 61

Puc. 3.12.Ypanenue PHK-npaiimepoB u3 oTcraioLwiein uenv B xoge
cuHTesa HK.

JOHK-nonnmepasa o CUHTE3MPYET ONNMIrOPUOOHYKIE0TUA, KOTOPbLIM HAYMHAETCS KaxKabli
dparmeHT Okasaku B otcTatower Hutn AHK. Korga cneaytowmin dparmeHt Okasaku Ao-
CTuraeT npammMepa npeablaywero dparmenTa, JHK-nonumepasa 6 otaensercs, a npanmep
npeabioyero dparMeHTa yaanaoT aHgoHykneasa n PHKasa. AHK-nonvmepasa f yonnHsaet
nocnegHuin GparMeHT, 3anosiHasa «opelb». JHK-n1rasa clumBaeT npeabiayLimii U BHOBb CUH-
TE3UPOBaHHbIN pparMeHTbl Mexay cobom
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3.3. Penapauusa ownbok u nospexxaenuin JHK

HecmoTpst Ha BBICOKYIO TOUYHOCTh peruiMkauuu, B Mojekyne [JHK mocTtosiHHO
MPOMCXONST MOBPEXIeHUS, BbIzBaHHbIE YDO, panuallMOHHBIM U3JIyYeHUEM, Jei-
CTBMEM Pa3HOOOpa3HbIX BEILIECTB BHEIIHEW M BHYTpeHHel cpenbl. [loa BIMsiHUEM
9TUX (PU3NIECKUX U XUMUYEeCKUX (hakTopoB B cTpykType JHK mpoucxonurt:

e Je3aMMHUPOBAHUE OCHOBAHUH (M3 LUTO3UMHA 00pa3yeTcs ypauum);

e JIeMypUHU3ALUSI — TUAPOJUTUYECKOE OTIIEIJIeHe TyPUHOBBIX OCHOBaHUIA;

e o0Opa3oBaHWE MUPUMUINHOBBIX JTUMEPOB;

e pa3pbIB HYKJICOTUAHBIX LIeTICH;

e TIOSIBJIEHWE KOBaJIEHTHBIX CIIMBOK MEXIYy LEMsSIMU UM MEXAY LEMSIMU U TU-
CTOHAMU;

e BKJIIOYEHHE HEKOMIUIEMEHTAPHOTO OCHOBAHUSI, BEI3BAHHOE OIIMOKAMM eIy -
Kalluu.

3a CyTKU B KaxKI0i KJIeTKe mpoucxoadt Thicssur noBpexaeHuit JJHK. Mcnpasne-
HUe HapylIeHU B CTPYKTYype MaKpPOMOJIEKYJIbl OCYILIECTBISIIOT CUCTEMbI perapaluumn
JHK, koTopbie (hyHKIIMOHUPYIOT B SIApE KJIETOK MOCTOSIHHO BHE 3aBUCUMOCTHU OT
(a3 KIE€TOYHOrO LIMKJIa. YHUBEPCcaJbHAs CUCTeMa pernapaluy padoTaeT Caeayoum
ob6pasom (puc. 3.13):

o Crneuuduueckas a3HIOHYKIJIea3a OOHApYyXMBaeT HapyllleHUe KOMILIeMeHTap-
HOCTU Y TUAPOJUTUYECKHU paciieruisieT 3',5'-pochoanadupHyio cBsi3b B M0O-
BpexaeHHon Hutu JHK.

e DK30HyKJIea3a yaajisieT okos0 30 HyKJI€OTUIHBIX OCTATKOB MO 00€ CTOPOHBI OT
MecTa pa3phiBa.

e K 3'-xoHI1ly obpa3zoBaBlueiics «opetun» npucoenuusatcs JHK-nonumepasa 3
u,ucnonb3ysd THT® B KauecTBe CyOCTPATOB M TOHOPOB SHEPTHWH, 3ATTOTHIT
«Opelib».

e OIMHOYHBIN pa3pblB MEXAY BHOBb CUHTE3MPOBAHHOW M OCHOBHOW HUTSIMU
OHK ycrpansger JHK-nmuraza, ucnonssytomass AT® B KauecTBe UCTOUHUKA
SHEPTUMU.

B psine ciiyyaeB B perapaliii y9acTBYIOT M HEKOTOpbIe Apyrue (pepMeHThI. Tak, eciu
MPOU30IILIO Ie3aMUHMPOBAHUE a30TUCTBIX OCHOBAHUI (HampuMep, LIMTO3MH MpeBpa-
TUJICS B ypalllI), TO HEKOMILIEMEHTapHOE OCHOBaHME MOXeET yaasiTh (pepmeHT JJHK-
IIMKO3WIa3a. 3aTeM Y4YacTOK, JIMIIEeHHbIH a30Tuctoro ocHoBaHust (All-caiit),
obHapyxuBaeT All-aHmoHyKJIeaza, ruapoau3yionas anypuHU3MPOBAaHHBIM WA aru-
PUMUIMHU3UPOBAHHEIN caxapodocaTHbIA OCTOB, a Jajiee padboTaeT YHUBEPCAIbHBIN
MexaHu3M penapauuv. MHorma K Ae30KcupuO03€, JUIIMBLIEHCS TMOBPEXIEHHOTO
ocHoBanusg — All-caiita, pepmenTt JTHK-unceprasza mprcoenuHseTr oCHOBaHUE IO
MPUHIIMITY KOMIIEMEHTApHOCTHU, TUKBUAUPYs MOBpexaeHue B cTpykrype JTHK.
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Puc. 3.13. Penapauusa aykapunotniyeckux AHK.
Cneunduryeckas 3HAOHYKea3a y3HaeT MECTO MOBPEXAEHUS N pac-
wennset 3',5" -pochoanadurpHyto CBSI3b Heganeko oT 3TOro MecTa.
Ok30HyKeasa yaanset yyactok AHK, cooepxalimin noBpexaeHue.
JHK-nonumepasa B 3anonHseT «6peLub» B NoBpexaeHHo H1utu JHK
OHK-nurasa coegmHaeT OCHOBHOW M HOBOOOPa30BaHHbIN Y4aCTKN B
HuTM AHK

[Ton BausinHueM Y®OO BO3HUKAIOT MUPUMUAUHOBBIE TUMEPHI (4Yallle BCEro TUMM-
HOBBIC JUMEPHI), 3a CUET CBI3BIBAHUS ABYX COCEOIHUX OCHOBaHMM (puc. 3.14). OTto
MmoBpexXaeHue ycTpaHsieT ¢pepMeHT ¢oroauaza. OHa paclleIlisieT CBSI3U MEXIy CO-
CeIHMMU OCHOBAHMUSIMU U BOCCTaHaBIIMBaeT HaTUBHYIO cTpyKTypy JHK. CBer ak-
TUBUPYET (DePMEHT U TaKUM 00pa30M YCKOPSIeT STOT Mpoliecc.

Ha npotsikeHuu xku3Hu yeioBeka (pepMeHThI periapaliiy yCTpaHsIoT MOBPEXICHNS B
crpykrype JJHK 1 coxpaHs10T cTabMIbHOCTL TeHeTUYeCKOi MHPopMay KiieTku. CHU-
>KEHME aKTUBHOCTU 3TUX (DEPMEHTOB COMPOBOXIAETCS HaKorieHrneM mytaumii B ITHK u
SIBJISIETCS IPUYMHON MHOTMX 3a00JIEBAHUI 1 TIPEXKIEBPEMEHHOTO CTAPEHUS OpraHru3Ma.
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Puc. 3.14. TuMUH-TUMMHOBBbIE AuMepbl B Mmosnekyne JHK

3.4. bnocuntes PHK (TpaHckpunuus)

Cunre3 PHK na marpune JJHK HaszpiBaoT Tpanckpumiueii. Ilpouecc karanm-
3upyroT PHK-nonnMepassl, KoTopbie 00pa3yoT NOJUPUOOHYKICOTUABI B COOTBET-
CTBUM C MPUHLMIIOM KOMILJIEMEHTapHOCTU K MaTpuuHoit HUTU JIHK, B KoTOpoii
nHGopMaIMs O CTPYKTYpe TeHa 3amrcaHa B HampaBJIeHUM oT 3'- K 5'-KOoHILy. VY 3y-
kapuoToB cuHTe3 PHK uaeT B siape 1 MUTOXOHIPUSIX MPAKTUYECKU TTOCTOSTHHO BHE
3aBUCUMOCTHU OT ha3 kjeTouHoro uukia. B sape PHK cunTesupyrorcs tpemst dep-
meHTamu: PHK-nonumepasa I katanuzupyet oopazoBanue pPHK, PHK-nonnmepasza
IT — cunte3 MPHK, a PHK-nmonmumepasza I11 — o6pazoBanue TPHK. Tpanckpumims,
KaK U peTUIMKAaIs, — SHA3PTOHMYECKUI ITpoliecc, B KOTOPOM UCIob3ytoTcst HT®:
ATO, ITO, HT®, YTD® kak cydcTpaThl CUHTE3a U UCTOYHUKU SHepTuu. B ocHOBe
npoliecca JIeXKUT IPUHIUI KOMIUJIEMEHTApHOTO ClTapuBaHWsI OCHOBaHUIA, KOTIa Mpo-
tiB A BctaeT U, mpotuB G — C, a mpotuB T — A. CymMapHOe ypaBHEHHE CUHTE3a
PHK MoxHO npeacTtaBUTh CJIEIYIOIIMM 00pa3oM:

matpuyHas Huth JHK
aTT® + b AT® + cYT® +d LITD PHK + (a + b + ¢ + d) H,P,0,.
Mg2*, PHK-nommmepasa
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Puc. 3.15. TpaHcKpunuus reHa:

1 — npucoenuHeHve B 06nacTb NpomoTopa 6enka, KOTopbli HadbiBaeTcst TATA-dakTopoMm;
2 — BktoyeHne PHK-nonvmMepasbl B N(POMOTOPHBIN y4acTOK, NPy 3ToM B 30He PHK-nonnmepassbl
NPOUCXOANT JIoKasIbHOE pacnneTeHue asonHon cnnpanu AHK; 3 — pocTt HuTK npe-MPHK;

4 — ocBoboxaeHue npe-PHK 1 PHK-nonnmepasbl 13 komnnekca ¢ AHK B carite TepmuHaumm

YCKOPSAIOT hakToPbl TEPMUHALLAN
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[Tockoabky PHK siBnsieTcst omHOLIeTOUeUHO MOJIEKYJIOM, TO CTEXMOMETPUYECKIE
Ko dpunments! mist Bcex HT® pazanyHbI.

Bce PHK-nomMepasbl ocyiiecTBsIIOT pocT HOBBIX Leneit PHK B HanpaBieHun
oT 5'-—3'-KOHIly Ha aHTUIapaieabHoi MaTpule (puc. 3.15). [Ipouecc TpaHCKpUII-
LIMM BKJIIOYAET CTaIuM MHULIMAIMM, 2JoHrauuu u tepmuHauuu. PHK-noaumepasa
y3HAeT MeCTO Hayajla TPAHCKPUIILIMKU — MPOMOTOP, UMEIOLIUI CIIeru(pUIEeCKYIO I10-
CJIeI0BATEILHOCTDb HyKJIeoTua0B: — TATA.

Ha cragyy manmmmanun K —TATA-nociienoBaTeIbHOCTH MPUCOSIUHSIETCS OEI0K
TATA-dakTop, KoTopblii ctumynupyet cBszbiBaHue ¢ JJHK PHK-noaumepass u
takTopoB MHUIMAIMK TpaHCKpUNUMU. OOpa3yonnuiics KOMILJIEKC BbI3bIBaeT pac-
mieteHue aBoiHoi HuTH JIHK niavHol B onvH BUTOK cnivpanu (okosio 10 HykJeo-
TUIHBIX 1ap).

Ha sTane aaonranum mpoucxoaut cuHte3 PHK B cootBeTcTBUM ¢ MHDOpMaLneit,
conepxaiieiicsa B reHe JITHK, mpu aToM hakTopbl MHULIMALIMK YAAISIOTCS, a (hakTop
anoHramum npucoeauHsercs. ITo Mmepe apmxeHust PHK-nmonumepassl mo Hutu JJTHK
K OCBOOOJMBILIEMYCSI IIPOMOTOPY IPUCOCAMHSIOTCS HOBbIE MOJIEKYJIbl (hepMEHTa,
IMO3TOMY OJMH I'€H MOXET OQJHOBPEMEHHO TPAaHCKPHUOMPOBATHCS HECKOJIBKUMU MO-
nexynamu PHK-monumepassr.

Dran TepMHHAIMM HaunHaeTcsi, korna PHK-monumepasa mocturaer crneuudu-
YeCKOM IT0C/IeA0BaTEIbHOCTY HYKJICOTUIOB — CAWTA TEPMUHALIMH, PACITOJIOXKEHHO-
ro Ha KoHIie reHa. ®akrop smoHTanum otaensercss oT PHK-mmoamnMepassl, a npu-
coenuHseTcs (hakTop TepMUHAIMH, KOTOPBIN objeryaeT otaeneHne PHK-mponykra
u epmeHTa oT MaTpuilbl JTHK.

MocTTpaHcKpunuunoHHble moangukauumn npe-PHK

Monexkynsl PHK, kotopsie cuHtesupyiotcs PHK-nmonumepasamu, ¢GyHKLIMO-
HaJIbHO HEaKTUBHbI U SBJISIIOTCS MOJIEKYJIaMU-TpeiiecTBeHHUKamu, wiu npe- PHK.
OHU TpeBpalllaloTcsl B 3peJible MOJIEKYJIbl TOJIBKO IOCTIE COOTBETCTBYIOIIUX TMOCT-
TPAHCKPUIILIMOHHBIX MOAM(DUKALIMI. DTOT MpOoLeCC MOJYUYU Ha3BaHUE CO3PeBAHUS
PHK.

O6pa3zosanue 3penbix Mosiekyl MPHK HaunHaercs eiie B MoMeHT cuHTe3a PHK-
nojaumepasoit Il HoBoit Mosekynbl Ha cTaguu siaoHrauuu. K 5'-KoHIy pactyiieit
nutu PHK c otmeriennem oprodocdarta mpucoeauHseTcsl 5'-KOHLIOM MOJIEKYJia
I'T®. 3arem ocHOBaHUe — ryaHuH B coctaBe ['TM Mermnupyercst ¢ obpa3oBaHUEM
7-metun-I'T®. Bty HeoObIuHYIO Tpymy B coctaBe MPHK Ha3pIBaroT «kam» (KoJma-
YOK WJIM 111aIlovKa):

Tmetun-G (5°) ppp(5’) X...

Ko zamuinaer 5’-koneuy MPHK ot aeiicTBUS HyKjIea3 1 y3HaeTcss pudocoMaMu B
X0JI¢ UHULIMALIY TPAHCIISILINH.
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[Tocne Toro kak npe-MPHK ocBoboxnaercss u3 cBsga3u ¢ PHK-nmonumepasoii
moju(A)-monmMepasa Ha 3’-KOHILIE MOJICKYJIbl CUHTE3UPYeT MOJH(A)-«XBOCT», CO-
crosuii ipuMmepHo u3 200 octatkoB AM® u zamumaromnii MPHK ot paciieriie-
aust PHKazamm. Cy6ceTpaTtom peakimm siisietcst ATD.

Bykapuotnueckue JIHK nmeror «<Mo3anuHoe» CTpoeHUe, T. €. CoAepXKaT y4acTKH,
KOIUPYIOIIME TTOCIeA0BaTeIbHOCTh AMMHOKHUCIOT B OTAEAbHBIX JOMEHAX MOJCKYJIbI
Oenka, — 9K30HbI, M YIACTKM, HE comepXKaiire HHPOpMAaIl O CTPOSHUH OeTka MITn
PHK,”— wuntponsl. B xone tpanckpunuuu nosydawotcs npe-PHK, comepxarue
y4acTKM KOMILIEMEHTapHbIe KaK 3K30HaM, Tak U UHTpoHaM. [Tpu co3peBanun MPHK
WHTPOHBI YIASIOTCS, @ SK30HbI COEMHSIIOTCS MEXY COOO0I C BbICOKOI TOUHOCTBIO C
TTOMOIITBI0 KOMIUIEKCOB M3 MaJIBIX SIIEPHBIX PUOOHYKIICOTIPOTEMHOB — CILIACOCOM.
DTOT mpoliecc MOJyYnsT Ha3BaHue cmaiicunra (puc. 3.16).

Puc. 3.16. Cnnavicunr npe-mPHK.

B a4pe MHTPOHbI YAANATCS NPY y4acTUN Manbix SAEPHbIX PUOOHYKIeonpoTenHoB (MaPHIT),
KOTOPbIe 06Pa3yoT KOMMIEKE, UK crniancocomy. Cnnacocomsl rmaponuaytoT 3',5'-
dochoanadurpHbIe CBA3M HA FPaHMLLE MHTPOH — 3K30H 1 CBA3bLIBAIOT 3K30HbI MEXy COOOA.
depmeHTaTUBHOM akTUBHOCTbLIO 06nagatoT PHK B coctaBe MAPHI

OpnHa u Ta xe MoJiekysa npe-MPHK B pazimuHbIX TKaHSIX MOXKET MOJIBEPraThCs
pa3HbIM cXeMaM cIulaiicuHra (Hapsiy ¢ MHTpPOHAMU BbIpe3aroTCsl 1 HEKOTOPbIE 3K~
30HBI UJIM HEKOTOPbIE MHTPOHBI COXPAHSIIOTCS B 3pesioit Mojiekyse. MHorma coxpa-
HSIETCSI MUHTPOH, COJlepKalllMii CTOM-KOMIOH, B pe3ysbrare oopasyetcsds MPHK, koau-
pytoiiasi 6ojee KOPOTKUN O€0K, WIM MCIOJb3YIOTCS B XOJ€ TPaHCKPUITLUU
aJIbTepHATUBHbIE TIPOMOTODPHI (Mepel 3K30HOM 1 WiIM mepea 0oJiee MO3AHUM 3K30-
HoM). CylllecCTBOBaHME TaKOro MeXaHW3Ma IMOJYyYWJIO Ha3BaHUE aJIbT€PHATHBHOIO
cmiaiicuara. OHO BeIeT K TTOTYYSHHUIO POACTBEHHBIX, HO Pa3IMYAIONINXCS 110 TIep-
BUYHOM cTpyKType Mosiekya MPHK.
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MoctrpaHckpununoHHblie moaucukaumumn TPHK

VY genoBeka cuHTe3upyercs okoiao 20 cemeiictB TPHK, Mosexynbl KOTOpPBIX CO-
nepxat nnpumepHo 100 HykneoTunoB. [IpeacraButenu Kaxkaoro ceMeicTBa CrioCoOOHbI
CBSI3bIBATHCS TOJBKO C OAHOM 13 20 aMUHOKMCIIOT, BXOISIIIIMX B COCTaB OCIKOB.

B gape npu ¢popMupoBaHUM NMPOCTPAHCTBEHHON KOHMOpMALIMU 3peSIbIX MOJe-
Ky (puc. 3.17) npe-TPHK ykopauuBaroTcs ¢ 5'- u 3'-KOHIIOB U BbIpe3aeTcs OIUH
WHTPOH U3 LIEHTPAJIbHOM YaCTU MOJMHYKJICOTUIHOM LIENU C MOMOIIbIO Crieundu-
yeckux PHKas.

e 10—15 % a30THUCTBIX OCHOBAHUI MOAUMDUIMPYETCS: Ypallll METUIMPYETCS 1
o0pa3yeT TUMUH; ABOiHas cBsi3b Mexny C4 u C5 aromamMu ypalujia BoccTa-
HaBJIMBaeTCsl, JaBasi AUTUAPOYypalni, OCTaTOK ypaliuia, MPpUCOeAMHEHHbIN K
pr6o3e N-TIMKO3UAHON CBSI3bIO, MOABEPraeTCsl POTAllMK U €ro CBSI3b ¢ pUbo-
3011 CTAHOBUTCS YIJIEPOI-YIJIEPOIHOM, BO3ZHMKAET COENMHEHNE, Ha3bIBaeMOe
TICEBIOYPUIMH.

Puc. 3.17. Co3peBaHue npe-TPHK

MepBoHayanbHO B sape: 1 — yaansioTcs y4acTKM NOSMHYKIEOTUAHON Lenu Ha 5'- n 3'-koHuax
Monekynbl npe-TPHK, MHTPOH B LeHTpanbHOM 061acTu; 2 — MOANdULMPYIOTCS a30TUCTbIE OCHO-
BaHuA (¢) 1 K 3'-koHUy npucoeauHaetcsa Tpunnet CCA; 3 — 3penbie TPHK BbixoaaT n3 sgpa B

umTonnasmy
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e K 3'-xonuy Bcex TPHK ¢ momoipio HykieoTuauiaTpaHcdepasbl MOCIeI0Ba-
TeJbHO TMpucoeauHseTcs TpurieT HykiaeoTunoB CCA, KOTOpblii HEOOXOAUM
IUTST CBSI3BIBAHUSI aMUHOKHCIIOT.

o 3peinbie MoJiekysibl TPHK BbIxoaaT u3 simpa B LiMTOIL1a3MY.

MoctTpaHcKkpunuuoHHblie moaucukayumn npe-pPHK

IIpe-pPHK ocBoboxnatorcst u3 komruiekca ¢ JIHK B Bune kpynmHoro TpaHCKpuUII-
Ta ¢ KOHCTAHTOM cequMeHTaun 45 S. 1—2 % HYKIICOTUAOB 3TOI MOJIEKYJIBI METUJIH-
pyeTcs 1o 2'-ruaApoKCUIbHOM rpymnie pudo3bl. MeTUIbHbIE IPYTIIIbI CJIy>KaT MapKepa-
MU JJI nocienayoliero pacuierieHust npe-pPHK Ha Oosee mMenkue MOJEKYIbI,
BKJIIOYamoIuecs B cyobequHuLbl pudocoM. Tak, 18 S pPHK dpopmupyet manyio 40 S
cyobeauHuIy pruoocombl, a MmoJieKyabl ¢ KC 28 S u 5,8 S BkimtouaroTcs B OOJBLIYIO
cyobenuuuiy pudocombl. Camas kopotkas 5 S pPHK xoaupyeTcst oTaeabHbIM Te-
HoM, TpaHckpubupyercss PHK-mmonmumepasoii 111 (orBeTcTBeHHOI 3a cuHTe3 TPHK)
1 3aTeM TTocTymaeT B 60 S puOOHYKIICOTTPOTEMHOBYIO YaCTHUITY.

CyonenuHuibl pudbocombl 1 Bee 3pesibie MPHK 1 TPHK noctymnaroT B uuronias-
MY KJIETKHU U UCTOJIb3YIOTCSI B CHHTE3€ OEIKOB.

3.5. TpaHcnaumua (6uocuHTe3 6enka)

Tpancnauua (OGuocuHTe3 Oeka) —Mpolecc, B XOAe KOTOporo MHdopMalus o
CTPYKTYype Oejika, 3alucaHHasi B BUJE JIMHEWHON MOCJIeN0BaTeIbHOCTU HYKJIEOTH-
OB B MoJieKyie 3peioit MPHK, «mmepeBognTcs Ha SI36IK aMIHOKUCIIOT» TIPH YIaCTUN
TPHK u pubocoM. B pe3ynbrate odpasyeTcsi MojieKyJja 0ejKa co CTPOro ornpeaeaeH-
HOM NepBUYHOM CTPYKTYPOI.

MPHK mnoctpoeHa 13 yeTbipex HyKJI€OTHIOB, a B COCTaB 0eJIKOB BXOAUT 20 aMUHOKMC-
JI0T. I3 3TOTO0 ClieMyeT, YTo JOJIKEeH CYLIECTBOBATh CIOCO0 M(POBaHKUS aMUHOKHUCIIOT B
MOC/Ie0BATEIbHOCTU HECKOJIbKMX HYKJIeoTua0B. Criocod mmdpoBaHus, COrIacHO KO-
TopoMy B MPHK 3akoaupoBaHa mocienoBaTeIbHOCTb aMUHOKHUCIIOT B OeJiKe, MOy
Ha3BaHME FeHeTHYECKOro (0MOJIOrHYeCcKOro Wil AMAHOKHCJIOTHOTO0) Koa (prc. 3.18).

Ko xapakTepusyercsi CieIyroIMU CBOMCTBAMMU:

e TpMIUIETeH: Kaxkaas aMuHokucaora mmdpyercsa B monekyne JHK wim MPHK

TpeMsl HyKJIeOTUIaMU — KofioHaMu. Koaupytoliye 3JieMeHThI He MOTYT COCTOSITh
13 IBYX HYKJIEOTUIOB, TaK KaK MX KOJIMUYECTBO (42 = 16) OymeT HemTOCTaTOYHO ISt
mm@poBaHUs BceX aMMHOKUCIIOT. M3 4-x HykneoTuaos, Bxomsamux B MPHK,
MOXHO COCTaBUTH 64 TpuinieTa (43 = 64). VI3 HUX MMeeT CMBICH, T.e. KOTUPYET
BKJTIOUEHME B OEJIOK OIpeesIeHHOM aMUHOKNCIOTEI 61 Tpuriet. Tpyu ocTanbHBIX
tpurieta — UAA, UAG, UGA — CUTHaIM3UPYIOT O 3aBEepIICHNN aMUHOKIMC-
JIOTHOH TOCJIE0BATEIbHOCTH O€JiKa U BBIMOJHSAIOT (QYHKINUIO TOUKU B 3aMUCU
nHdopMmanmu. X Ha3pIBalOT TEPMUHUPYIOIUMH, V1 CTON-KOJOHAMU;
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e OJIHOHANPABJIEH: KOJOHbBI PACIIOJOXEHbI IMHEMHO, He MepeKpbIBAIOTCS U YMTa-
IOTCSI B HampaBJIEeHUH OT 5'-K 3'-KOHILy;

e cnenu(uueH: KaxXIblli KOMOH HIKUGPYEeT TOJbKO OIHY ONpeneIeHHYI0 aMUHO-
KHUCJIOTY;

e BBIPOXKJEH: OOJIbILIMHCTBO aMUHOKUCIIOT 3aiindpoBaHo B Mosekynax JJHK un
MPHK 0Gosnbliie, yem onHUM KogoHoMm. MckimioueHre y yesloBeKa COCTaBJISIIOT
JIBe aMMHOKHUCJIOTHI: MeT 1 Tpu, Kaxaast u3 KOTOpbIX IIU(PYETCs: OMHUM KO-
JIOHOM, a BCEM OCTaJbHBIM aMMHOKHUCJIOTaM COOTBETCTBYIOT OT ABYX IIO IIIECTH
komoHoB ( puc. 3.18).1ecTbio kogoHamu mudpywTcs Jeii, Cep, Apr;

e YHHBEpCaJieH: CMbIC] KOJOHOB €AWH TOYTH ISl BCeX OpraHM3MOB Ha 3emJie.
Hcximouyenus penku. OCHOBHOE OTKJIOHEHME OOHAPYXKEHO B MUTOXOHIPUAIb-
Hoit MPHK, y KoTopoii yeTbipe KOIOHa UMEIOT IPYTOi CMBIC;

e KOJIMHeapeH: TocJiel0BaTeIbHOCTh KOJ0HOB B 3pesioilt MPHK cooTBetcTByeT
TTOCIeI0BaTEIBHOCTH AaMUHOKHUCIIOT B O€JIKEe, KOTOPBIN CMHTE3UPYETCS Ha 3TOM
MaTrpulie.

HexoaupoBaHue UH(OpPMAaLIMK O CTPYKTYpe Oesika, 3alMCaHHOI B BUIE MOCIeI0-
BaTesbHOCTU KomoHoB MPHK, Bo3amoxkHo Osnarogaps TPHK, BeimoaHsommym GyHK-
LIMY aJanTopoB («IIpucrocoduTtesieii» aMMHOKMCIOT K KomoHam MPHK). BeimosHe-
HUIO 3TOM (DYHKIIMU COOTBETCTBYET MpocTpaHcTBeHHas cTpykTtypa TPHK. B ieHtpe
TOJIMHYKJICOTUIHOM 1IeTI 3TUX MOJIEKYJI UMEETCsI aHTUKOIOHOBAS TIETJIsI, B KOTOPOIt
HaXOJIUTCSI TPUILIET HYKJICOTUIOB — AHTHUKOMOH, CIIOCOOHBIN CBSI3BIBATHCSI C KOMO-
Hom MPHK 1o npuHiunmy KomIieMeHTapHOCTM M aHTUMNapaielbHocTu. Ha
3'-xoHue MoJiekynbl Bce TPHK mmerot akuentopHsiit Tpuruier —CCA, K KOTOpoMy
AMUHOKHKCIOTH npucoenuHsiorcs o.-COOH-rpymmoii.

Hust 20 aMMHOKMCIIOT, YYaCTBYIOIIUX B cuHTe3e 0esikoB, KoimdecTBo TPHK oxa-
3aj0ch Oosble 20, KaxXaoi aMUHOKMUCI0Te cooTBeTcTBYeT cBost TPHK: mist ananu-
Ha — TPHK A% ppyramara — TPHK™ u T.n. TPHK, omyimyalomniyecst mo cTpoeHMIO
AHTUKOJIOHA, HO CBSI3bIBAIOILIMECS] C OJHOW M TOU K€ aMUHOKHWCJIOTON, Ha3bIBalOT
u3oakuentropusivu TPHK.

IMockonbKy 61 CMBICIIOBO# KOIOH COOEPKUT MH(POPMALIMIO O BKIIOUEHUN aMU-
HOKMCJIOT B O€JIOK, TO, Ka3aJoch Obl, TOJKHO cyuiectBoBaTh 61 TPHK mis cBs3bI-
BaHUs ¢ KogoHaMu. OgHaKo oka3anoch, uto unciio TPHK menbine 61. [epBoie nBa
OCHOBaHMSI B KOJOHE U J1Ba MOCJAEIHUX OCHOBaHUS B AHTUKOMIOHE, CBSA3BIBASICH APYT
¢ ApyromM, obpasyiotr oObuHble KoMmieMeHTapHble A = U u G =—C napsl, a CBsI-
3bIBAaHUE TPETHETO OCHOBAHUS KOIOHA C MEPBBIM OCHOBAaHMEM aHTHKOIOHA ITPO-
UCXOIUT cjabee. DTU OCHOBaHUS 00/1aJal0T OIpeaeIeHHOM CTeNeHbIo CBOOOALI 1
KaK Obl «Ka4aloTCs» OTHOCUTEJILHO JPYT Apyra. 9Ta 0COOEHHOCTh KOJIOH — aHTHU-
KomoHoBbIX B3auMoneiicteuii mexxny MPHK n TPHK monyumnia HazBaHue «rumo-
Te3bl KAYaHUss» U MO3BOJIIET aHTUKOAOHY ONHOUN U Toil ke TPHK «mmpouunTeiBaTh»
HeckoJbko KogoHoB MPHK.
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Puc. 3.18. leHeTnyeckum koA, locnenoBaTtenbHOCTb HYKNEOTUAOB KOAOHA
CUYMTBLIBAETCSH OT LEeHTPa K nepudepun

B uuTo30s1e KieTok cBsa3biBaHUe aMUHOKKCIOTH ¢ TPHK katanusupytot ¢pepmeH-
Tbl amuHoamuI-TPHK cunteTtassl (aa-TPHK-cuHTeTa3bl), KoTopbie 00pa3yioT CI0X-
Ho3dupHyIo cBga3b Mexny a-COOH-rpynnoii amuHokuciaotel M 3'-OH rpynmoit
akmenTopHoro tpurmuietra —CCA. B xome peakiimm Mcmosib3yeTcss Mosiekyina ATD,
kotopas paciueruisiercst Ha AM® u H,P,0,, a cBsi3b, oOpasytoluasicst Mexay aMUHO-
kucioroit u TPHK, siBisieTcss Makpoapruueckoit (peakiiyst akTUBallui aMUHOKKUCJIOT)
(puc. 3.19).

CewmeiictBo amuHoaumi-TPHK-cunTeras Bkiaouaer 6osee 20 hepMeHTOB: st
KaXXIol aMUHOKHUCIOTHI UMeeTcsl (hepMEHT, KaTaau3upylolnii ee MprucoeauHeHre
K TPHK, xoTs1 akTuBa11i0 HEKOTOPHIX AaMUHOKUCIOT KaTaIM3UPYeT HECKOJIBKO U30-
¢epmenToB. B HazBaHmsax oraenbHbiXx aa-TPHK-cuHTeTas oTrpaxalorcst Ha3BaHUS
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aMUHOKMCJIOT, KOTOPbIe aKTUBUPYIOTCS B XO/Ie peakiiny. Tak, akTUBalIMIO IJyTamaTa
katanu3upyeT rayramui-TPHK-cunTeTaza, anannHa — anaHuwi-TPHK-cunTeTasa,
ructuauHa — ructuaumin-TPHK-cuHTeTasa u T.10.

B oOpa3oBaHuyM MOAMMOENTUAHBIX 1LIETel Oesika y4acTBYET OOJIbIIOE YUCIO KOM-
TMOHEHTOB:

aMUHOKMCJIOTBI — CyOCTpaThl CUHTE3a OeJiKa;

MPHK — maTpuna, comepxaiias nH(GopMalnio o IepBUYHOM CTPYKType OeJi-
Ka B BUJE JIMHEWHON IMOCIEN0BATEIbHOCT KOIOHOB;

TPHK — amanTops ammHOKMCIOT K KogoHoM MPHK;

amuHoaua-TPHK cuHTeTassl, KaTan3nupyroune cBsI3biIBaHNEe aMUHOKUCIOT
¢ cootBeTcTBYtOIMMU TPHK;

pUOOCOMBI — CYOKJIETOUHBIE CTPYKTYPHI, C IIOMOIIBIO KOTOPBIX ITPOUCXOIUT
c60pKa aMMHOKHUCIIOT B TIOJIUIICITUAHBIC LIETTH;

AT® u 'TO — UCTOYHUKU SHEPTUU TTPOIIECCa;

Mg 2+ — KodaKTop, CTAOMJIU3UPYIOLLIUN CTPYKTYPY pubdOCOM;

¢hakTOpBl MHULIMALIAM, DJIOHTALIMM, TEPMUHALIMM — BHEPUOOCOMHBIE OCJIKU,
o0Jiervaloire U yCKOpSIIoIe mpolecc TPAHCISILIH.

Co0bITHS 110 COOpKE aMUHOKMCJIOT B MOJMIIEIITUAHBIC LEMU OeIKa ITPOUCXOIST
Ha puOOCOMax M BKJIIOYAIOT 3Talbl MHULMALIMUA, DJIOHTALIMA U TepPMUHALMU (pUC.
3.20-3.22).

Muunnnanus HauynmHAEeTCs C IMIPUCOCAUHEHMS B 00JIACTh «K3Ila» K 3pesIoi
MPHK 40 S cyosenuauibl pubocombl, nHumupyomeii aa-TPHK (y syka-
puoToB 310 Beerna Mer-TPHKMer) | ¢pakTopoB mHMLIIMAUM 1 MoJieKyabl I TD.
Oo6pa3syroiuiicss KoMIuieke ckKoab3uT mo MPHK BmjoTs 10 BCTpeun ¢ MHU-
muupytomumM KogoHoM AUG. Korna antukonmon Mer-tPHKMer cpszpiBaeTcst
¢ komoHoM AUG, KOMITJIEKC OCTaHABIMBAETCS, K HeMy TipucoennHseTcsa 60 S
cyosenrHuua pudocomsl, mpu atoM ['T® runponusyercs no 1D u H,PO,,
a ¢pakTopbl MHULIMALIMY yaajstoTcs. Dopmupyetcs moaHasg 80 S pubdocoma ¢
JIBYMSI aKTUBHBIMU LIEHTpaMu: P-1ieHTpoM (MenTUAMILHBIM ), B KOTOPBIil OKa-

' i
3
A—OH A—Q~C—CH—NH,
C c \
H,N—CH—COOH sC c pot
2 | Bamun-tPHK-cunrerasa H;C CHs
CH 4 + ATO ———> + AM® + H4P,07
H3C CH3
TPHKE! -TPHK

Puc. 3.19. Peakuusa akTmBauuv BasimHa, kKatanuaupyemas sanun-TPHK-
CUHTEeTa3on
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3pIBaeTcs BKiItoueHHO MeT-TPHK Mert, u A-1ieHTpoM (aMUHOAIIUJIBHBIM),
B 00JIaCTh KOTOPOTO MOMNagaeT MepBhIii cMbIcaoBoi KogoH MPHK.

e DJIOHTAlIMs BKJIIOUYAET TPU MOCJIea0BaTeIbHbIE CTAINU.

1. CeaspiBanune aa-TPHK B A-nentpe. K cBOGOIHOMY A-1IEHTPY NPUCOEANHSIETCS
aa-TPHK, y xoTopoit aHTukonoH KomruieMeHTapeH kogoHy MPHK, HaxonsimeMycs
B 00J1aCTH 3TOro LIeHTpa. 1151 TOro 4To0bl 3TO COOBITHE CTAJI0 BO3MOXHBIM, B CTPYK-
Type pubOCOMbBI TTPOUCXOJSAT KOH(POPMALIMOHHBIE U3MEHEHUSI, TPEOYIOIIME 3aTpaThl
sHeprun I'TD u yyactus ¢axropa ssonrauuu EF1.

2. Odpa3oBanue nentuaHoii cBasu. Mexny o- NH,-rpynmnoit aMMHOKMCIOTHI, Ha-
xogsieiicst B AlileHTpe B coctaBe aa-TPHK, u kapOoKcuabHO TpynIoil MeTHOHHA
WJIM IPYTOl aMMHOKUCJIOTHI, BXOJSIIEH B pACTYIIYIO MOJUNENTUAHYIO LENb, KOTO-
pas npucoenuHeHa K TPHK P-nieHTpa, o6pa3syercs mentuaHas cBsa3b. Kataauzupyet
peakuuio nenruauaTpancgepasa. [IponykTomM peakiiuy CTAaHOBUTCS YAJIMHEHHAs Ha
onHy amuHokucaoTy nentuauia-TPHK, pacnoyioxxeHHast B A-1ieHTpe puOOCOMBI.

Puc. 3.20. UHMunaumna cuHte3a 6enka.

Komnnekc, coctoawmii n3 40 S cybbeanHuLbl pudocombl, MeT-TPHK Met, ¢pakTopoB nHuuma-
UM n monekynbl TP, npucoeamHaeTcs 1 ckonbant no MPHK 0o BCTpeun ¢ MHULMnpYoLWmm
kopoHom AUG. AHTkoaoH MeT-TPHKMet ceasbiBaeTcs ¢ kogoHoM AUG, K KoMniekcy ¢ 3aTpa-
Toi aHeprum IO npucoeguHsaeTca 60 S cydbeanHuLa pubocombl, @ GakTopbl MHULMALUN
yoansitotes. Ha pubocome dopmmpytotes A- 1 P-LeHTpbl
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3. Tpancnokanus — nepemeimenne pudocomsr mo MPHK. PuGocoma npoasuraer-
cs1 mo MPHK Ha oguH KOIOH B HallpaBlIeHUM OT 5'- K 3'-KOHILYy ¢ MCIIOJIb30BaHUEM
sHeprun ['T® u ipu yuactum dakropa amonranmu eEF2. B pesynbrare B pubocome
nentuaui-TPHK 13 A-uenTtpa nonamaet B P-11eHTp, a B A-1IeHTpe OKa3bIBaeTcs clie-
nytommii KomoH MPHK. TPHK, kotopas niepenasia Met wiu pacTymuii menTua Ha
amuHokucnoty aa-TPHK, Ha 2 aTamne TepsieT cBsI3b ¢ P-1IeHTpOM 1 YXOIUT B LIUTO30.1b
KJIETKU.

Poct nonunentuaHoi 1ienu 6esika mpoaokaeTcst 3a C4eT MHOTOKPATHOTO MOBTO-
peHust craguii 1— 2 —3.

Puc. 3.21. 9noHrauusa cuHtesa 6enka.

1 — cBs3bIBaHMe aa-TPHK B A-LieHTpe npoucxoauT 3a cHeT aHeprum 'TD 1 npu yyactun pak-
TOopa anoHraumu EF1;

2 — obpasoBaHVe NenTUOHOW CBA3W KaTanu3nupyeT nentuanntpaHcdepasa, akTUBHbIA LEHTP
KoTopon popmupyeTtcsa pPHK, BxoasaLlen B coctaB 60/bLLOM cyobeanHuLbl pboCcoMbI;

3 — TpaHcnokauus — nepemeLleHne pubéocomsl no MPHK oT 5’- k 3’-KOHLYY Ha OAMH KOLOH
VAET C UCMONb30BaHMEM aHeprum MTP
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Tepmunanusa. Korma B A-1ieHTp prOOCOMBI TMOMANaeT OAWH W3 CTOI-KOJOHOB
MPHK: UAA, UAG, UGA, 6enkossie pakTopbl TepmMuHauuu RF1, RF3 y3Hator atu
KOJIOHBI U OCBOOOX/IAaI0T BHOBb CMHTE3WPOBAHHbBIN MENTUA U3 CBSI3U C TMOCIeAHel
TPHK, cyobeaunuiiamu pudocombl ¥ MPHK. OTOT aTan sHeprozaBucuM U COMpoBO-
xmaercs ruaponzoM ['TO.

Kaxnas pubocoma Ha MPHK 3aHuMaeT ydyacTok ajauHOI oKoJio 80 HyKIeOTH-
noB. [To mepe npoaBuxeHust pudocombl Mo MPHK k 3'-KoHI1y MoJieKyibl 5'-KOHell
0CBOOOXIAETCS U K HEMY IIPUCOEAUHSIIOTCS HOBble puO0cOoMbl. OTHOBPEMEHHO He-
CKOJIBKO pMOOCOM MOTYT CUHTE3UPOBATh MOJMUIETITUIHBIE LIEMU Ha OHOM U TOM Xe
MPHK. Kommiekc MPHK ¢ HeckoibkuMu padoTaroiumMu pudocoMaMy Ha3bIBalOT
MOJUPHUOOCOMOI.

Puc. 3.22. TepmuHauumsa cuHTe3a 6enka.

Mpu nonagaHum B A-LEHTP CTOM-KOAOHA BHOBb CUHTE3MPOBAHHBIM NENTUA, 0CBOOOXAAETCS 13
cBasu ¢ TPHK, cybbeanHmuamm pudocomsl  MPHK ¢ yyactiem ¢pakTopoB TEPMUHALLMM U SHEP-
ruv TP



76

bnonornyeckasa xumus

[TomprOOCOMBI OBIBAIOT IBYX THUTIOB:

CBOOOIHBIE MOJIMPUOOCOMHBIE 00pa30BaHuUsl, TJIaBaOIIME B LIMTOILIa3Me KJle-
TOK 1 OTBEYaII1e 32 CUHTE3 BHYTPUKIIETOUHBIX OCJIKOB;

CBSI3aHHBIE C DHAOIUIa3MaTUUECKUM pPeTUKYIyMoM (DP) u obecrneunBaroiimne
CUHTE3 OEJIKOB Ha 9KCIOPT.

IMocTrpancasuuonnbie MoauduKanuu 0eakoB. [ToaunenTuabl, SBISIOIIMECS MPO-
JyKTaMW TPaHCSILUMU, He Bcerma (PyHKIMOHAJBbHO aKTUBHBI M TPEOYIOT TOIOJIHM-
TeJIbHBIX MOCTTPAHCIISILIMOHHBIX TTPe00pa30BaHUii, BKIIOYAIOIIMNX:

dbonaunr monekyn. B nmpoluiecce cuHTe3a MOJUNENTUIHBIX 1IeTieil Ha pubo-
COMe MpH ydyacTuu OeJIKOB — IIalepOHOB MPOUCXOAUT (OPMUPOBAHUE
TepMOJMHAMUYEeCKU HauboJiee BbITOJHOM MPOCTPAaHCTBEHHOU KOH(pOopMa-
18797

oOpa3oBaHue AUCYIb(MUIHBIX CBA3€il MEXIy OocTaTKaMU IIMCTeNHA. DTa MOIU-
(bukanusg uMeeT BaKHOE 3HAYeHUE MJIST TPOSIBJICHUST aKTUBHOCTU MHOTMX OeJl-
KOB (MHCY/IMHA, UMMYHOIJIOOYJIMHOB, pUOOHYKJI€a3bl U MIp.);

YACTHYHBII MPOTEO0JM3, KOTOPHIII UMEET MECTO MPU CHHTE3e BceX OETKOB Ha
9KCMOPT U HEKOTOPBIX BHYTPUKIIETOUHBIX OEJIKOB;

npucoeIMHenHre MPOCTeTUIECKO# Ipymmbl, o0ecrieurBalolee 00pa3oBaHUE CIOXK-
HBIX OEJIKOB;

COOpPKY MPOTOMEPOB B OJUTOMepHbIe OeJKH, HEeOOXOIUMYIO sl 00pa3oBaHUs
MOJIEKYJT C YETBEPTUYHOM CTPYKTYPOIA;

Moau(UKANUI0 AMUHOKHCJIOTHBIX OCTATKOB, CBOMCTBEHHYIO MHOTUM OejIKaM.
Tax, dochopunpoBaHue TMAPOKCUIIbHBIX IpymIl B octatkax Cep, Tpe u Tup,
TUAPOKCUIMpPOoBaHUE ocTaTKOB [1po 1 JIu3 B MosieKysiax KoJulareHOB; KapOoK-
cunupoBaHue octaTkoB 1y B hakTopax cBepTeiBanus Kposu 11, VII, IX, X u
Ip., METUJIMPOBAHUE OCTaTKOB Apr U JIM3 B MoJieKyJiax TMCTOHOB; MOAMpOBa-
HMe OCTaTKOB Tup B OefIKe IMUTOBUIHOM KeJle3bl TAPEOTJIOOYIMHE U T.II. SIBJISI-
I0TCSI HEOOXOMUMbBIM 2TAIlOM B CUHTE3€ U (PYHKIIMOHUPOBAHUU OUOJIOTUYECKU
AKTUBHBIX MOJICKYIL.

3.6. UHrMOUTOPbI MAaTPUYHBIX GUOCUHTE30B

OcraHoBKa J1000ro U3 MaTPUUYHBIX CUHTE30B OIacHa JJIs1 KJIeTOK U MOXKET BbI-
3BaTh MX TMoOenb. OnrcaHa TOBOJIBLHO OOJIBINIAS TPYIITA PAa3HBIX IO CTPYKTYpPE TIPH-
POIHBIX U CUHTETUYECKUX COSTUHEHUN, SIBISIOIIMXCS UHTUOUTOPAaMU MaTPUUHBIX
cUHTe30B. HekoTopble M3 HMX HallIM MpuUMeHeHue B MenulinHe. Haubonee 1mim-
POKO HUCHOJIb3YIOTCSI AaHTUOUOTUKU, OOpa3ylollUecs] B MPOLIECCE XKU3HEAECATEIb-
HOCTU MMKPOOPTaHU3MOB U CIIOCOOHBIE OKa3bIiBaTh U30MpATEIbHOE TOKCHUECKOE
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neiicreue Ha cuHTe3 JJHK, PHK nnu 6enka B mpo- Win 3yKapuoOTUYECKMX KJIeTKax
(Taba. 3.2).

Tabauya 3.2
l'[pomnoonyxonenme u aHTI/lﬁaKTepl/laJIbele npenaparbl —
l/ll-II‘l/lﬁPlTopbl MAaTPUYHbIX CUHTE30B

IIpenapar Mexanu3sm aeicTBUS

VHruOuTOpsI penIMKalyd U TPAHCKPHITIH:

JlokcopyounmH BHeapsttoTcs («<MHTepKaIupyoT») Mexay ocHoBaHusiMu JIHK,

JayHOpYOUIIH BBI3BIBAIOT OHO- U ABYIlenovyeyHble pa3pbiBbl B JIHK, rene-

Kapmunomuima pupyloT cBoboaHbIe paxukansl: 05, OH', H,0, n ycunmsaior
IMoJ1

Mendanan HMmeroT ¢hyHKIIMOHAIbHbIE TPYIMIIbI, CIIOCOOHBIE B3auMMOACH-

Lucnnatun ctBoBath ¢ JIHK 1 06pa3oBeIBaTh BHYTPH- M MEXIICTIOYEUHBIE

uknodochan ToTmepeyHble CIIMBKY B ABOIHOM crimpanu JJHK

DTOPXMHOJOHBI: HMurubupyror padory 6akrepuanbHoil JIHK-rupassl u Hapy-

HopdIoKCcCalMH maroT perutukanuo JHK y 6akrepuit

UTPOdIOKCAIINH

PudamMutiHbl CassbiBatotcst ¢ JIHK-3aBucumoit PHK -nonnmepa3zoii 6akre-
PUAJIBHBIX KJIETOK M MPENSATCTBYIOT UHUIIMALIMY TPAHCKPUII-
U

MHrnomTopsl TpAHCISAIMA

TerpauukinuH CBA3bIBaETCA ¢ MO CyObEAMHUIIEH PUOOCOMBI U TIPEMSAT-
ctByeT nmpucoeauHeHnio aa-TPHK B A-ieHTp

DPUTPOMULIUH CoenuHsieTcsi ¢ 00JIbIION CyObeIMHUIICH PUOOCOM U MUHTOM -
pPYeT TpaHCIOKAIMIO

JluakoMULIMH [MonapinsieT cuHTe3 GeKa B MUKPOOHBIX KJieTKax U 3 dexTu-
BEH B OTHOIICHWM I'PAMITOJIOKUTEIbHBIX U aHa9POOHbBIX OaK-
Tepuin

JleBoMuUIIETHH [IpucoenuHsieTcsa K OOIBIION CyObeAMHUIIE PUOOCOMBI Y MH-

ruoMpyeT MeNTUAMITPaHC(Epa3HYIO peaKIInIo

o [IpoTtuBoormnyxojieBble MpernapaTbl — UWHTMOUTOPHI perivkaiuu. B Mosekyse
AHTHUOWOTUKOB — JayHOPYOUIIMHA, TOKCOPYOUITMHA CONEePKUTCS IIMKIIMIeCcKast
CTPYKTypa, KOTOpasi BCTpanBaeTCs («MHTePKAIMPYET» ) MEXKITy KOMIIEMEeHTap-
HbeiMU ocHoBaHMsIMU G:::C, Hapyiast ctpyktypy JAHK u uHrubupyst perivka-
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LU0 U TpaHcKpunuuto. M30upaTeibHOCTb NEMCTBUSI 3TUX MpernapaToB HeBe-
JIUKa ¥ OCHOBaHa Ha TOM, YTO OITyXOJIEBbIe KJIETKM, KaK IPaBUJIO, YacTo Je-
JISITCSI, U MX MeMOpaHa 0oJiee MpOoHHUIIaeMa, YeM Y KJIETOK HOpMaJIbHBIX TKaHEeiA.
B 10 e BpeMs oTu mnpenaparbl TOKCUYHBI 17151 ObICTPOAESIIMXCS KJIETOK Op-
raHM3Ma: CTBOJIOBBIX KJIETOK KPOBETBOPHOU CUCTEMBI, KJIETOK CIU3UCTOIN 000-
JIOUKU KeJyjaKa U KUIIeYHHKa, (POJITMKYJIOB BOJIOC.
B neyeHUM OHKOJOrMYECKMX 3a00JeBaHUI MCIIOJB3YIOT TakxKe AJNKUJIUPYIOLIHe
npenaparsl: MejdaiaH, HUCIIATUH, HUKJI0(hocdaMua, KOTOPbie B3aUMOIEHCTBYIOT C
azoTuctbiMu ocHoBaHUsIMU JTHK, 00pa3ytoT BHYTpU- 1 MeXI1ieroYeuHble CIIUBKU U
HapylaT perIuKaluio.
AHTHOaKTepUaIbHbIE MapernapaTbl pa3HOOOpa3Hbl U MOTYT UHTMOUPOBATh Y MPO-
KapuoTOB JIT00O0# U3 MAaTPUYHBIX OMOCHUHTE30B.
Tak, BBICOKOAKTMBHBI B OTHOLLIEHUH OOJIBILIMHCTBA TPaMOTpULIATeIbHBIX M HEKOTO-
PBIX IPAMITOJIOXUTEIbHBIX OaKTepUil AHTHOMOTHKH M3 CeMeicTBa (PTOPXMHOJIOHOB:
HopdJioKcalMH, TUIPOQIOKCALIMH U Ap. DTU MpernapaTbl HapyllIalT PeruInKaluo 1
SIBJISIIOTCS MOIIHBbIMU MHruoutopamu JJHK-rupassl (hepMeHTa, aHaJOIMYHOTO TO-
rnouszomMepasaM 3YKapuOTUUYECKHX KJIETOK), OTBeUarolleil 3a Cyrepcnupaiu3aluuio 1
packpyyrMBaHue KoablieBoil bakTepuanbHoi JHK.
K mHruéburopam TpaHCKPUIILIMU OTHOCSITCS aHTUOMOTHUKM U3 cemeiicTBa pudca-
MunuHOB. OHU CBA3BIBAIOTCS € B-cyobenuHuuein 6bakrepuanbHoii JIHK-3aBucumoit
PHK-nonuMepasbl M TNpEnsITCTBYIOT WHUIMALIMU TPAHCKPUMLUMU. AHTUOUMOTUKU
9TOH I'PYMIIbI UCTIONB3YIOT B JICYEHUU TyOepKye3a, Tak KaK OHU CMEeU(MUIHbBI U He
BIMSIIOT Ha paboty siaepHbix PHK-nonuMepas y yenoseka.
HeticTBre OOJBILION IPYIIbl AHTUOMOTUKOB Pa3HbIX KJIACCOB HAMPaBIeHO Ha MH-
rubrpoBaHUe TPAHCISLIMU Y MPOKApUOTOB. Bce OHM MCTIONMB3YIOTCS B MEAUIIMHCKOMN
MpakTUKe KaK aHTUOAaKTepuaibHbIe MpernapaThl. Tak:
e CTPENTOMMIIMH UHTMOMPYET MHUIIMALIMIO CUHTE3a OejiKa B KJIeTKax MaTOreHHOM
MUKPOGDJIOPHI U BbI3bIBAET OLIMOKHM B TPOUYTECHUU MHGMOPMAIIMU, 3aKOIUPOBaH-
Hoii B MPHK;

e TeTPaUMKJIMHBI CBA3bIBaIOTCS ¢ 30 S cyObeAMHMIIEH U MPEMNSITCTBYIOT MPUCOEIV -
Henuio aa-TPHK B A-11eHTp pOOCOMBI, Hapyliasi IIPOLIECC II0TAIUN;

e JIEBOMHIETHH MpucoeauHsieTcs K 50 S cydobeauHuiie pudocoMbl U MOJABIISIET
MeNTUIUATPaHCEepa3HyIo peaKInio;

e JPUTPOMHUIMH TakXke mpucoeauHsieTcss K 50 S cyobenuHuile pudOCOMbI U MH-
TMOMpPYET TPAHCIOKAIINIO.

B oTanure oT MHTMOUTOPOB PEIIMKAILIMU aHTUOAKTEpUAIbHbIE TIperapaThl OTJIN-
YaIOTCST BBICOKOI M30MPATeTbHOCTBIO M CPAaBHUTEIBHO MaJlo TOKCUYHBI JIJIST YeJIOBe-
Ka. OTO OOBSICHSIETCS CYIIECTBEHHBIMU pa3nuuusmMu B cTpyktype PHK-nonumepas,
PHK u GenkoB puboCcoM y Ipo- 1 3yKapHuoOTOB.
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BMpbeI U TOKCUHDbI — MHFM6MTOpr MaTPUYHbIX CUHTE30B
VY 3YKapuoToB

TeueHre MHOTUX BUPYCHBIX MH(MEKIMI COMPOBOXAAETCSI TMOEIbIO 3apaskKeHHbIX
kietok. [Tonanas B oyKaproTHYECKUE KJIETKU, BUPYChI MPeKpallaloT CUHTE3 HyKJIeH -
HOBBIX KHMCJIOT U OEJIKOB, XapaKTePHBIX IJIsI JaHHOTO OpraHM3Ma, M TMepeKIovyaloT
(epMeHTHBIE CHCTEMBI U 9HEPTETUIECKIE PECYPCH Ha BOCIIPOM3BEICHNE BUPYCHBIX
yactull. [TpoayKiust BAPYCHBIX YaCTULL UAET BILJIOTh A0 F'MOEIM 3apakeHHON KIETKMU.

ITpuunHo# TMOenU IroAeit Mpu OTpaBlieHUM Oeoil moraHkoit Amanita phalloides
SIBJISIETCSI TOKCUH — O.-AMAHHTHH, KOTOPBIN CONEPXKUTCS B TeJie Tpruba M BHI3BIBACT
HeoOpaTuMyIo TUCGHYHKITUIO TIeYeHN U TToueK. TOKCUIHOCTh COSTMHEHMST O0YCIIOB-
JIeHa ero cnocoOHocThio MHruoupoath PHK-mmonumepassr, mpexae Bcero PHK-
nonumepasy 11, karanusupyrouryio cuate3 MPHK.

DHTepoToKCUH Bo3oyaurens nudrepuun Corynebacterium diphteriae nHruoupyet
CHHTe3 0EJKOB B KJIETKaX CIM3MCTON 000JO0YKHM 3eBa M TOPTAHU, YTO OOYyCIaBIMNBa-
eT Upe3BbIYAliHO TsIKeJioe TeueHue 0ojie3Hu. B 1uToriasMe KiIeTok Mo BIAUSIHUEM
MPOTEOJUTUYECKUX (PEPMEHTOB TOKCUH PACLUEILISIETCS Ha ABa parMeHTa, OIUH U3
KOTOpbIX sBsieTcss AID-pubosmnrpaHcdepasoit. DTOT (pepMEHT KaTaau3upyeT pe-
aKIiuio:

FE-2 + NAD — A1®-pu6o3ui-FE-2 + nukotunamun + H+.

CybOcTpaToMm peakiiuu siBisietcs: paktop anonHranuu FE-2, Monudukanust Koto-
pOro HapyllliaeT TPaHCAOKALMIO pUOOCOM, TIpeKpaliaeT 0MOCUHTE3 OEJIKOB B MH(U-
LIMPOBAHHBIX KJIETKAX U BbI3bIBAET UX TMOEIIb.

MNutepdeporbl Kak NPOTUBOBUPYCHbIE, MPOTHUBOOMYXOJiE€Bble W HMMYHOCTHMYJIH-
pyome mpenapatbl. MHTepdepoHbl — HeOosbllIMe OeJlKU — TIMKOMPOTEUHBI,
CEeKpeTUpYoIIecs] HEKOTOPbIMU KJIETKAaMM TMO3BOHOUYHBIX (Makpodaramu, B- u
T-numdoruramu, pudpodsactamu) . CBsI3bIBasICh C pelieNTOpaMu Ha Iljla3MaThye-
CKOli MeMOpaHe KJIETOK, OHU UHIYLIUPYIOT CUHTE3 OJIKOB 1 (DEPMEHTOB, CLIOCOOHBIX
pa3pymats MPHK BrpycoB u npekpaiarb CMHTE3 0€JIKOB Ha pruOOCOMax.

HNnTepdepoHsI:

e UWHAYLUUPYIOT CUHTE3 (pepMeHTa, KaTaIu3upylolero oopazoBaHue KOPOTKUX
onuroageHmaaros: 2,5 — onuro (A), Kotopsie aktuBupytoT PHKa3zy. [Tocnen-
Hsis1 pacuierisier MPHK u pPHK, HeoOxoauMble 11st 00pa3oBaHUsI BUPYCHBIX
0CJIKOB;

e CTUMYJIMPYIOT CUHTE3 HNPOTeMHKUHA3bI, KoTopas dochopuinpyeT pakTop
uHuLManuu tpaHcasuuu [F2, B pesyabrate cMHTE3 O€JKOB B 3apa’k€HHbIX
KJIETKaX OCTaHaBJIMBaeTCs;

e [OBBILIAIOT (ParoMTapHYI0 aKTUBHOCTh MaKpodaroB M yCUJIMBAIOT crieliudu-
YyecKkoe IIMTOTOKCUYECKOe IeMCTBUE JIMM(POLMTOB Ha KJIETKU-MUIIEHMU.
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3.7. Perynauus 6uocuHtesa 6enkos

KoHLieHTpals MHOTUX OEJIKOB B KJIETKaX HEIOCTOSTHHA U MEHSETCSI B 3aBU-
CUMMOCTH OT U3MEHSIOIINXCS YCIOBUI OKpYKalolleil cpennl. Perynsiuus cuHTe3a 1
pacriaga 0eJIKOB MOXET OCYIIECTBIISIThCS Ha J0001 cTaauu peanusanuu uHoop-
Maluu, coAepKalleiica B CTPYKType reHa, HauMHas OT U3MEHEHUSI KOJIUUecTBa
TFeHOB, UX TPAHCKPUITIMU U KOHYass oOpa3zoBaHMEeM (PYHKIIMOHAILHO aKTUBHOTO
oenka (puc. 3.23).

B npo- 1 sykapnoTnuyecKux KjieTkax oOHapyKeHbI OeJIKM TpeX TUTIOB:

e KOHCTUTYTUBHBIC, IIPUCYTCTBYIOIINE B KJIETKAX B MOCTOSTHHBIX KOJIMYECTBAX
HE3aBUCHMO OT YCJIOBUI CYIIECTBOBAHUS OPraHM3Ma. DTO OEIKU «I0MAIITHEeTO
X0351CTBa», KOTOPbIe 00ECMeUnBaIOT KU3HECTTOCOOHOCTD KJIETOK ((pepMEHThI
OMOJIOTMYECKOro OoKucaeHus, cuHTe3a AT®, MeMOpaH M HYKJIEMHOBBIX KHC-
JIOT);

e UHAYLMpPYEMBbIE, MX KOHLIEHTPALMSI MOXKET BO3pacTaTh B NECATKU WIN THICSTIN
pa3 npy BO3HUKHOBEHUM MOTPEOHOCTHU KJIETKM B 3TUX OEJIKax;

e penpeccupyeMble, CKOPOCTb CUHTE3a KOTOPBIX MOXKET MHIMOUPOBATLCS TIPU
CHIKEHUU MOTPEOHOCTH KJIETKM B COOTBETCTBYIOIIMX OeIKax.

Puc. 3.23. Perynsuusa peanu3auumv reHeTu4eckom nipopmauumn

B d)eHOTMI'IW-Ie(:KyIO.

Mpouecc peannsaumm MHGOPMaLMM MOXET PEryIMPOBATLCS HA aTanax:

1 — TpaHckpunumn; 2 — NOCTTPAHCKPUMNLUMNOHHBLIX Moandukaumin; 3 — TpaHcnopta MPHK 13
aapa B uMtonnasmy, 4 — Npoao/HKUTENBHOCTU Xn3HNM MPHK; 5 — TpaHcnauuu; 6 — nocTtTpaH-
CNSAILMOHHbIX MPEBPALLEHN NOANNENTUAHbIX Lenel; 7 — NPOAOIKUTENIbHOCTIN XN3HM 6enka
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Hawnbosee pacripocTpaHeHHBIM MEXaHU3MOM PETYJISILIMU CUHTE3a OEJIKOB SIB/ISIET-
CSl PEeryJisilivsl TPAHCKPUITLIMM, KOTOpasi OIpeaessieT YPOBEHb 9KCIIpecCU reHoB. B
JIETaJISIX OTOT MEXaHU3M ObUT U3yYeH Ha OaKTePUSIX, XOTsI U 3yKapUOTUYECKUE KIIETKU
KCIIOIB3YIOT TOT XK€ IMPUHIINII.

Perynauus akcnpeccuu reHoB y npokapuoToB. Teopus onepoHa

B 1961 romy npu MccieoBaHUM MHAYKIMY CUHTe3a (hepMeHTa — [3-rajJakTo3uaasbl,
YYaCTBYIOILIETO B pacIleIJIEHNHU JIAKTO3bI B KJ1eTKax E. coli, ObLI0 YCTAaHOBJIEHO CJIEIYIO-
1Iee: Koraa KiaeTku E. coli pacTyT Ha cpeze, coaepKalleil IJII0KO3Y, TO B HUX CONEePKUT-
cs1 MeHee 10 Mosiekyn B-raiakTo3unasbl Ha KIeTKy. Eciiv ke B cpele IoK0o3y 3aMEHUTh
Ha JIaKTO3Y, TO Yepe3 HECKOJIbKO MUHYT HaOTI0AaeTCSl MHAYKIMS CHHTE3a 0eJIKOB, I KOH-
LIeHTpaLusl PepMEHTOB YTUIM3ALUU JAKTO3bl YBEIUYMBAETCSI B COTHU pas.

D710 sIBIeHUE OObSICHUIIA TEOPHs OMepoHa, JoKa3aBiasi, 4yTo Ha monekyne JJHK
MOXHO OOHAPYXUTh YYaCTKU — OMEPOHbI, KOTOPbIE CoAepKaT MH(pOPMALIMIO O IPYyII-
ne (QyHKIMOHAIBbHO B3aMMOCBSI3aHHBIX CTPYKTYPHBIX OCJIKOB, U PEryIsaTOPHYIO
30HY (Y4acTKM oIlepaTopa M TI€Ha peryjsaTopa), KOHTPOJUPYIOIIYIO TPaHCKPHII-
LIMIO 3TUX TE€HOB. DKCIpPECCUs] CTPYKTYPHBIX T€HOB OIPEAEIISIETCS CITOCOOHOCTHIO
PHK-nonumepasbl CBSI3bIBATHCS C IPOMOTOPOM, PACIIOIO0XEHHBIM Ha 5'-KOHIIE OIle-
poHa. IlpucoennHeHnne (epMeHTa 3aBUCUT OT omeparopa, yyactka JJHK, koTopsrii
HaXOJIUTCS PSIIOM C IIPOMOTOPOM U JIaKe YaCTMYHO C HUM IlepeKphiBaeTcs. Omnepa-
TOP MOXET CBSI3bIBATHCS C OEJIKOM-PENnpeccopoM, KOTOPBIN CUHTE3UPYETCSI B KIIETKE C
IMOCTOSTHHOI cKOpocThio. CTpoeHue OenKka-penpeccopa kogupyer MPHK, Tpanckpu-
OupyeMasi C reHa-peryjasaTopa, pacrojioO)KeHHOTO Ha ONpelesIeHHOM PacCTOSIHUM OT
orepoHa, paboTy KOTOPOTro OH KOHTpoJupyeT. Eciu 6enok-penpeccop NpucoeanuHs -
ercs K oneparopy, To PHK-nonuMepasa He MOXET CBSI3aThCsI C IPOMOTOPOM M TPaHC-
KPUIILMS CTPYKTYPHBIX TEHOB He uaeT. bejiku, yyacTBylole B yTUIN3aK JaKTO3bI,
MIPaKTUYECKU He CUHTE3UpyloTcs (puc. 3.24).

Korma B cpene mosBisieTcsl HHAYKTOP — JaKTO3a M IPUCOCIUHSIETCS K OeIKy-
pernpeccopy, TO MOCAeAHUIN U3MEeHsIeT KOH(MOpMallMio U TepsieT CPOACTBO K orepa-
topy. PHK-nonrmepasa cBsizbiBaeTCsl ¢ MPOMOTOPOM, CTPYKTYPHBIE FeHbI TPAaHCKPHU-
OMpPYIOTCSI, CUHTE3UpPYyeTCsl oAHa moJuuucTpoHHas Mosekynaa MPHK, comepxaias
nH@opMalLIMIO 0 Tpex OeiKax: B-rajakTo3uaase, NepMease v ralakTo3uaTpaHCcalleTH -
J1a3e, HeOOXOIMMBIX 151 YTWIM3ALMU JIAKTO3bl KJIETKAMMU.

[Ipu perynasauuuy orepoHa 1o MexaHu3My perpeccun (HarpuMep, TUCTUINHOBEIN,
TpUIITO(AHOBBIN WIN U30JIEHIIMHOBBII ONEPOHBI) OEIOK-PEPeccop B KIETKAX, BhI-
palieHHbIX Ha cpene, coaepxaieir NH,CL B kauecTBe €qMHCTBEHHOTO MCTOYHMKA
a3oTa, He MMEET CPOCTBA K ornepaTopy. TpaHCKpUOUPYIOTCSI CTPYKTYPHbIE T€HbI OIle-
POHOB, KOTOpPbI€ KOAUPYIOT (pePMEHTBI, HEOOXOAUMBIE JJISI CHHTE3a 3TUX aMUHOKHC-
not. Korna B cpeny KyJIbTUBUPOBaHMS 100aBISIOT KOPENpeccop — aMUHOKUCIIOTY, 3a
CHHTE3 KOTOPOII OTBEYAeT OAMH M3 3TUX OIIEPOHOB, TO OHA CBS3LIBACTCS C OCIKOM-
penpeccopoM. OOpazyeTcst KOMILIEKC OeIOK-pernpeccop — Kopenpeccop, KOTOPbIi
MproOpeTaeT CPOACTBO K OMepaTopy, CBSI3bIBACTCSI C HUM U TPAHCKPUIILUSI CTPYKTYP-



82 Buonornyeckas xumus

Puc. 3.24. CtpoeHue u GyHKLIMOHUPOBaHME NNIaKTO3HOro onepoHa E. coli

HBbIX TeHOB Mpekpaiiaetrcs. [IpUHLIMIT peryasiuy Mo MeXaHU3My Pernpeccuu CXOaeH
C perysuMeit mo MexaHu3My MHAYKIIMU, TaK KaK CUHTE3 (PePMEHTOB UAET TOJHKO
TOTa, KOTJa OH HeOOXOIMM MIJIsT BEDKMBAHMS KIETKMU.

Perynauus sKcnpeccuun reHoB y 3yKapuoToB

B opranusme yenoBeka umeetcs 6osee 200 pa3TMUHBIX TUTIOB KJIETOK, CYIIIECTBEH-
HO pa3INyarolInXcs 10 CTPYKType U (PyHKIIMSIM, XOTSI KOJIM4YecTBO U cTpyKTypa JHK
B HUX IIPaKTUYECKM OAMHAKoBa. Pa3zHoe KoimdyecTBo 1 Habop 0enkoB B quddepeH-
LIMPOBAHHBIX KJIETKAX Pa3IMUHbIX TUTIOB BO3HUKAET OJ1arojaapsi CyliecTBOBaHUIO:
e MEXaHM3MOB CTAOWJIBHOI penpeccH TPAHCKPHUIIMHM OJHUX TeHOB U MPOUTEHUS
(3KCIpeccuu) Npyrux Ha MPOTSIKEHUM BCei )KU3HU OpraHu3Ma, IpuYeM B pas-
HBIX TKaHSIX CTAaOMJIBHOM perpeccuu MOABEPraloTCsl pa3Hble TEHBI;
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® QJIaNTHBHOIi peryisuun, odecreyrBaloleil mMpucnocodJeHue opraHu3Ma K Me-
HSIIOIMMCS YCJIOBUSIM BHYTPEHHEN U BHEILIHEN Cpefbl.

Ha onpeneneHHbBIX cTagusx AuddepeHIMPOBKHM OT raMeT 10 BO3POCJIOT0 COCTOSTHUS
Bce reHbl MosiekyJibl JIHK B pazHble meproabl BpeMeH! U B OIIpeAeIeHHOM Mocie10Ba-
TEJIBLHOCTU 3KcIpeccupytores. OnHako B nuddepeHIIMPOBAHHBIX KJIETKAX XPOMAaTUH
TIPUOOPETAET TaKylo YKIIAIKY, YTO OCTaeTcs HeOobInoe uncio reHoB (5—10 %), cro-
COOHBIX TPAaHCKPUOUPOBATHCS. B reHOMe pa3inyaroT yuacTKU reTepoXpoMaTHHA, B KO-
topsix JIHK yrnakoBaHa o4eHb KOMITAKTHO M HE TPAHCKPUOUPYETCsI, U y4ACTKU 3YXpO-
MaTHHA, UMEIoIINe 0oJiee PHIXJIYIO YKIAAKY 1 criocooHbIe cBs3biBaTh PHK -nomnmepasy.
B pa3HbIX TMIIAX KJIETOK B 00JIACTh 3YXPOMAaTHHA MOMANAl0T Pa3HbIE TCHEI.

Croiikas perpeccusi FTeHOB B y4aCTKaX TeTepOXpOMATUHA 00eCIIeUnBaETC:

e BBLICOKOKOHIEHCHpPOBaHHBIM cocTtossHueM JHK;

e MeETWIMpOBaHMEM ne3oKcunuTuauHa B 5'- —CG- 3'-TmocienoBaTeIbHOCTSIX
JHK (ara Mogudukauust uU3MeHsieT KoH(GOpMAaLMIO XpoMaTUHA U TIPETSITCTBY -
€T TPaHCKPUIILINK),

e CBSI3bIBAHMEM C TUCTOHAMM M 0Opa30BaHUEM HYKJICOCOM.

B obnactu syxpomarnna Ha JIHK pacnonoxeHsl TpaHCKpUOUpyeMble TeHbI. s

3TUX 00JIacTeit XapaKTepHO CleayIolee:

e OHM OoJjiee YyBCTBUTEAbHBI K AciicTBuio JJHK-a3, yeM ocTanbHbIe y4acTKU;

® MOJIEKYJIbl TUCTOHOB B HUX MOIM(PUIIMPOBAHBI TTyTeM METUIUPOBAHUS WU
alleTUJIMPOBAHUS aMUHOTPpyMI paaukanoB JIus u Apr , a octatku Cep ¢ocdo-
PUIMPOBAHbI. DTO CHUXKAET CYMMAapPHBI MOJIOKUTEIbHBIN 3apsiia TUCTOHOB U
ocabyseT cBsa3b HykieocoM ¢ JITHK.

Perynsumst TpaHCKPUITIIUY OTIpeesiseT HaOop U KOJIWIECTBO OETKOB B KJIETKE.
Ha monekyne sykapuotudeckoil JIHK Ha pasHOM paccTOSIHUM OT CTapTOBOM TOUKU
TPAHCKPUIILMU KaXJIOro F'eHa UMEIOTCS KOPOTKUE crieliupruieckue mocaenoBaTe/ib-
HOCTH, KOTOPBIE YYAaCTBYIOT B perysiuuu aKkcnpeccu reHoB. K atum yyactkam JTHK
MIPUCOEINHSIOTCS perysaTopHbie 0enku. Eciiu nmprucoenuHeHne 6eJ1KOB K PeryasiTop-
HoMmy yvactky JAHK yBennumnBaeT (MHAYLIMpPYET) CKOPOCTb TPAHCKPUIILIMM, TO TaAKUE
YYacTKM Ha3bIBAIOT JHXAHcepaMu (enhancer — yCUIJIUTENb), a €CIU 3aMeisieT (pe-
MpeccupyeT) TPAHCKPUIILIMIO, TO UX HAa3bIBAIOT cailjieHcepamMu (silencer — TyIIUTENb).
O1u peryasitopHbie yyactku JTHK moryr:

e OBbITb OpUMEHTHpPOBaHKI Ha MoJiekyJie JJHK B 11000M HampaBieHUHU;

e CBSI3BIBATb C OJHUM WUJIM HECKOJbKUMU PETYISITOPHBIMU OeJIKaMu;

e pacriojarathCs Iepel WIK IOocIe TeHa, 9KCIIPECCUI0 KOTOPOTO OHU PETYIIUPYIOT.

O06acTb, obecrieunBaroasl PEryysiuio 3KCIIPECCUU TeHOB, BKITIOYAET TTPOMOTOP-
HbII YYaCTOK U JOTIOJHUTEIbHBIEC PETYJISITOPHBIE TTOCAEI0BATEIbHOCTU, B KOTOPbIE BXO-
JIIT 9HXaHCEPbI, caliieHCepbl, FOPMOHOUYBCTBUTEIbHBIC YUACTKU, MTOCIEI0BATEIbHOCTU
GC, CAAT u np. benku, ca3piBaronyecs ¢ JJHK B 5THx yyacTkax, Ha3bIBaloT crieugu-
YECKUMU PETYISITOPHBIMU OeKaMu. OHM BJIUSIIOT HA CKOPOCTh TPAHCKPUIILIMU T€HOB,
CBSI3BIBAsICH C OETKaMU-TTOCPETHUKAMHU MJTH KOAKTABATOPAMH, TTEPEAAIOIIMH CUTHA Ha
OCHOBHEIE TpaHCKpUIIIIMOHHEIE (pakTopbl 1 PHK-mommumepasy (puc. 3.25).
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Puc.3.25. Perynauusa TpaHCKpUNUUU y 9yKapnoTos

HNHpykTopamMu mim KOperpeccopaMu, CTUMYJIUPYIOIMMU IIPUCOSTNHEHUE PETy-
JsTopHbIX 6enkoB K JIHK, MoryT ObITh TOPMOHBI, MOHBI METAJLJIOB, CYOCTpPaThl MU
MPOIYKTHI METAOOTUYECKUX MTyTel. Y OEJIKOB-PEryJITOPOB UMEETCS TPU BasKHEMIIIUX
yJacTka:

® Y4YacTOK, [0 KOTOPOMY OeJIKM B3aMMOJICHCTBYIOT C 3HXaHCEpaMU, WU CailieH-

cepamu;

e YYaCTOK, K KOTOPOMY ITIPUCOCTUHSIOTCS TOPMOHBI, MHAYKTOPBI MJIU KOpeTpec-

CODBI;
® yYacTOK, B3aMMOMEHUCTBYIOUIUI C TPAHCKPUIILIMOHHBIMU (haKTOpaMU U U3Me-
HsTtoIMiA cpoacTBo mpoMoTtopa K PHK-nonumepase.

OrnpeneieHHOEe 3HAUYEHUWE B PEryjsiliMM COCTaBa M COJAEpXKaHUsI OEJIKOB MMEIOT
MOCTTpaHCKpUITIIMOHHbIe TipeBpalleHus npe-MPHK B mnpoliecce anbsrepHaTHBHO-
ro cruiaiicura, uameHenue ctaduiabHoctTu PHK B pa3Hble mepuoabl XU3HU KIIET-
k1. OnucaHbl IPUMEpPHI BAUSHUS (DAKTOPOB Cpelibl Ha CpoicTBO pubdocoM K MPHK,
MOCTTPAHCISILIMOHHBIE MOAUGUKALMU TOJUTICHTUAHBIX 1IeNeil 1 U3MEeHEeHUs Mpo-
JOJKUTEIbHOCTU XKMU3HU O0EJIKOBBIX MOJIEKY/I.

KonunyecTBo cMHTE3UpyeMbIX OEIKOB 3aBUCUT TaKxXKe OT W3MEHEHHsl KOJIUYeCcTBa
CTPYKTYPHbIX reHoB. H1cCj10 KONuii OTAeIbHBIX TEHOB MOXET Bo3pacTath (amminduim-
poBaTHCS), €CITM BOZHUKAET HEOOXOIMMOCTD YBEJIUUUTD CUHTE3 ONPEAeIEHHOTO TeH-



Pa3den 3. CuHTE3 HYKNEUHOBBIX KUCIOT U 6enKoB 85

HOTro mpoaykTa. Tak, B OTBET Ha MOBbILIEHNWE KOHLIEHTPALIMU TSIKEJbIX METaIOB B
KPOBHU B TKaHSIX MPOUCXOIUT aMIUIM(pUKalMsl reHa MeTa/lloTUOHerHa. [TpoayKT skc-
TIPECCHUM STOTO TeHAa — HM3KOMOJIEKYIISIPHBIN 0€JTOK, CTIOCOOHBI CBA3BIBAThH TSKE-
JIbIE METaJTBI: Me/Ib, PTYTh, KAIMUH, IIMHK U ApP., ¥ 3aIUIIATh KICTKU OT OTPaBICHMS
9THMHU BellleCTBaAMMU.

BcTpeuaroTcst ciiydyau yTpaThl TeHeTUYecKoro Marepuana. OHU OTMEUaloTcsl B ITPO-
1ecce obpazoBaHusl B-11MMMOIIMTOB pa3HbIX KIOHOB M KJIaCCOB, B Ipoliecce audde-
PEHLMPOBKHU KJIETOK KPOBETBOPHOUW CHUCTEMbI U 00pa30BaHUSI 3PUTPOLIMTOB, KOIa
TIPOMCXOINT TTOTEePsI BCETO TeHOMA 3a CUET pa3pyLIeHUS SIapa 1 MATOXOHIPHIA.

V BBICIIMX OpPraHU3MOB OOHApy>KEHBI IPOLIeCChl 0OMEHa, MepeMeIleHUsI TeHOB
BHYTPM XPOMOCOMBI U MEXIY XpOMOCOMaMU, 0ObeAMHEHUE TEHOB C 00pa3oBaHUEM
U3MEHEHHOM XpOMOCOMBI. DTU MPOLIECChl HA3bIBAIOT reHeTHYeCKUMH PEKOMOMHALINS-
mu. OHM HAOJIONAIOTCS TIPU:

® TI0JIOBOM CJIMSIHUU SIMIEKIETKU U CTIEpMaTO30M/1a;

e TIepeMeIIeHUN TMOABIIKHBIX TeHETUIECKHNX JIEMEHTOB — TPAHCIIO30HOB;

e (opmupoBaHuu B B- u T-nmumponnrax reHoB, KOAUPYyIOLIUX T-peLenTopbl U

aHTUTEJIA U UMMYHOTJIOOYIMHBI.

3.8. MexaHM3Mbl reHeTU4eCKON U3MEHYUBOCTH.
Nonumopchusm 6enkoe. HacnepcreeHHble 6onesHu

[eHoM KJIeTOK MOCTOSIHHO IMpeTeprieBaeT pa3HOoOOpa3Hble U3MEHEHUSI, U, HECMO-
Tps1 Ha 3PPEKTUBHOCTh MEXaHMW3MOB perapalii, 4acTh OIIMOOK U TMOBpEXIeHUM
B cTpyktype JIHK coxpaHsiercsi. Dt HepenapupoBaHHbIE U3MEHEHHUSI B IIEPBUY-
Hoit ctpykrype JJHK nHaspiBaroT myrammsavu. OHU BO3HUKAIOT B Pe3yJIbTaTe OIIM-
0ok B pabore [IHK-nonumepas B xone perutmkauuu, JIHK-penapupyomux cucrem
U noj Bo3aelicTBUeM (haKTOPOB BHEIIHEW WM BHYTpeHHel cpenbl. CoMaThuueckue
MyTallUu HE HACJEAYITCsl, HO MOTYT BbI3bIBaTh pa3jiuyHble (PYHKIMOHAIbHbIC Ha-
pylieHus, TpaHchopMallrio KJIETOK 1 oOpa3oBaHue omyxoseit. MyTanuu B MOJIOBBIX
KJIeTKax repenaioTcs 1o HacjaeAcTBY. OHM MOTYT MPOSIBISTBCS B (DEHOTUIIE TTOTOM-
CTBa KaK HACJeICTBeHHAs 00JIe3Hb, CBSI3aHHAsI C HM3KOM aKTUBHOCTHIO WIIM TTOJTHBIM
OTCYTCTBHEM OIIpeieliecHHOTO (pepMeHTa Wi Oe1ka. [eHHBIe I TOUKOBBIE MyTalllN
ObIBalOT B OCHOBHOM TPEX BUIOB:
e 3aMeHbl, ITPU KOTOPBIX OJHO a3oTucToe ocHoBaHue B JIHK 3amemiaercs Ha
Ipyroe;

e BCTaBKH, Koraa B cTpykTypy AHK BHenpsieTcst onHO M HECKOJIbKO TOMOIHM -
TeJTbHBIX HYKJICOTUIOB;

e JieJienMH WY BHINAJAEHUS OJHOTO WIM HECKOJIbKUX HYKJIEOTUIOB.

Kasknblit BuI MyTaiuii BbI3bIBAaeT pa3Hble (peHOTUTTMYECKHE MocaeaAcTBus (TabJ. 3.3)
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MYTaLlMM TI0 TUITY 3aME€HbI U3MEHSIOT CTPYKTYpPY OQHOTO M3 KOJOHOB. B pe-
3yJIbTaTe:
MyTalLMs MOXET OBITH MOJYAIIEH, €CJI TPUILJIET, B KOTOPOM HaXOMUTCS M3Me-
HEHHBIN HYKJICOTUI, M3-3a BEIPOKACHHOCTHU KoAa IM@pyeT BKIIOYEHNE B Oe-
JIOK TOM XK€ aMUHOKMCJIOTHI, YTO M MCXOMHBII KOAOH. BeIKOBBII MPOIYKT B
5TOM CJlydyae MASHTUYEH UCXOTHOMY;
MOXKET IPOMU30MTH 3aMEeHa OJHOM aMUHOKUCJIOTHI Ha IPYIyI0 — MHCCEHC-
MyTamusa. MyTaHTHBIN OEJIOK MPU 3TOM:
IMOJTHOCTBIO JINOO YaCTUYHO COXpaHsIeT (DYHKIIMOHAJbHYIO aKTUBHOCTb,
€CJIM U3MEHEHHAasl aMUHOKHUCJIOTA I10 CTPYKTYpPe U CBOMCTBaM HAallOMMHAET
HUCXOOHYIO (3KBMUBAJICHTHAsI 3aMeHAa) U HAXOAUTCS B y4acTKe, YIAJIECHHOM OT
aKTMBHOTIO 1IeHTpa OeJIKa;
MOXET MOJHOCTBIO TePSITh aKTUBHOCTD, €CJIM M3MEHEHHAs aMUHOKUCIOTa
pacriojiaraeTcsl B 00J1aCTH, BasKHOI JJIST TIPOSIBJICHUST (PYHKIIMOHAJIBHOM aK-
TUBHOCTU Oejika ( HalpuMmep, B aKTUBHOM LIEHTPE) U/WIX OTJUYaeTcs Mo
CTPYKTYpPE U CBOMCTBAM OT MCXOMHOM (HEOKBUBAJICHTHASI 3aMEHa).

OOBIYHO MHUCCEHC-MYyTalusl aejiaeT 6e10K MeHee 3((hEeKTUBHBIM, HO B €IMHUY-
HbBIX CJIy4dasiX MOXeT Yay4dlliaTh ero (byHKIIMIO

MOXET BOBHUKHYTb OJIMH U3 TepMUHUDYIolnX KogoHoB: UAA, UAG, UGA —
HOHCEHC-MYTAIus, B pe3yJibTaTe CUHTE3 OejTKa MpeKpaniaeTcss Ha 3TOM KOJIOHe
1 o6pa3yeTcst yKopoueHHBIH 6etok. DyHKIIMOHaIbHAS aKTUBHOCTh MyTaHTHO-
ro 0eKa MOXeT BapbUpOBaTh B IITMPOKMX TIpeiesiaX U OyIeT 3aBUCETh OT MecTa
MyTalli B TeHE.

Ile.]le].ll(ll/l 1 BCTABKH IAI0T TAKXKEC HEOIHO3HAYHBIC PE3YJIbTAaThI:

€CJIM BKJIIOYaeTCsl WM BbiNagaeT oauH Hykiaeotun uiu ¢pparmeHT JTHK ¢
YUCJIOM HYKJIEOTHUIOB, HE KPaTHBIM TPEM, TO MPOUCXOAUT CABUT PaMKU CUM -
ThIBaHUSI UH(OPMALIUU, T.€. MPU TPAHCASILUUU BCS MHGpOpMaLUs, pacroso-
JKeHHas 3a MeCTOM MYTalluM, ynuTaeTcss HeBepHO. CUHTE3UpyeTcsl OesoK,
KOTOpbI, HAaUMHasl C MeCTa MyTalluM, UMEET CIydailHylo TMocjaeaoBaTeb-
HOCTb aMUHOKMUCJIOT;

npu BbinageHun win BkiatoyeHuu B JIHK yuyactka ¢ mivHON 1enu, KpaTHOM
TpeM, CIBUra paMKU CUMThIBAHUSI MHGOPMALUKM HEe MPOUCXOAUT (Aeeuust Uin
BCTaBKa 0e3 cBUra paMKM CUYMThIBaHUS MH(bOopMaLnu). CUHTE3UPYETCS YKOPO-
YEHHBIN MpU AeJelMU WK YIJIMHEHHBIN MTPY BCTaBKe MYTaHTHBIN OEJIOK.

BobIIMHCTBO KJIETOK YesloBeKa AUILIOMIHDI, T.6. OHU COJIEPXKaT JBE KOMUU Kax-
JIOM XpOMOCOMBbI (roMosiornuHbie xpoMocombl). B JIHK kaxmoit xpoMocoMbl coaep-
KUTCST OoJiee ThicsiuM reHoB. COOTBETCTBYIOIIME APYT IPYTY T€Hbl B TOMOJOTMYHBIX
XpOMOCOMaX Ha3bIBAIOT AJUIEISAMM: €CIM CTPYKTypa ajuiefieid uAeHTUYHa, TO UX 0ei-
KOBbI€ MMPOJIYKTHI OYIYT TaKKe UAEHTUUHbBI, @ UHAMBUAYYM, UMEIOILIMI TaKKe ajliesu,
Oy/IeT rOMO3MroTeH 110 JaHHOMY MpU3HaKy. B pe3yibrate MmyTauuii U peKoMOMHaIMit
B CTPYKTYpP€E OJIHOTO U3 ajljieJieid MOTyT BO3HUKHYTh pazinuusi. Eciu y yenoBeka ume-
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Bua myramuu

3amena

«Momamas» —
0e3 M3MEHEHMsI CMBICIa
KOJOHA

«MHucceHc-MyTanus»
C M3MEHEHHMEeM CMbICiIa
KOIOHA

«HoHceHnc-myTanus» —
¢ 00pa3oBaHUEM TEPMU-
HUPYIOIIECTO KOJOHA

BcraBska

be3 cmBura pamku cum-
THIBAHUS
nH(GOpMaLINT

Co cIBUTOM paMKH
CUUTHIBAHMS
nHGOopMaLIU

Henemus

bes caBura pamku
CUUTBHIBAHUSI
nHGoOpMaLIUU

Co cnBUroM paMKM CUM-
ThIBaHUS MH(MOPMAIUN
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Tabauya 3.3

OcHoBHbI€ BIIbI T€éHHbIX MYTaLUA

M3meHeHus B CTPYKType
JHK

3aMeHa OJHOTO HYKJIEO-
TUJA B KOJOHE Ha JIPyroun

BxitoueHue HyKJIEOTUI0B
B cTpyKTypy AHK

Bceraska ¢pparmenTa JIHK
M3 TPEeX HYKJICOTUIOB WU
C YHMCJIOM HYKJICOTHUIOB,
KpaTHBIM TpeM

BcTaBka omHOrO MM He-
CKOJIbKUX HYKJIEOTUIOB B
KOJIMYECTBE, HE KPaTHOM
TpeMm

BrinmaneHne HyKJIEOTUI0B
U YKOPOUEHHME MOJIEKYIIbI
JHK

BoinmaneHue ¢parmMeHTa
AHK, cocrosiero wu3
TpeX HYKIEOTUIOB WU
yucia HYKJIEOTUIOB,
KpPaTHOTO TPeM

BrimageHue omHoro wmiau
HECKOJIbKUX  HYKJICOTH-
OB B KOJUYECTBE, HE
KpPaTHOM TpeM

N3meHeHus B CTPYKTYype 0eka

bejiok He n3MeHeH

[Ipoucxoaut 3aMeHa OAHOM aMUHO-
KHUCJIOTBI Ha IPYTYIO

CuHTe3 NMEeNTUIHON LEMK IIpephiBa-
eTcs1, 0EJIOK YKOpauYMBaETCd HA OTHY
JJIM HECKOJIBKO aMUHOKMCIIOT

VinnHenue TOJUNENTUAHON LIenn
oenka

HpOI/ICXOJII/IT YATUHCHUEC ITOJIUIICII-
TUIHOM ILIeTd OejIKa Ha OIHY WJIN
HECKOJIbKO aMWHOKHUCJIOT

benok 3a MeCToM MyTauuMu WMEET
«CITy4aifHyl0» IOCJIe0BATEIbHOCTh
aMUHOKHUCJIOT

YkopoueHue 0enka

[TponcxoonuTt ykopodeHME MOIUIIETI-
TUIHOM IIeTH OeKa Ha OJHY W
HECKOJIBKO aMUHOKHCJIOT

benok ykopaumBaeTcsi, HO 3a Me-
CTOM MYTallU¥ UMEET «CJIy4yalHyo»
MOC/Ie0BATEIbHOCTD AMUHOKHMCIOT
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eTCsl JIBa pasHbIX ajulelisl OJHOrO reHa, TO FOBOPST O reTepo3uroTHOM HACJEI0BAHUN
ATOTo TeHa. B momymsumm iromeii MOXET CyIIecTBOBaTh OTPOMHOE MHOXKECTBO Ba-
PUAHTOB OJTHOTO aJUIeJisl, XOTSl KaXKIbIi OTAEIbHBINM YeJOBEK HACledyeT TOJIbKO JIBa.
BbenkoBbIie MPOMyKTHI, 00pa3ylonnecs Mpu SKCIIPECCUU BAPUAHTOB OJHOTO M TOTO Xe
reHa, HazbiBatoT mojuMopdamu. [TorMopdHbIe 6K MOTYT pa3indaThes Mo PyHK-
LIMOHATBHON aKTMBHOCTHU. [losiBIeHWe BapMaHTOB ¢ CUJIBHOCHMXKEHHON (PYHKIIMO-
HaJIbHOM aKTHBHOCTBIO WJIM MOJHOCTBIO HEAKTUBHBIX MPUBOAUT K PA3BUTHIO HACJIE-
CTBEeHHBIX 0ose3neii. Tak, meeKT B CTPyKType reHa TMCTHAA3bl, KaTaau3upylomiei
Jle3aMUHUPOBAHUE TMCTUIMHA, BbI3bIBAET HAKOIIJIEHUE 3TOM aMUHOKUCJIOTHI B KPOBU
1 pa3BUTHE HACJIEICTBEHHOU MATOJOTMM — THCTUIAMHEMHH, KOTOpasl IMPOSIBISETCS
HapylLIEHUSIMUA B YMCTBEHHOM M (DU3MUeCKOM pa3BUTUU JaeTeii. Huzkasi akTMBHOCTb
JII000T0 U3 GPEPMEHTOB, YIACTBYIOLIUX B CUHTE3€ MOUYEBMHbBI, COTIPOBOXKIAETCS CUM-
NTOMaMM HaKOIJIEHUSI aMMHaKa B OpraHrn3Me — runepaMMOHHeMHUeii.

MyTtauuu B KOMUSIX T€HOB, U3MEHEHHUE TOJOKEHUSI TEHOB B XPOMOCOME 3a CYeT
peKOMOMHAIIMIA MPUBOASIT K MOSIBJICHWIO HOBBIX T€HOB, KOTOPbIe KOIUPYIOT OEJKH,
POICTBEHHBIE NCXOAHOMY, HO OTJIMYAIOIIMECS OT HETO OIpeneIeHHBIMU CBOMCTBAMMU.
Tak BO3HUKIIM CeMeiiCTBA POACTBEHHBIX 0€JIKOB, HATIPUMEP MUOTJIIOOMH M ITPOTOMeE-
PbI TeMOTJIOOMHA, TPYIIIA MPOTEOTUTUYECKUX (DEPMEHTOB (TPUIICUH, XUMOTPUIICHH,
TJIa3MUH, TPOMOWH U Jp.).

3.9. 06pasoBaHue 6eNKOB UMMYHHOMN CUCTEMDI

MMMyHHas cucTema yesoBeKa BKIIOYAeT MOJIEKYJIbI M KJIETKU, OTBETCTBEHHbIE 32
3allIMTHBIE CBOMCTBA opraHn3Ma. OHM CITOCOOHBI pacmo3HaBaTh U YHUYTOXKATh Y-
JKePOIHBIC MAaKPOMOJIEKYITBI, TTapa3suTapHbIe OPraHU3MBI U MyTaHTHBIE KIeTKH. Oco-
OEHHO pa3HOOOpPa3HO CEMENCTBO MMMYHOTJIOOYIMHOB. Tak, B opraHu3Me Kaxaoro
yejoBeKa 00pa3yeTcsl OKOJIO AecsaT MWUIMOHOB (107) pa3auyHbIX aHTUTEN, KO-
YecTBa 3HAYMTEIBHO OOJIBIIET0, YeEM BCE OCTAJIbHBIE CYIlIeCTBYIOIIME OeaKr. MoHO-
MepBI aHTUTEJI — TOMEHHBIE OeTKH, COCTOAT M3 IBYX MICHTUIHEIX Jerkux (L) u nByx
UIeHTUYHBIX Tskeablx (H) ueneii, coemMHEHHBIX MeXIy co00i AUCYIbOUAHBIMU
cBa3siMU. OHUM UMEIOT Y-00pasHyto (opmy. Jlerkue 1enu BKIIOYAIOT IBa TOMEHA:
oIuH BapuaOebHblil (V|) 1 01uH KoHcTauTHbI|A (C,), a TsKesble: 0OIUH Bapuabesib-
HbI (V) 1 Tpu-4yeTbipe KOHCTaHTHBIX (Cy). PasHOOOpasue aHTUTEN ONpenesnsoT
BapuabesibHble 00JIaCTH, pAacIojoXeHHble Ha N-KOHIE TMOJUMENTUAHBIX Lernei
1 (opMupylollie aKTUBHbIE LEHTPbl 3TUX MOJeKyd. 1o pasauyusm nepBUYHOM
CTpYKTYypbl C-IOMEHOB JIeTKHE 1IeNM TTpUHamIekaT IByM TUIIaM: K M A, a Ha OCHO-
BaHWUM pa3INUMil B CTPYKType KOHCTAHTHBIX 00acTeit H-11ereit, BXOOSIINX B MOHO-
Mepbl, BCe UMMYHOTIJIOOYJUHBI IEJISIT Ha TISITh Kj1accoB (Taou. 3.4).
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MoHoOMepHbIe aHTUTeNa ABYXBAJIEHTHBI, T.€. UMEIOT JiBa LIEHTPa CBSI3bIBAHUS aH-
TureHa. B To ke BpeMs K KaXI0il yy>KepoaHO! MoJIeKysie UK KJIeTKE MOXET MPUCOo-
eIMHUTBCS HECKOJILKO aHTUTEN, TaK KaK aHTUTEH COAEPKUT HECKOJbKO AHTHI€HHBIX
JIeTEPMUHAHT ( y4aCTKOB, K KOTOPBIM 00pa3yloTcsl aHTUTeNa). B pe3ynbsrare Bo3HUKa-
IOT CJIOKHBIE BEICOKOMOJIEKYJISIPHBIE KOMITJIEKCHI, KOTOPBIE BHITIAMAIOT B ocamok. Ha
5TOM OCHOBaHa peaKius NPeMnUTAIIM 17151 OOHAPYKEHUSI aHTUTEHOB COOTBETCTBYIO-
IIUMU aHTUTEeNaMu (puc. 3.26).

Puc. 3.26. CtpoeHne MMMYHOI100y/IMHOB U KOM-
NMJIEKCOB aHTUT€H — aHTUTENO:

a — CTpOeHMne MMMYHOrnodynmHa-moHomepa (H — 1a-
xenble, L — nerkue uenun); N — KOHLEBbIE AOMEHbI H- 1
L-uenen. BaprabenbHble 061acT 06pasdytoT akTUBHbIE
LLEHTPbI;

6 — monekyna lg M, 5 MOHOMEpPOB CBSA3aHbl AUCYNbdUa-
HbIMU CBA3SIMMU;

B — KOMIMJIEKChlI QHTUFE€H — @HTUTENO
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Tabauya 3.4
Knaccbl IMMYHOIIO0Y/IMHOB Ye/l0BEKA
XapakTepuc-
Knace Konuent-
I Tun Crpoenne st B THKA yIJIeBO/I- XapakrepucTuka
g H-nemn Ig < gl:[ . HOIl KOMIIOHEHTbI, kiaacca Ig
P o % ot Mm
IIpoayKT BTOpMYHOIO
4% MMMYHHOTO OTBETa,
0
KyY, WIH 0XO aleHTa
2o Bl np Ux JIAT TUTALEHTap
IgG Y AYs 1000—1700 HBIi1 Gapbep, 3allu-
caxapuaHasi 1ieTb)
111aeT SMOPUOH OT
MHMEKIMit
10% ITpomyKT ceKpeTOpHBIX
(%
JXene3, obecreunBaeT
IgA o Ay 0y)ys 200 (2-4 onurocaxa- ’
. 3aIIUTY SMUATETNAb-
PUIHOM 1IeTIN)
HBIX KJIETOK
[TeHTamepbl, UMEIOT
(i5515) 5 18% 10 aKTHBHBIX LIEHTPOB,
W 5 oyuro- 00ecrneynBaloT epBrY-
IgM " 120 ( ¢ T
(Aoky)s caxapUIHbIX HbIIA IMMYHHBII OTBET
LIeTeit) Ha BUPYCHYIO 1 OaKTe-
PpUATbHYI0 MH(MEKITUN
18 HWrpatot posib
K,0, WIN A & i
(5 onuro- PELENTOPOB
IgD ) 20, 3—4
caxapUIHBIX B-mumdonuron
Herein)
18% CBSI3bIBAIOTCSI C TYYHbI
(%
MU KJIETKaMH 1 6a30-
IgE € K, &, WU (5 onmuro-
duamMu 1 CTaHOBSITCS
A ey 0,05 caxapuaHbIX
. pelenTopaMu aHTUre-
Lerneit)
HOB 9THX KJIETOK

KoMIIeKchl aHTUTEN ¢ aHTUTeHaMU TIOTJIOMIAI0TCs (haroLMTUPYIOITUMUA MaKpo-
(haramu u HeiiTpodUIIaMu, TTOCKOJILKY TTOCTIENHNE UMEIOT pelienTopbl K Fc-obmactn
aHTUTEN, MO0 paclIeIIsIoTCs hepMeHTaMU CUCTEMbI KOMILJIEMEHTA.

OrpoMHOe MHOTOOOpa3ne 6eTKOB MMMYHHOM CHCTEMBI KOTUPYETCS OTpaHWYeH-

HBIM KOJIMYECTBOM FeHETUYECKOIO MaTepuasia, KOTOPhIii 00pa3yeT MHOXKECTBO F€HOB
3a cyeT pekoMOMHauuil U comatudeckux myramuii. B monexyne JIHK otnenbHbie
YYaCTKU MOJUMNENTUAHBIX LeNeii UMMYHOTJIOOYJIMHOB KOIUPYET HA0Op CETMEHTOB.
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Jlerkue (L) wmenu KomupyroTcs TpeMs CcerMeHTamMu: V-BapuaOeIbHBIM,
J-coequnsiomum 1 C-KOHCTaHTHBIM, a Kaxpgas Tspkenas (H) mernb — deThIpbMs
cermeHTamu: V, D — cermeHtom pasHooOpasus, J u C. KonuyectBo V cerMeHTOB
COCTaBJISIET HECKOJIbKO coTeH, D-cerMeHTOB y yenoBeka 15, J-cermeHTOB — 4—35, a
C-cerMeHTOB OT OiHOTO 1J1s1 cemeiicTBa k 10 10 mist C-cerMeHTOB TSIKENbIX LIETIEH.

B 3apojplieBbIX KpPOBETBOPHBIX U BCEX COMAaTUUYECKUX KJIETKaX, HE CUHTE3UPYIO-
IIMX aHTUTEJI, CETMEHTHI, Konupytomue V- u C- nomensl L- u H- memneii, pa3neneHsl
MPOTSKEHHBIMU HYKJIEOTUIHBIMU TOCAEA0BATEAbHOCTIMU. B xome muddepeHuu-
POBKHU KJIETOK-MPEAIIECTBEHHUKOB B 3peJible B-1uMboLnThl MoJIHbIe TeHbl L-lieneit
coOuparoTcs U3 TPEX CErMEHTOB B pe3yjbTraTe OJHON COMaTUUeCKOl peKOMOWHALINU:
onuH u3 300 V-cerMeHTOB nepemMeliiaeTcs B 00J1acTb, HAXOISIIIYI0CS HEMOCPECTBEHHO
rnepes OAHUM U3 MATU J-CerMeHTOB, ¢ oOpa3oBaHUeM cMmellaHHOro VI-ak3oHa. [Tpu
(opmupoBanuu nosHoro reHa H-1ienu nepBoHayajibHO COOMPAETCS CMEIIAaHHbIN K-
30H U3 ABYX J100bIX D- 1 J- cerMeHTOB B mpollecce MepBoil peKoMOMHALIMU. 3aTeM B
Yy4acTOK HeMoCpeaCTBeHHO nepen DJ-3K30HOM nepemelniaeTcst OMiH U3 VH CErMEHTOB
B XOZIe BTOpOII peKOMOMHAIMKM 1 o0pasyercs moaHblil reH H-uermun Ig M (puc. 3.27),
IMOCKOJIBKY K cMelllaHHOMY VHDHJIH-3K30HY, KOAMpPYIOIIEMY BapuaOeabHbIA JOMEeH
H-uenu 6mmxe Bcex Haxomutcss Cp-cerMeHT. [decsath CH-CerMEHTOB KOHCTaHTHOM
00J1acTH coaepxKaT UH(pOpPMaLUIO O CTPOEHUN JOMEHOB 3TOI 00JaCTU 1 OTpeAeIsSIIoT
KJIacChl U MOAKIJIACChl UMMYHOTIOOYIMHOB: Ig M, Ig G, Ig Au T.4.

IlepexioueHre CUHTE3a aHTUTE C OJHOIO KJjacca Ha JAPYroi CONMpoOBOXIAETCS
JIOTIOJTHUTEIbHOM peKOMOMHAaLMe, B Ipoliecce KoTopoil ynansorcss CH cerMeHThI
MEXIy TMOJHBIM FeHOM BapuabeiabHoro gfomMmeHa VHDHIH u CH 001acTbl0 CUHTE3U-
pyeMoro KJjacca.

B 3penbix B-aumMdoiiutax moMMMO peKOMOUHALIMIA TTPOMCXOJAT COMaTUYECKUE
MyTalluu B BapuabesbHbIX yyacTkax H- u L-reHoB UMMYHOTJI00YJIMHOB, YTO JI€JaeT
MHOroo0pa3ue aHTUTE MPaKTUISCKH HeucUYepIiaeMbIM.

3.10. Ucnonb3oBaHue JHK-TexHONnOruM B MeguLMHe

B Hacrosiee BpeMsi MFHTEHCMBHO Pa3BUBAIOTCSI METO/IbI, MTO3BOJISIOLINE BbIACIISITH
TeHbI WJIU UX (pparMeHThl U3 TUTaHTCKuX MosieKya JIHK, monyuars 6osbliioe Koauye-
CTBO KOITMI 3TOTO MaTepuasa 1 UCIOJb30BaTh €ro J1Jisl BbISIBIICHUS:

— MYTalliii B T€HAaXx;

— MH(UIMPOBAHHOCTHY YeloBeKa OaKTeprualbHBIMU UM BUPYCHBIMU 3a00J1€Ba-
HUSIMU;

— HOCUTEJILCTBA MaTOJOTMUECKUX T€HOB, SIBJISIIONIMXCS MPUUYMHON Hacienl-
CTBEHHBIX 0O0JIE3HEM, a TakxKe MIs1 UAeHTU(PUKAIIUY JUIYHOCTU U YCTaHOBJIECHUS
pOJICTBaA.
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Puc. 3.27. O6pasoBanue MPHK, kogupyioLiei ctTpoeHue ogHom ns

H-uenei UMMYHOrnoOyIMHOB.

[eH, KoaVpYyOLLMIA OOHY N3 BO3MOXHbIX TSKENbIX Lienel Ig, obpadyeTcs B pe3ynbrate AByx MNo-
cnepoBaTtesibHbIX PEKOMOMHALMIA, KOTOPbIE 0OBbEANHSIOT CEFrMEHTbI BaprabesibHOro AoMeHa 1
npUoANXKaIOT UX K KOHCTAHTHOMY CerMeHTy. YaaneHue nuHux J CErMeHTOB U MHTPOHOB MPO-
MCXOOUT B X04€ NOCTTPaHCKPUMNLMOHHOM Moandukaumm npe-mMPHK sp — 3k30H, KoaupyoLwmi
CUrHasbHbIV NenTua,

C 9Toli LIeIbI0 U3 TKAaHE M KJIETOK, COAEepKaIuX sapa JIEHKOLMTOB, CIIOHBI,
MoOuu, OMOITATOB, TUCTOJOTUUYECKUX cpe3oB, BbiaeasatoT JJHK u ¢pparmenTupytor
C TIOMOIIbIO TUAPOIUTUYECKUX (DEPMEHTOB — PecTPUKTa3. PecTpuKTasbl y3HAIOT
onpeeIeHHbIe KOPOTKHME MTOCIeI0BaTeIbHOCTU HYKJICOTUIOB (4—6 HYKJICOTUIHBIX
nap) u pacuerisiioT 00e HuTH JJTHK ¢ odpazoBaHrem ABylLIEMOUYEUHBIX («CIEITBIX»)
WIN OJHOLIETIOYEYHBIX («IWMKUX») KOHIOB. KoaumyecTBa Kaxaoro (parmMeHTa
OYE€Hb MaJio, MO3TOMY HYXXHBIH 1S ucciienoBaHUs (hparMeHT MHOTOKPATHO yJBau-
BaloT (aMIUIM(ULIMPYIOT) C TOMOIIIbLIO TToJUuMepa3Hoit enHoi peakiuu (ITHP) nnn
B cocTaBe pekoMbuHaHTHOU JITHK.

PexomonnanTaeie JIHK — JIHK, mocTpoeHHbIE M3 yUaCTKOB pa3HOTO MPOUCXOK/IEC-
Hus. Mx monyyvator cnenyrommm oopazom: [JHK u3 aByx pasHbIX UCTOYHMKOB, Yallle
Bcero JIHK uyenoseka m JIHK mmazmuasl (HeOGosmbImx KojbleBbix Mojekyn JHK,
CMOCOOHBIX aBTOHOMHO PEIUIMILIMPOBAThCS B OaKTepUaIbHBIX KJIETKaX), WIM BUpYyca,
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Puc. 3.28. Cxema knoHupoBaHusa AHK B 6akTepuanbHbIX KneTKax:

1 — OHK yenoseka n Bupyca, ABAAOLLEFOCA BEKTOPOM, PaCLLEMASIOT C NMOMOLLBIO OOAHON U
TO Xe pecTpukTasbl, 06pasyioLLeli GparMeHTbl C <IUMKUMU» KOHLLAMU;

2 — dparmMeHTbl 06bLEANHSIOTCSA 32 CHET KOMMIEMEHTAPHOIro B3aMMOAENCTBUS a30TUCTbIX
OCHOBaHuM 1 clumBatoTca AHK-nurasoi;

3 — nonyyaioT BMPYChI, B COCTaB KOTOPbIX BXOAAT pekoMOuHaHTHble AHK, o6pa3oBaHHble JHK
BUPYCa 1 reHamu YenloBeka, UMy TpaHCHOPMUPYIOT BakTepuanbHbIe KNETKN;

4 — B npouecce pocta TPaHCHOPMUPOBAHHbIX KIIETOK MOJyHatoT 3HAYUTESIbHBIE KOIMYECTBA
reHeTn4ecKkoro Marepmana YenoBeka
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(bparMeHTUPYIOT OMHOI U TOM Xe PECTPUKTA30il ¢ 00pa30BaHUEM «IUIKUX» KOHIIOB
(puc. 3.28). ITocne neHaTypauuy MOJIEKY/I HarpeBaHUEM U ITOCIEAYIOIIero MeIJIeHHO-
ro oxyaxjaeHus («otxxura») JIHK peHatuBupyeT, © Hapsity ¢ MICXOAHBIMU MOJIEKYJIa-
MM 32 CUET «JIUIKUX» KOHIIOB MOJYYal0TCs PEKOMOMHAHTHBIE MOJIEKYJIbI, COCTOSIIINE
n3 ydyactkoB JIHK uenoBeka u mnasmuabsl (Bupyca). DTu yyactku ciumbator JHK-
JIUra3oi, ¥ TMOPUIHYIO TUIa3MUIy (BUPYC) BBOIAT B OaKTepuaibHbIe KJIETKU. [1pu BbI-
paIMBaHUM TPaHC(HOPMHUPOBAHHBIX OAKTEPUIA B KYIBTYPE IKCIIPECCUPYIOTCS «IyKHe»
TeHbI, U U3 OaKTepUaIbHON MacChl MOXKHO MOJYYUTh 3HAUUTEbHbIC KOJIUYECTBA MHTE-
pecytomeit Hac JIHK, MPHK u Genka.

st monyuenust pekomomHaHTHBIX [JJHK kpome ¢pparmenros JIHK, BeiaeneHHBIX
M3 KJIETOK TKaHel, ucrnonb3yioT JJHK, cuHTe3MpoBaHHYIO ¢ MOMOIIbIO 0OpaTHOI
tpanckpunTasbl Wi PHK-3aBucumoii JIHK-mmommmepaspl. @epMeHT 110 IPUHIIATTY
KoMITIeMeHTapHocTu KaTtanu3upyeT cuHTe3 JHK u3 dernipex tHT® Ha matpuie
MPHK. ITponykr peakuun — JIHK, He cogepxaliasi ”HTPOHOB, B OTJIMYME OT y4acT-
koB JIHK u3 simepHOro marepuasa KJIeTOK 3YKapuOTOB.

®parmenTsl JIHK 11nHOI B HECKOJIBKO COTEH HYKJICOTUAHBIX AP MOXKHO aMILIN-
(unmposats ¢ nomotiblo TP B ycioBusix in vitro (B mpodupke). st mpoBeaeHust
IT1IP Hy>XHO 3HATh HYKJICOTUIHYIO MOCAEA0BATEILHOCTh KOHIIEBBIX YYaCTKOB (hpar-
MeHTa. B COOTBETCTBUM C 3TUM XMUMUUYECKUM MyTEM CUHTE3UPYIOT ABa MpaliMepa —
OITHOLIETIOYEYHBIX OJIMTOC30KCUHYKICOTUIA, COCTOSIIMX U3 15—30 HYKJICOTUAOB, U
KOMILJIEMEHTApHBIX 3’ -KOHIIaM 00eux HuTeit Konupyemoit [JIHK-marpuiisl.

Peak1imoHHasi cMech /1S MOJyYeHUsI KOMUIA CONEePKUT:

— matpuny — JIHK, BbelneneHHy10 U3 McciieayeMoro oopasiia;

— cybocrpartbl — 4-¢ THT®,;

— (epmeHT — TepmocTadmibHylo JIHK-nonumepasy (Taq- nmoaumepasy);

— J1Ba mpaiimMepa;

— Oydep 11 co3gaHus onTuMaabHoro pH 1 nonsr Mg2 *+ | apistonuecst KopaKTo-
pom Tag-noaumepassl;

[Ipaitmepsl orpannumBaioT yuyactok JJHK, KoTopslit 1omkKeH OBITh aMILIA(UIII-
poBaH. Kaxaplit iuki moaydeHust konuii JIHK BktoyaeT Tpu craauu:

e TUIABJICHME: PEAKLIMOHHYIO cMech HarpeBaioT 10 90—95°, IHK neHaTtypupyer,

00pa3yst OHOLIETTOYEYHbIC HUTH;

e rubpuauzanuio JHK ¢ mpaitmepamu: Temiepartypy cHuxawT 10 50—60° u
MpaiiMepbl KOMILIEMEHTApHO CBsi3bIBatoTCs ¢ HUTAMu JHK;

e DJIOHTaIMa: npucoeanHeHue Taq- mojmuMepasbl K 3'-KOHIIAM MpaiMepoB U
cunre3 JIHK B HanpaBiaeHuu ot 5'- K 3'-koH1y KomriemeHtapHo JJHK-mat-
pule.

ITpoiiecc aBTOMATH3UPOBAH, MTPOBOAUTCS B MPUOOpEe — NMKIU3ATOPE WU aMu-
mudukatope JTHK, koTtophlii mo3BoJisieT 3agaBaTh HYy)KHOE KOJIUYECTBO LIUKIOB U
OITHMMAaJIbHbIE BpeMEHHbBIE U TeMIepaTypHble napaMeTphl. 3a 25—30 [UKIIOB CUHTE-
3UPYyeTCsT HECKOJBKO MUJUIMOHOB Komnuii (puc. 3.29).
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Puc. 3.29. MNonnmepasHaga uenHasa peakuus.

[Mpalimepbl — NOJly4EHHbIE XMUYECKMM CUHTE30M OJIUroAe30KCUPUOOHYKNEeoTUAbI.
Crapusa 1 n 2 — HarpeBaHue 0o 90-95%n geHatypauuna OHK, oxnaxaeHve no 50-600

1 KOMMneMeHTapHoe cea3biBaHme HK ¢ npanmepamun

Craausa 3 — a/10Hraumsi npaiMepoe ¢ yyactvem Tag-nonnmepassl u gAT®, ol Td, aTTd
1 oLLTD npu Temnepatype ~700

95
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Wcnonb3yst ykazaHHblie TexHosoruu v JIHK-KoHCTpyKIIMK, periaroTcsi He TOJIbKO
paHee MepeuyrcaeHHBIEC 3a1a4u, HO TaKXe:

— BBIpAIIUBAIOTCS MOAU(ULINPOBAHHBIE MUKPOOPIaHU3MbI KaK ITPOIYLIEHTHI FOp-
MOHOB (MHCYJIMHA, TOPMOHA pOCcTa, COMaTOCTaTHHA U Jp.), OMOJIOTrMYeCK aKTUBHBIX
NenTuaoB, (aKTOPOB, YIACTBYIOIINX B CBEPThIBAHUMN KPOBHU;

— CO3/1aI0TCsI HOBBIE BUIbI PACTEHUI 1 SKUBOTHBIX

— TIBITAIOTCS JICUUTh HACJAEACTBEHHbIE 0OJIE3HU MyTeM BBEJACHMS B KJIETKW T€HOB,
KOTOpBbIE Y TIALIMEHTOB yTpayeHbl WK AedeKTHBI. {1 3TuX 1eseii Bce yalie UCroJib-
3YIOT MOJUMEPHBIE HOCUTEIM — HAHOYACTHUIBI, OCYIIECTBIISIONINE HAIIPABICHHYIO
JIOCTAaBKY HEOOXOMMbIX KOMITOHEHTOB B MOBPEXIEHHbIE OPTaHbl U TKAHMU.



Pazoen

buojiornueckue MeMOpPaHbI

Bce xuBbBIe KIETKU OTAEIEHBI OT OKPYXaIoIIel cpelbl TOBEPXHOCTHIO, Ha3bIBaC-
MOI1 KJIeTOYHOI MeMOpaHoii. Kpome Toro, 1151 3yKapruoTOB XapaKTepHO 00pa3oBaHue
BHYTPH KJIETOK KOMIIapTMEHTOB. OHU MpeACTaBIEHbBI PSAOM CYOKJIETOUHbBIX OpraHesul,
OrpaHWYEHHbIX MeMOpaHaMu, HalpUMep AP0 U MUTOXOHApUU. MeMOpaHbl Mpe-
CTaBJISIIOT COOOI HEe TOIBKO CTATMYECKU OPTaHU30BaHHbIE MOBEPXHOCTU pasiena, HO
1 BKJIIOYAIOT aKTUBHbIE OMOXMMUYECKUE CUCTEMbI, OTBEYaIOIIIME 32 TAKHUE TTPOLIECCHI,
KakK M30MpaTeIbHbIN TPAHCIIOPT BEIIECTB BHYTPb U HAPYXY KJIETKH, CBSI3bIBAHUE TOP-
MOHOB U JIPYTUX PETyJSITOPHBIX MOJIEKYJI, MpOTeKaHue (pepMEHTATUBHBIX peaKIIuid,
rnepegaya UMIMYJIbCOB HEPBHOM cucTeMbl U T.A. (puc. 4.1). CyllecTBYIOT pa3inuyHble
TUITBI MeMOpaH, OTIIMYAIOIIUECS ITO BBITTOTHSAEMBIM (YHKIUAM. OYHKIINT MeMOpaH
00YCJIOBJIEHBI UX CTPOCHUEM.

Puc. 4.1. ®dyHkunu memopaH

o
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XuMUYyecKuu cocraB

MeMOpaHbI COCTOSIT U3 JTUITUIHBIX ¥ OETKOBBIX MOJIEKYJI, OTHOCUTETHLHOE KOJIH-
YeCTBO KOTOPBIX Bapbupyet (ot 1/5 — Genok + 4/5 — nunuabr no 3/4 — Oelok +
1/4 — nununbl) y pa3HbIXx MeMOpaH. YIeBoabl coaepxkarcs B (popMe MIMKOIPOTeU -
HOB, TJIUKOJIUTIUAOB U cocTaBisioT 0,5—10% BeriecTBa MeMOpaHBI.

Jlunupbl membpaH

OcCHOBHasI 4acTh JIMIIUIOB B MeMOpaHax mpeacTaBieHa GochoIunmaaMu, TITNKO-
JIMIIMAAMU 1 XoJiecteposioM. CTpoeHre 3TUX JTUIUIOB IIpeacTaBieHo Ha puc. 4.2. JIn-

=
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Puc. 4.2. CTpoeHue HEKOTOpPbIX IMNUA0B, BXOASALMX B MEMOpPaHbI
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MUkl MEMOPAH UMEIOT B CTPYKTYPE JIBE YACTU: HEMOJISIPHbIN THAPOGMOOHBIN «XBOCT»
1 TIOJISIPHYIO TUAPOMUILHYIO «TOJIOBY». TaKyio ABONCTBEHHYIO IPUPOAY COCTUHEHMI
Ha3bIBaloT aMpumibHOi. JInnmuasl MeMOpaH 00pa3yloT ABYXCIOMHYIO CTPYKTYDY.
Kaxnplit 0l COCTOMT U3 CIIOXKHBIX MOJIEKYJI TUITUIOB, PACTIONOXKEHHBIX TAKUM 00-
pa3oM, YTO HeMOJISIpHbIE TUAPOGOOHbBIE «XBOCTBI» HAXOASTCI B TECHOM KOHTAKTE APYT
¢ npyroM. Tak e KOHTaKTUPYIOT TUAPODUIbHBIC YacTU MOJeKya. Bce Bzaumoneii-
CTBUSI UMEIOT HEKOBAJICHTHBIN XapakTep. JIBa MOHOCIIOSI OPUEHTUPYIOTCS «XBOCT K
XBOCTY», TaK, YTO 00pa3ytollasicsi CTPYKTypa JBOMHOTIO CJI0SI UMeeT BHYTPEHHIOI He-
TOJISIPHYIO YacTh M B TOJISIpHBIE TTOBEPXHOCTU. bekun MemMOpaH BKIIIOUEHBI B JV-
MUIHBINA OMCIION TpeMsl cItoco0aMu:

1) cBs3aHbI ¢ TUAPODUIBHON MOBEPXHOCTHIO JIUITUIHOTO OUCIOS] — MOBEPXHOCT-

HbIe MeMOpaHHbIe OCIKU;

2) MOTrpyXeHbl B r’uaApodoOHYyI0 00J1aCTh OMCIION;

3) IpoOHM3BIBAIOT MEMOpaHy — MHTETrpaJibHble MEMOpaHHbIE OCJIKMU.

[ToBepXHOCTHBIE OEJKM CBOMMM TMAPOMPUILHBIMU paauKalaMi aMUHOKHCIIOT B3a-
MMOJEUCTBYIOT HEKOBAJICHTHBIMU CBSI3SIMU C TUAPOMDWIBHBIMU TPYIIIIAMU JATTMIHOTO
oucios. UHTerpajabHble OEJIKM pa3iuvaroTcsl 1Mo CTENeHU MOrPYyKeHHOCTU B IMAPO-
¢GoOHy10 yacTh 0ucaosi. OHM MOTYT pacriojlaraTbCsl BHYTPU MeMOpaHbl 1 YaCTUYHO
MOTPYKAThCs B MEMOpaHy JIn0OO MPOIIMBaTh MEMOpaHy HaCKBO3b. BHyTprMeMOpaH-
Hasl 4aCTh MHTErpaJIbHbIX OCIKOB CONEPKUT OOJIbIIOE KOJUUECTBO aMUHOKHUCIOT C
ruapooOHBIMU paguKajdaMHu, KOTOpble 00ecneyrBaloT ruapodoOHOoe B3auMOAeii-
CTBUE C JUnuaaMu MmeMOpaH. [apohoOHbIe B3auMOAEACTBUSI MOIEPKUBAIOT OIpe-
JIeJICHHYIO OpHeHTaluio 0eJKoB B MeMmOpaHe. [uapoduibHast BeICTyHaloIIasl 4acTh
0esKa He MOXET MepeMeCTUThCS B TUAPOGOOHBIM cioil. YacTh MeMOpaHHbBIX OETKOB
KOBAJIEHTHO CBSI3aHbI C MOHOCAXapUAHBIMU OCTaTKaMU WJIU OJIMTOCaXapUIHBIMU 1ie-
MSIMU U TIPEACTaBIISIIOT cOO0M TamMKonpoTeuHbl. [TpuMepsl pacnosioxkeHus 0eJIKOB U
JIMTIUJIOB B MeMOpaHe MpeacTaBieHbl Ha puc. 4.3.

AcummeTpua membpaH

XOTs1 KaxkIblii MOHOCJION 00pa3oBaH U3 JIMIIUAO0B, OPUEHTUPOBAHHBIX OJMHAKO-
BbIM 00pa3oM, TeM He MeHee JUMUAHBII cOCTaB MOHOCIOEB pasinuyeH. Hampumep,
B ITa3MaTUYEeCKON MeMOpaHe 3pUTPOLUTOB (hoCHATHIUIXOJINHBI MPeodIagaloT B
HapyXHOM cJjioe, a ochaTuINICepUHbl — BO BHYTPEHHEM CJioe MeMOpaHbl. YTje-
BOIHBIC YaCTH OEJIKOB M JIMTTMAOB PAcIoaraloTcsl Ha Hapy>KHOM YacTh MeMOpaHBI.
Kpome Toro, moBepXxHOCTU MeMOpaHbl OTJIMYAIOTCS MO cocTaBy 0ekoB. CTeneHb Ta-
KOI acCMMMETPUU MeMOpaH pa3iuvHa y pa3HbIX TUTIOB MeMOpaH U MOXKET MEHSIThCS B
TIpolIecce XXKU3HEASSITeTbHOCTH KIICTKH U €€ CTApSHMUS.

KecTkocTh 1 TeKyuyecTb MeMOpaH Takxke 3aBUCST OT ee cocTaBa. [loBbIlIeHHAs
JKECTKOCTh OOYCIaBIMBACTCS YBEIWUYEHUEM COOTHOIICHMST HACBHIIIEHHBIX K HEHa-
CBHIILIEHHBIM XUPHBIM KUCJIOTaM B cocTaBe (pochonunuaoB, a Takxke XojJecTepoa.
dusnyeckue CBOMCTBA MeMOpaH 3aBUCSIT OT PACITOJOXEHUSI OCJIKOB B JTUITUIHOM
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Puc. 4.3. CTpykTypa nnazmartm4ecko memOpaHbl

cioe. JIunuabl MemMOpaH crnocoOHBI K audg Gy3un B Ipeaeiax Caos MmapaieabHO
MoBepXHOCTU MeMOpaHbl (JlaTepaibHas auddysusi). [ToBepXHOCTHbBIE OEIKU TOXe
CcocoOHBI K JaTtepaibHoil nuddysuu. Ilonepeunas nuddysus B MeMOpaHax CUIb-
HO OrpaHUYeHa.

MeM6paHHbIN TpaHCnOpT

TpaHcropT BelllecTB BHYTPh M HAPYKY KJIETKU, a TAKKE MEXKIY LIMTOIUIa3MOI U pa3-
JIMYHBIMU CYOKJICTOYHBIMU OpraHe/yiaMy (MUTOXOHIPUSIMU, SIIPOM U T.1.) o0ecreunBa-
eTcst MemOpaHamu. Eciii 661 MeMOpaHbl ObUTH TJIYXMM 0apbepoM, TO BHYTPUKIIETOUHOE
MPOCTPAHCTBO OKAa3aJ0Ch Obl HEMOCTYIMHBIM JJIsI MTUTATEIbHBIX BEIIECTB, a MPOIYKThI
SKU3HEESITeTbHOCTH HE MOTJTH ObI OBITh YIaJIeHbI U3 KJIETKHU. B TO 3ke BpeMs npy MoJTHO
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MPOHULIAEMOCTH ObLITO Obl HEBO3MOXXHO HAKOTLIEHUE OMpe/ie/ICHHBIX BEILIECTB B KJIETKE.
TpaHcOpTHBIE CBOICTBA MEMOpPaHbI XapaKTepU3YyIOTCsl TIOYIIPOHUIIAEMOCTBIO: HEKO-
TOpbIE COEIMHEHMSI MOTYT IIPOHUKATD Uepe3 Hee, a Apyrue — Het (puc. 4.4).

OnHa M3 raBHbIX QYHKIMI MeMOpaH — peryJsiius nepeHoca BelecTB. Cyle-
CTBYIOT JiBa CIioco0a IMepeHoca BellleCTB yepe3 MeMOpaHy: MacCUBHbIN (A) U aKTUB-
sl (b) Tpancnopt (puc. 4.5).

Puc. 4.4. MNpoHnuaemMocTb MeMOpaH AJis Pa3J/InyHbIX BELLECTB
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Puc. 4.5. TpaHCnoOpT BeLLecTB Yepe3 MeMOpaHbI

IMTaccuBnbiii Tpancnopt. Eciiu BeliecTBO ABMXKETCS yepe3 MeMOpaHy M3 00J1acTU ¢
BBICOKOM KOHIIEHTpALIMEei B CTOPOHY HU3KOI KOHIIEHTpaLMH (T.€. I10 TPaglueHTy KOH-
LIEHTpALIM ¥ 3TOT0 BellleCcTBa) 03 3aTpaThl KIETKON SHEPTUHU, TO TAKON TPaHCIIOPT Ha-
3bIBAeTCS MaCCUBHBIM, UK auddysueii. PaznuuaroT nBa Tuna auddy3un: NpocTyo
U 00JICTYEHHYIO.

IIpoctaa nuddysua xapaktepHa W1 HeOGONBIINX HEUTpanbHBIX Mosnekyn (H,0,
CO,, 0,), a Takxe THaAPOOOOHBIX HU3KOMOJIEKYJISIPHBIX OPTAHUYECKUX BELIECTB. DTU
MOJIEKYJIBI MOTYT IPOXOIUTh 0€3 KaKOro-Jubo B3aMMOIEHCTBUS C MeMOpaHHBIMU
OeJiKaMM depe3 Mopbl WM KaHaJlbl MeMOpaHBI JO TeX Top, MoKa OyIeT COXpaHSIThCS
rpagueHT KOHLIEHTpaLUU.

Oobaeryennas nuddysus xapakTepHa 1151 TUAPODUIBHBIX MOJIEKYJ, KOTOPhIE Te-
peHOCATCS Yepe3 MeMOpaHy TakKe 10 TPaIreHTy KOHIIEHTPAIIMU, HO C TIOMOIIIBIO
crnenuaabHbIX MeMOpPaHHBIX OEJIKOB-TIEpeHOCUMKOB. 1151 ob0eryeHHoM nuddy3nn
B OTJIMYME OT MPOCTOM nudy3num xapakTepHa BbICOKasi U30MpPaTeIbHOCTh, TaK KakK
0eJIOK-TIepEHOCUMK UMEET LIEHTP CBA3bIBAHUS, KOMIUIEMEHTAPHBIN TPAHCIIOPTUPY-
€MOMY BeIIIECTBY, U MEPEHOC COMPOBOXAAETCS KOH(MOPMALMOHHBIMU U3MEHEHUSI -
MU Oesika. OJMH U3 BO3MOXHBIX MEXaHU3MOB 00JierdeHHON UM dy3un MOXKeT ObITh
CJIEMYIONINM: TPaHCTIOPTHBIN OeJIoK (TpaHClIOKa3a) CBS3BIBACT BEIECTBO, 3aTeM
cOMMXKaeTcs C IIPOTUBOIIOJIOXHON CTOPOHOIT MeMOpaHbI, 0CBOOOXKIAET 3TO Belle-
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CTBO, IPMHUMAET UCXOAHYIO KOH(OPMAIIUIO 1 BHOBL TOTOB BBITIOJIHSTH TPAHCIIOPT-
HYI0 QYHKLMIO. Majon3BEeCTHO O TOM, KaK OCYIIECTBIISIETCS MepeaIBIKEHIIE CaMOTO
oenka. [Ipyroii BO3MOXHBIN MeXaHU3M IIepeHOCa IIpearnojaraeT yyacThue HeCKOIb-
KX OEJIKOB-TIEPEeHOCUYMKOB. B 3TOM ciiydyae mepBoHavYajabHO CBSI3aHHOE COEIMHE-
HME CaMO NEPEXOIUT OT OAHOIO OeJIKa K APYroMy, [IOCIEA0BATEIBHO CBI3bIBASICh TO
C OTHUM, TO C APYTUM OEJIKOM, MOKa HE OKaXETCs Ha IMPOTUBOIIOJIOXHON CTOPOHE
MeMOpaHHI.

AKTHMBHBII TPAaHCHOPT MMEET MECTO B TOM CJIydae, KOIJa IIepeHOC OCYIIEeCTBIISI-
€TCs MIPOTUB IpadreHTa KOHILEHTpaluu. Takoil rmepeHoc TpeOyeT 3aTpaThl SHEPTUN
KJIETKOM. AKTUBHBIN TPAHCIIOPT CIIYXUT JIJIsI HAKOIUIEHUS BEIECTB BHYTPU KJIETKU.
Hcrounukom sHepruu yacto sasisgercsd ATD. [t akTMBHOTO TpaHCIIOpTa KPOMeE MC-
TOYHMKA SHEPTUU HEOOXOAMMO ydyacTue MeMOpaHHbIX 0eakoB. OIHa M3 aKTUBHBIX
TPAHCIOPTHBIX CUCTEM B KJI€TKE XXMBOTHBIX OTBeUaeT 3a rnepeHoc moHoB Na™ u K+
yepes KJIETOUHYI0 MeMOpaHy. Ota cuctema HasbiBaeTcs Nat, K — Hacoc. OHa oTBe-
YyaeT 3a MoJAepKaH1e COCTaBa BHYTPUKIIETOYHON Cpelibl, B KOTOPOIl KOHLIEHTPALIMS
K+ Brimre, yem Na* (puc. 4.6).

IpagueHT KOHLIEHTpaLMX KaJlus U HATpUs MOMAIePKUBAETCs IyTeM IepeHoca K+
BHYTPb KJIeTKH, a Na™ Hapyxy. O0a TpaHCcHopTa IPOUCXOIST TPOTUB TPaJUeHTa KOH-
neHTpaunu. Takoe pacripee/ieHre MOHOB OITpeIesIsieT CoepKaHe BOIbI B KJIETKAX,
BO30YyIMMOCTb HEPBHBIX KJIETOK M KJIETOK MBLIIIL M APYryMe CBOMCTBAa HOPMaJbHBIX
kieTok. Nat, K* —Hacoc nipeacTasisieT co0oii 6e10K — TpaHcnopTHyo AT®azy. Mo-

Puc. 4.6. Mexanuam geiicteusa Na*, Kt-ATdasbl
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JIeKyJia 3Toro (pepMeHTa SIBJISIETCS] OJTMTOMEPOM U TTPOHU3BIBAET MeMOpaHy. 3a 1oJ-
HBIN 1IMKJ pabOThl HAcOCa U3 KJIETKU B MEXKJIETOUHOE BEIIECTBO MEPEHOCITCS TPU
noHa Na't, a B oOpaTHOM HalpaBieHMM — ABa moHa K*. Ilpu aToM mcmosnb3yercs
sHeprust MosieKyinbl AT®. TpancnoptHas AT®a3a B 3TOM cllyuyae UMeeT LIEHTPhI CBSI-
3pIBaHUS U151 000UX BellecTB (puc. 4.4).

CyllecTBYIOT TPAaHCMOPTHBIE CUCTEMBI ISl TlepeHoca MOHOB Kanbuus (CaZt-
AT®-a3w1), npoTtoHHble Hacockl (HY-AT®as3wl) u ap. Hepeako mepeHoc BelecTs
OCYIIIECTBJISIETCS] TI0 MEXaHU3MY BTOPMUYHOTO aKTHUBHOTO TPpaHCIOPTA 3a CUET CUM-
TopTa WJIM aHTUTIOPTA ABYX BemlecTB. CUMITOPT — 3TO aKTUBHBINM IepeHOC Bellle-
CTBa yepe3 MeMOpaHy, OCYIIEeCTBISIEMbI 3a CUET SHEPTUM TpaareHTa KOHIICHTpa-
1LIMM JPYTOTO BEIIEeCTBA, KOTOPbIN ABUXKETCS MO IPaIMEHTY KOHLIEHTPAllUU. AHTHU-
MOpT — 3TO TepeMellleHUe BelllecTBa MPOTUB I'paJueHTa CBOell KOHLEHTpalUH.
[Tpu 3TOM Apyroe BELIECTBO IBUXETCS B MIPOTUBOIOJI0XHOM HampaBJeHUU T10 Ipa-
IUEeHTY KOHIEeHTpauu. CUMITOPT ¥ aHTUITOPT MOTYT IPOUCXOAUTH TIPU BCAChIBa-
HUW aMAHOKHUCJIOT M3 KUIIIEYHNKA U peadCcopOIINK TIIIOKO3bI U3 IMTePBUIHON MOYM.
[1pu 5TOM MCTTONB3YeTCS SHEPIUs TpaaueHTa KOHIIEHTpalnu HoHOB Na*, co3naBae-
moro Na*,K+- AT®a30ii.



Pazoen

OO0mue acnexkThl peryJsuum

MeTaboyn3M IMpeacTaBIseT co00K COBOKYITHOCTb BCEX XMMUUYECKMX peaklMid,
MPOUCXOISIIINX B opraHu3Me. 1o TepMUHOM MeTa0OJIMYECKHid MYTh [TOIpa3yMe-
BaeTCs IOCNIeI0BATEIbHOCTh PEaKIUil, MPUBOALAIINX K 00pa30BaHUIO OIpeIeIeH-
Horo npoaykTa. CoennMHeHMs1, o0pa3ywlIuecs B Xoje MpeBpallleHnii, Ha3bIBalOTCSI
MeTaboaMTamMH. V3ydyeHue OTAeNbHbBIX MyTell BbIACISIOT 1151 yioocTBa. B neiicTBu-
TEJIbHOCTU METAa00IMUYeCcKue MyTU CBSI3aHbl MEXIY CO0O0I B CeTH OOLIMMU MpOMe-
KYTOYHBIMU MPOAYKTaMU U HEOOXOAMMOCTBIO 0OpalleHus KohepMeHTOB. B keTke
KO epMEeHThI IPUCYTCTBYIOT B HU3KUX (PUKCUPOBAHHBIX KOHLIEHTPALUSIX, TTO3TOMY
IJ1s1 QYHKIMOHUPOBAHUSI METa00IMUECKUX MyTeil HeoOXoaruMa X MMOCTOSTHHASI pe-
reHepauus (puc. 5.1).
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Puc. 5.1. O6beguHeHue MeTabonuyeckux nyreii B MeTabosiM4ecKylo ceTb
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AHa0om3M U KaradomsMm. B MeTabom3aMe MOXHO BBIICIUTH ITyTH aHAOOIM3Ma,
KOTOpHBIe TpeIHa3HauYeHbI UIsI OMOCMHTE30B, W TYTH KaTabOoJM3Ma, KOTOpPhIe BEOyT K
pacIIIeIIeHUIO CJIOKHBIX MOJIEKYJ. XOTs KaTaboJIMJecKre W aHaOOIMYeCKHe IyTH BO
MHOTOM pa3IMJaroTCcsI, OHM TeCHO CBSI3aHBI IPYT ¢ npyroM. CBI3b MEXIy HUMU 00e-
CIIEYMBAET ONTUMAaJIbHBIN ypoBeHb MeTabomu3Ma. KaTaboam3m 1 aHaboJIM3M — 3TO CO-
MPSTKEHHBIE B3aUMOIOTIOTHSIOININE TIPOLIECCHI.

Oneprus U MeTadom3M. KuBbIe CUCTeMBbl TPEOYIOT TTOCTOSTHHOTO TTPUTOKA SHEPTUU
JUTSI CBOEH >KM3HEAeSITeIbHOCTU. B OTCYTCTBME SHEPTUHM KJIETKY MOXKHO CPaBHUTh C He-
paboTaromeit MammHoi. 2KU3Hb, pOCT, LIEJIOCTHOCTD KJIETKW 3aBUCT OT IMHUILH HE TOJIb-
KO KaK MCTOYHHMKA Yyrjaepoaa, a3oTa, poccopa 1 Ipyrux HeoOXOAUMBIX 3JIEMEHTOB, HO
TaKKe KaK MICTOUHNKA SHEPTHM.

Ponb AT®

ITporiecchl, mpoTekalolye ¢ MoTpedJeHeM U BbIAEIEHUEM 3HEPIuu, CBSI3aHbI
Mexy coboii. LleHTpajibHyIO poJib B 3TOi1 B3aMMOCBSI31 BbINOIHSIET AT® — ocHOB-
HOE BBICOKOOHEPIreTHUYeCKoe coeqnHeHre KieTK. Poib AT® B KIeTOYHOI 3Hepre-
TUKE MOXHO OIPEACIUTD CISTYIOIIUM 00pa3oM:

— XMMUYEecKasi 93Heprusi, ocBodoXIaemas B rpoiiecce Karabosuszma, 3arnacaercst
nyteM pochopmmmpoBanust AP ¢ obpazoBannem ATD;

— osHeprust AT® 3aTeM UCIONb3yeTCs 3a CYET paCIIEITICHUST MaKPO3PTUUECKHUX
cBs3eit AT® B xoze SHACPTOHNIECKUX PeaKInii CUHTe3a U APYTUX MPOIIECCOB, Tpe-
OyIOIIMX 3aTpaT d9HEPTUM, HAIIPUMEP aKTUBHOTIO TpaHcIopTa (puc. 5.2).

AT® yacto paccMaTpuBaeTcsl Kak dHepreTuyeckas BajaioTa. BaxkHO MoOHUMATh,
yto AT® — 3T0 HE BUJ BHEpruu, a hopmMa 3aracaHusl SHEPTUU, IoaydaeMasi IIpu Jie-
rpagamnuu CJIoXHbIX MoJeKyl. [Tpumep peumpkynsuuu AT® npuBeneH Ha puc. 5.3.

KATABOJIU3M AHABOJIN3M
Peaxun Peakuuu
Knerounsie
[Mumiebie | PACWEIICHUA | [[poMeEKyTOUHBIE CHHTE3a YIIEBOJIBI
MPOJLYKTEI MeTaboIUThI e
benku
Hyxnennossie
KHCIIOThI
DHeprus Oneprus AKTHUBHBIA TPAaHCHIOPT
yepe3 MeMOpaHbl U
JIpyrue MpoLecchl
Al T > ATO l > AIO(AMD)
Pi Pi(PPi)

Puc. 5.2. Ponb AT® B 6U03HepreTuke
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Puc. 5.3. Ctpyktypa n peumpkynauua AT

Perynauus metabonusma. 06ume acneKkrbl

Cpenu MHOTMX (hepMEHTOB, 00eCIIeYrBaloLIUX MPOTeKaHWe TOrO UM MHOTO MeTabo-
JIMYECKOTO MYTU CO CKOPOCThIO, HEOOXOAUMOM ISl YIOBIECTBOPEHUS (DU3UOJIOTMUECKUX
MOTPEeOHOCTE OopraHu3Ma, TOJbKO HEKOTOPhIE UTPAIOT KJIIOUEBYIO POJIb B PEry/IsILIUU.
DT0, BO-TIEPBBIX, KaK MpaBuiIo, GepMEHThI OMHON M3 HAYaJIbHBIX CTAAUH 1IETIH MPeBpa-
ILIEHNUIA, 00s13aTeJIbHO HeoOpaTuMoii. Bo-BTOpBIX, peryisaTopHoil (hyHKIIME! 4acTo Ha-
JieJieHbI (DepMEHTHI, HAXOMSIIECS B TOYKAX Pa3BETBICHMUS META0OIMIECKIX Ty TeA.
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Kpowme Toro, peryasiTopHbie (DepMEHTBI YaCTO KaTaau3UPYIOT CaMble MeIJIEHHbIE
(IMMUTHUPYIOLIKE) CTAIUM METa0OJIUYECKOTO MYyTU. AKTUBHOCTh (PEPMEHTOB B DTUX
KJTIOUEBBIX TOUKAX OMpenessieT CKOPOCTh MeTaboa1M3Ma U MOXET PeryIupoBaThcs B
OCHOBHOM TpeMsI CIIoco0aMu.

Anocrepuyeckasi peryisiusi KJao4yeBbIX (epMEeHTOB MO3BOJISIET MOJYYUTh HEME/I -
JIEHHBIN OTBET KJIETKM Ha U3MEHEHUSI YCJIOBUU Cpelibl, BhIpaKaroluecs B U3MEHEHU N
KOHIIEHTpALMK TTPOMEXKYTOUYHBIX ITPOIYKTOB UK KoepmeHTOB. Hanpumep, yBenunue-
HUE TOTpeOHOCTH KiieTKU B AT® mpuBOAUT K MOBBIIIEHNIO CKOPOCTH TJIMKOJIN3a B Mbl-
LIEYHBIX KJIeTKaX. DHEPreTUYECKM 3armac KJIETKU ONpeAessieTcsl KaK OTHOILIEHUE:

UL[AIDP] + [ATD]
[AM®] + [AJID] + [ATD]

CkopocTb KaTaboJin3Ma III0KO03bl 00paTHO MPOIIOPIMOHAIbHA Y9HEPIeTUIECKOMY
3aracy KJIeTKH BCIEICTBHE TTPOTUBOIIOI0XHOCTH BIMAHUSI AP + AMD umu ATO
Ha peryisiTopHble (DepMEHTHI TJMKOIM3a. AJTocTepruueckasi peryisitus ¢hbepMeHTOB
SIBJISIETCSI OCHOBHBIM CITOCOOOM PETYJISIIUU META00JINUYECKUX Ty Tei.

OTpunarenbHas 00paTHas cBsA3b. B mpocTeiilinX caMoperyaupyoIInuxcst CUcTeMax
yBeJIMYEHUE KOHIICHTPAIIM KOHEYHOTO MPOAYKTa MOJAB/SIEeT €ro CUHTE3 Ha paHHUX
cranusix (puc. 5.4).

WurunbupoBanne 0 IPUHIAITY 00paTHON
OTpULIATENBHOMN CBSI3H

[IpenmecTBeHHUK [Tpoxyxr

A |—>| B==| C |==| D |==| E |===| F

VRS

—

AKTHUBHpOBaHNE 10 NPUHINIY 0OpaTHON
MOJIOXKUTEITBHON CBSI3H

[TpenmecTBeHHUK Koneunslit
/ HIPOLYKT
> | K|l==2=Z=| X |[—| Y |==| Z

\
®

Puc. 5.4. MonoxurenbHasa un oTpuuaTesibHas o6paTHblie CBA3U
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ITonoKkuTEIBHAS 00paTHASA CBA3Bb HAOJIOJAETCsI, KOTIa METa0OJIUT-MPEAIIEeCTBEH -
HUK aKTUBMUPYET CTaIMl0, KOHTPOJUPYIOIIYIO ero najbHeiillee mpeBpallieHue, Ha-
NpUMep, Mepexo B 3amacHble BellecTBa. BelecTBo 3amacaeTcst TOJbKO TOTAa, Koraa
€ro KOJTMYECTBO MTPEBOCXOIUT MOTPEOHOCTU METAOOIMUECKOTO MyTH.

KoBanenTtHasa moaudukanus KI0UeBBIX (PePMEHTOB MOXET OCYIIEeCTBIISITHCS IO
BJIMSTHUEM BHEKJIETOUHbBIX BO3/1€ICTBUI (TOPMOHOB) 1 TPUBOAUTD KaK K aKTUBALIUU,
TaK U K MHTMOMpPOBaHUIO (hepMeHTOB. B aTOM cityuyae MeTaboIM3M KIETKU U3MEHS -
eTcsl TaKMM 00pa3oM, YTOOBI COOTBETCTBOBATH B 00JIbIIei Mepe MOTPEOHOCTSIM Opra-
HU3Ma, 4eM TOTpeOHOCTIM caMoii KieTku. KoBaneHTHass MoguduKaiusi oObIYHO
ocyuiecTBisieTcs nyTem dochopunupoBanus — aedocdopunupoBanus. ochopu-
JIMPOBaHNE KaTATM3UPYIOT MTPOTeMHKMHA3bl. COOTBETCTBYIOIINE UM (pocdaTasbl ae-
bochopunupylor (pepMeHT U, ciieloBaTeIbHO, OTMEHSIOT pe3yJibTaThbl (pochopuim-
poBaHusi. KonuyectBo dochopuiupoBaHHbIX ¢GopM ¢GepMeHTa 3aBUCUT OT
COOTHOIIIEHUST aKTUBHOCTEI KMHA3bI U (hocdaTasbl.

Nuaykuust wim penpeccusi CUHTe3a (DepMEHTOB MPUBOIUT K UBMEHEHUIO KOJUYe-
cTBa (pepMEHTOB 1, 3HAUUT, CKOPOCTU MeTaboamn3ma. I1ogoOHbIM criocoboM obecrie-
YUBAIOTCS JOJTOBPEMEHHBIC, alalTUBHBIC M3MEHeHUs MeTaboam3ma. MHaykims u
peripeccusi CMHTe3a (pepMEeHTOB MOTYT ITPOMCXOINTD B KJIETKAX B PE3YJIbTaTe BIUSTHUS
Ha HUX HEKOTOPBIX TOPMOHOB (CM. pa3nen 3).

MexaHu3M geinCcTBMA rOPMOHOB Ha MeTa6onu3M

TopMOHBI — 3TO MeXKKJIeTOYHbIe XUMUYECKHE MOCPeHUKH (MecceHaxKepbl). OHU
CEeKPETUPYIOTCSI OJHUM TUIIOM KJIETOK B OTBET Ha ONpPeIeIeHHbIE CTUMYJIbI (CUTHAIBI)
M 0Ka3bIBAIOT BO3/ICICTBHUE HA META0OJM3M KJIETOK Apyroro tumna. Hampumep, KieTku
OCTPOBKOB JIaHTepraHca MoKeayI04YHOM Kee3bl CEKPETUPYIOT TOPMOH IJIIOKAroH B
OTBET Ha CHUKEHUE KOHIIEHTPALIMU TJTIOKO3bI B KPOBU. [J1I0KaroH CTUMYJIMPYET pac-
T IVIMKOTeHa B KJIETKAX MeYeHU U TIOCTYTUICHHE 3aITaCeHHON TITFOKO3bI B KPOBb.

TopMoHBI 00/1a1a10T BEICOKOM OMOJIOTMYECKO aKTUBHOCTBIO. X neiicTBue mpo-
SIBJIIETCST TIPU OYeHb HU3KNUX KoHIeHTpauusax (10-6—10-10 monp/im). C XuMudecKoit
TOYKU 3pEHUSI TOPMOHBI MOXHO Pa3fejuTh HA TPU TPYNIbL: 1) TOPMOHBI — MPO-
M3BOJHbIE AMUHOKMCIIOT, 2) OEJIKOBO-TENTUAHbIE TOPMOHBI, 3) CTEpOUIHbBIE TOp-
MOHBI. [OpMOHBI OKa3bIBAIOT CBOE NE€WCTBUE, CBA3bIBASICH CO crelUDUIECKUMU
pelenTopamMy, pacroyiaralolIMMKCS 00 Ha TMOBEPXHOCTH MeMOpaHBl KIIETKH,
JIn00 B 1IMTo30se. CBI3bIBAHUE C PELIETITOPAMU — 00s13aTe/IbHbIN 3Tam B 1eMCTBUU
ropmoHa. benkoBo-nenTuaHbie TOPMOHBI MU TOPMOHbBI — MPOU3BOAHBIE AMUHOKMC-
JIOT SIBJISIIOTCSI TUAPO(PUIBHBIMU BellleCTBAMU, U NMPOHUKHOBEHUE UX Yepes3 Iias-
MaTUYECKYI0 MEMOpaHy, COCTOSIIYIO U3 JIMITUAHOTO OUCIIO0s, 3aTPYAHEHO WU He-
BO3MOXHO. Pelientopbl TaKuX TOPMOHOB HaXOIATCS Ha Hapy>XHON MOBEPXHOCTHU
IUIa3MaTUYeCcKoil MeMOpaHbl. [OpMOHBI CBSI3BIBAIOTCSI C PELIENITOPHBIMU O€JIKaMu
TeX YIaCTKOB MeMOpaH KJIeTOK-MUIIIeHel, KOTOPbIe KOHTAKTHPYIOT C OKPYKarOIIei
Cpenioii, 4To, B CBOIO OYEPENb, AKTUBUPYET (PEPMEHTHYIO CUCTEMY, OTBEUAIOUIYIO 32
0o0pa3oBaHKME BTOPUUHOTO (BHYTPUKJIETOYHOTO) MOCPEIHUKA.
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Cucrema BTOpHYHBIX mocpeaHukoB. [losiBieHNe B KJIeTKEe BTOPUYHOIO MOCPEAHU-
Ka SIBJISIETCSI TTYCKOBBIM MOMEHTOM JIJISI U3MEHEHUsI MeTab0J1113Ma, OCYILIECTBIISIEMOTO
OOBIYHO TTyTeM (ochopuarpoBaHusl 0eJKOB. Pojib BTOpUYHBIX MOCPEIHUKOB MOTYT
BBITTOTHATh TAM®, uIl M®, nnosuron-tpudocdar, auaunirauiepoi, Cazt. Haubo-
Jiee paclpOCTPAHEHHBIM M XOPOIIIO U3YYEHHBIM BTOPUYHBIM ITOCPEIHUKOM SIBIISICTCSI
nuknaeckuii 3',5'-ageno3naMonodocdar (HAMD). Cs3bIBaHIE TOPMOHA C PELIeT-
TOPOM aKTUBUPYET afeHUJIATUMKIIA3y U, CJAe0BaTeJIbHO, BEAET K MOBBIIICHUIO BHY-
TPUKJIETOYHOI KOHLeHTpauuu TAM® (puc. 5.5), 4TO CONPOBOKAAETCS YBEIMYECHUEM
ckopoctu ochopunnpoBanus 6enka (puc. 5.6). Hanuune kackana pepMeHTaTUBHBIX
peakiuii MeXAy CBSI3bIBAHMEM FOPMOHA C PELIENTOPOM M U3MEHEHUEeM MeTabos3Ma
MO3BOJISIET 3HAYUTEILHO YCWIINTH IEPBUYHOE BO3AeiicTBMe TopMmoHa. [Ipu ydactum
aICHWIATIUKIIA3HOM CUCTEMBI pealn3yloTcs 3(PdeKThl COTHU pa3IMYHbBIX IO CBOEi
MNPUPOE CUTHATBLHBIX MOJIEKYJI — TOPMOHOB, HEMPOMEIMaTOPOB, SMKO3aHOWIOB.

NH, NH,

N X
</N ‘ SN </ ‘ )N

o o o Ny N

0—P—0—P—0—P—0 o N O o
o Io} o 5 H n AleHHIaTIHKIa3a / n H H, h +  HyP0;
OH  OH o=t © OF
ATO _
nAM®

Puc. 5.5. O6paszosanue uAM®D

DyHKIIMOHNPOBaHNE CUCTEMBI TpaHCMEMOpPaHHOM Mepeqadyr CUTHAJIOB o0ecTie-
yuBaloT 6ei1Kku: R, pelentop cUrHaJbHON MOJIEKYNBI, KOTOPas aKTUBUPYET aicHU-
JaTHuKIa3y, R, _ perentop curHajbHOI MOJIEKYJIbI, KOTOpast MHTMOWPYET afeHuIaT-
uukiasy; G, _ crumynupyownii 1 G; _ MHTMOMPYIOILMIA aleHUIaTUUKIIa3y OesloK;
dbepmenTor anenunaruukiaasa (AL u nporennkunasza A (ITKA) (puc. 5.6).

[MocnenoBaTeIbHOCTL COOBITHI, TPUBOMSIINX K aKTUBALIMH aeHHIATIHKIA3BI:

e CBA3BIBaHME aKTUBATOpPA aAcHUJIATIIMKIIA3HON CUCTEMBbI, HAI[pUMep TOPMOHA
(I') ¢ peuentopom (R), TPUBOAUT K U3MEHEHNIO KOH(MOPMAIIUKU PELiEeNTOpa U
yBeJIMYEHUI0 eT0 cpoacTBa K G -0enky. B pesynbsrate oOpasyercst komruiekc [I]
[R][G-TAD];

e mnpucoenuHenue [[[[R] k G-TAP cHuxaeT CpOACTBO O-CyObEIUHUILIBI
G,-6enxa k [1® u ysennumusaet cporctso K ['TP. [J1P 3ameinaercst Ha [TD;

e 5TO BBI3BIBACT IMCCOLMAIIMIO KOMIUIeKca. OTmenuBiIascs cyobeIUHHUIIA O,
cBsi3aHHas ¢ MoJiekyioit [ T, obiagaeT cpoICTBOM K afeHUIATIIMKIIa3e:

[T1[R][G — I'T®] — [T][R] + a-TTD + By;
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e B3aMMOJEICTBUE O-CYOBEIVMHMIIBI C aJeHUIATIUKIIA30i MPUBOAUT K U3MEHE-
HUIO KOHGopMauuu (¢epMEeHTa U ero akKTUBALMU, YBEJIMYUBACTCS CKOPOCTh
o6pazoBanust HAM® u3 ATD;

e KoH(popMalMoHHBIe M3MeHeHUsI B KoMmiuiekce [o-I' TD][ALL] ctumynupyoT
noBeimieHre [T — docdaTasHO aKTUBHOCTH o.-CyObeTMHUIIEL. [1poTekaeT

Puc. 5.6. MexaHuam aecTBMa ropMOHOB, OnocpeaoBaHHblii LAM®D
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peakius nedochopunupobanust ['TA, u oauMH U3 MPOAYKTOB peaKLIMU — He-
opranudeckuii pocdar (P;) otnengercs oT o-Cy0ObeAMHULIBI; CKOPOCTb TMIPO-
JI13a OIpenelisieT BpeMsl IIPOBEICHUS CUTHAA;

e o0Opa3oBaHWE B aKTMBHOM LIEHTpE o.-CyObeAMHUIILI MOIeKynbl [JIM cHuKaeT
€ro CpPOJACTBO K aleHMJIATIIMKIa3€, HO YBEJUUYUBAET CPOACTBO K [y-
cyosennHuLaM. G-0eJI0K BO3BpalllaeTCsl K HEaKTUBHOM (opMe;

® €CJIM PEeLIeTITOP CBSI3bIBAETCSI C HOBOM MOJIEKYJION aKTUMBaTOpa, HalpruMep rop-
MOHOM, LUMKJI QYyHKUMOHUPpOBaHUA G, 0elKa MOBTOPSETCH.

AkTuBauua nporenHknHasbl A (MKA)

Mornekynsl TAM® MOTYT 06paTUMO COETUHSITHCS C PETYISITOPHBIMY CyOBhETMHM -
namu [TKA. IMpucoeaunenne tAM® K perynasitopHbIM cyobenuHuam (R) Bei3biBaeT
nuccornanuio komrekca C,R, Ha kommieke TAM®, R, u C + C. Cyowvenuuuniisl C
MPECTABIAIOT COO0M aKTUBHYIO (DOPMY MPOTEMHKUHA3ZHI A.

AKTHBHag NpoTeMHKNHAa3a A ¢pochopunupyeT cieludruieckue 0eJKu 1Mo CEpUHY
U TPEOHUHY, B pe3yJIbTaTe U3MEHSIOTCSI KOH(popMalKs 1 aKTUBHOCTb (hocHopuinpo-
BaHHBIX O€JIKOB, a 9TO IPUBOJAUT K U3MEHEHHU IO CKOPOCTU U HAIIpaBJIEHUS PEryJInpye-
MBIX MPOLIECCOB B KJIETKE.

KonueHtpamus tAM® B KJIeTKe MOXET U3MEHSIThCSI, OHA 3aBUCUT OT COOTHOILIIE-
HUS aKTMBHOCTe! (hepMEHTOB afieHWJIATIMKIa3bl U (pocdoauacrepasbl.

Bosbuiyto posib B peryassuiuu BHYTPUKJIETOYHOU CUTHaJbHOW CHUCTEMBbI UIpa-
eT 6enok AKAP,. «3asgkopeHHblil» 6en10Kk AKAP, ydacTByeT B cOopke (pepMEHTHBIX
KOMIUIEKCOB, BKJIIOUAIOIIMX HEe TOJIbKO MPOTEeMHKMHA3y A, HO U ¢hocdoauactepasy u
dochonporenrdocdarasy.

WHo3uTtondocarHaa cuctema

NHo3urtoidocdaTHas cucTreMa BKJII0YaeT 3 OCHOBHBIX MeMOpaHHBIX Oesika: R (pe-
uenrtop), pocdbomunasy Cu G, — 6e10K, akruBupyoumii pochonunasy C, a rakke
6esKr 1 pepMEeHTBI MEMOpPAH IIMTO30JIs, YIACTBYIOIINE B CBI3bIBAHNH W TPAHCTIOPTE
Caz*,

ITocnenoBaTeIbHOCTH COOBITHI, MPUBOASIINX K aKTUBALMU ¢ocdonurassl C:

e CBs3bIBaHME TOPMOHA ¢ R MpUBOAUT K M3MEHEHUIO ero KOHMOpMallluu U yBe-

JIMYeHnIo cporcTa K G ;

e obpasosanue komruiekea [[][R][ G —I'J1®] npuBOAUT K CHUKEHUIO CPOACTBA
a-niporomepa C,-6enka k [I® u ysennuenuto cpoacrsa K ['TD. TAD 3a-
MeHsieTcst Ha ['TO.

3OTo BBI3bIBaeT Auccoumanuio Kkommiaekca; o-GTP B3anmoneiicTByeT ¢ ¢pocdomnu-
nazoit C u aktusBupyert ee. CydocTpaToM 3TOr0 (hepMeHTa SABIsAETCS (hochaTUIUINHO-
suronouchocdar (PUD,).

B pesynsrare ruaponuza @D, obpasyercst U BHIXOAUT B LIUTO30J1b THAPOGDUIIb-
Hoe BellecTBO MHo3utoaTpudocdar (MD-3). Ipyroii MpoaykKT peaklnu, THALIAII-
ruuepon (ADN), ocraercst B MeMOpaHe U y4acTBYeT B aKTUBalLlUM (DepMeHTa MpoTe-
nHkuHa3bl C (ITKC).
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N D-3 cBasbiBaeTcs co crienduueckumu eHtpamu Ca2+-kanana MmeMOpaHbl DP,
OH M3MEHsIeT KOH(pOpPMAaIIMIO M KaHall OTKpbiBaeTcsa — Ca?* rmocTyraer B IIUTO30b.
B otcyrcTBre B imTo30je MM-3 KaHaJ 3aKPhIT.

[NoBwireHne KoHueHTpanu Ca2* B IUTO30J1€ KJIETKU YBETUIMBAET CKOPOCTH B3a-
umoneiictusi Ca2t ¢ HEaKTUBHBIM LIUTO30JIbHBIM (DEPMEHTOM MpOoTenHKHUHAa30# C 1
0eJIKOM KaJTbMOIYJIMHOM, TAKUM 00pPa30oM CUTHAJ, IPUHSATHINA pPelielTOPOM KIeTKH,
pa3jBauMBaeTCs.

H3menenne kongopmarnuu [[TKC][Ca2"] yBeauuuBaeT CpOACTBO LICHTPOB CBS3bI-
BaHUs (hepMeHTa K JUMuaaM KieTouyHoil MmemopaHsl — JIAT u dochaTuauicepuny
(®C). Ha BHYTpeHHel cTOpoHe MeMOpaHbl 00pa3yeTcst (hepMEHTHbBII KOMILJIEKC —
[TTKC][Ca2*] [AAT] [PC] — akTtuBHas nporenHkrHa3a C, KOTopas MEHsIET aKTHUB-
HOCTb crienrduieckux hepmMeHToB, (hoCHOPUIUPYS X IO CEPUHY U TPEOHUHY.

B kiieTKax TKaHei MpUCyTCTBYET 0€JI0K KaJIbMOIYJIMH, KOTOPbIX (hYHKIIMOHUPYET KaK
BHYTPUKJIETOUHBII petienTop Ca2t, oH uMmeeT 4 LieHTpa Jist cBsi3biBaHus Ca2t. Komruiekc
[kanpmonymH|[4Ca2+] He obOnamaeT (pepMEeHTATMBHOI aKTMBHOCTBIO, HO B3aMMOMECii-
CTBME KOMITJIEKCA C pa3TMYHBIMU OeJTKaMU 1 (hepMEeHTaMU IIPUBOINT K X aKTUBAIUH.

Hnsa cHuxeHust koHueHTpaluu Ca?™ B KJIeTKe J0 MCXOAHOIO YPOBHSI paboTaloT
cuctembl Ca2t-AT®a3 u TpaHciaoKas (AaHTUIIOPT).

[Ipy moBbILLIEHUM B KJeTKe KoHLeHTpauuu Ca2* yBeJMuMBaeTcsl aKTUBHOCTD
Cazt-AT®asnl (E):

e 3TO IIPUBOAUT K aKTUBALMM ayTohocdopuaInpoBaHus U oOpa3zoBaHuIo (pocdo-

punupoBaHHoii ¢hopMbl Ca2t-ATPassl (E-P);

e ayrodochopunpoBaHue BhI3bIBAET U3MeHeHMe KoHpopMaln Ca2t-ATda3zsI,
CHIXeHure ee cpoacTBa K Ca?™ 1 BBICBOOOXIEHNE MOHOB TI0 IPYTYIO CTOPOHY
MEMOpaHBI.

AKTHUBHOCTB TpaHciokas Ca2t u Ca2t-AT®d-a3 MOXET PeryJIipoBaThCs:

e KOMILIEKCOM [KanmbmonynuH|[4Ca2*];

o [IKA (dbochopunnpoBaHuem);

o [IKC (dpochopunupoBaHrem), a TAaKXKe 3aBUCUT OT CTPYKTYpPbl U COCTaBa Jiu-
MMUIHOTO OMCI0SI MEeMOpPaHbI.

[MpucyrctBytomue B iuto3osie MM-3 u JJIAI' B MemOpaHe MOTYT B pe3yJibTaTe ce-

puu peakuuii onsite npespauiatecsi B PUD,. AktusHas [1KC crumynupyer obpaso-
Banue U, (puc. 5.7).

TpaHCAYKLUMA CMrHana Yepes MHCYIMHOBDIN peuenTop

PeuenTop uHcynmnHa (puc. 5.8) npencrabiisieT CO00M TUPO3UMHOBYIO ITPOTEUHKM -
Hasy (TII), T.e. nporenHkuHazy, pochopunupyouyio oeaku o OH-rpynnam Tupo-
3uHa. Peuientop coctout u3 2 a- u 2 B-cyObeanHUII, CBI3aHHBIX IUCYIbOUIHBIMU
CBSI3SIMU U HEKOBJICHTHBIMU B3aUMOJEUCTBUSIMU, O.- U 3-CYOBEIUHULIBI SIBISIIOTCS
IJIMKONPOTEMHAMM C YIJIEBOAHOM YacThbl0O Ha HapyKHO# cTopoHe MeMOpaHbl. BHe
MeMOpaHbl HAXOISTCS o-CyObeAMHULBI. LIeHTp CBSI3bIBAaHUSI MHCYJIMHA 0OpasyloT
N-KOHI1IeBbIE TOMEHBI O-CYyOBEANHMUIL, a B-CyObeAMHULIBI IPOHU3BIBAIOT MEMOpPAH-
HbIi1 OMCIION M HE YyUYaCTBYIOT B CBSI3bIBAHMU MHCYJIMHA.
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Puc. 5.7. UHo3uTtondocdaTtHag cuctema

Katanutuuyeckuii 1entp TII HaxoauTcsi Ha BHYTPUKIETOUYHBIX JOMEHaX
B-cyobenunui. [lprcoeaHeHue UHCYIMHA K LIEHTPY CBSI3bIBAHUS Ha O-CYyObeIu-
HULaX akTUBUpYyeT ayrodocdopuinpoBaHue P-CcyObeAUMHMIL, MPUYEM CyOCTpaTOM
cayxut cama TTI. B-cyobeanuuiibl pocopuanpyroTcsi Mo HECKOJIbKUM TUPO3UHO-
BBIM OCTaTKaM. DTO, B CBOIO o4epeab, MpUBOAUT K crocooHocTu TII dochopunn-
pOBaTh U JIpyrue BHYTPUKIIETOUHbIE O€JIKU. AKTUBALUSI U UBMEHEHUE CTielU(PUIHO-
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Puc. 5.8. AkTuBauum peuenTtopa MHCYJIMHa — TUPO3UHOBOW NPOTENHKUHAS3bI

CTU 00YCJIOBJIEHBI KOH(DOPMALIMOHHBIMU U3MEHEHUSIMU PeLieNTOpa MHCYJMHA TTOCe
CBSI3bIBAHUS MHCYJIMHA U ayTODOoCchHOpUIUPOBAHUSI.

®ochopunpoBaHre BHYTPUKIETOUHBIX OEIKOB, YYACTBYIOIIMX B PETYJISLIMU
KJIETOYHBIX ITPOLIECCOB, MEHSIET MX aKTUBHOCTb.

CrepoumHbie TOPMOHBI SIBIITIOTCST BellleCTBaMU TUApodoOHOTro xapakTepa. OHI
JIETKO TIpeomoieBaioT hochoMIMaHbIil 6apbep MeMOpaH U MOMamaloT B IIUTO30JIb
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KJIETKM, TIe CBSI3BIBAIOTCSI C pelientopamu. OOpa3yroIIMiicss KOMIUIEKC TOPMOH—
pPELEeNnTop MepeMellaeTcsl B SApo, B3aMMOACHCTBYET C XpOMaTUHOM U CTUMYJIUPYET
WA PENPECCUPYET TPAHCKPUIILMIO OMNPEAEIEHHBIX I'eHOB. HekoTopble TOpMOHBI
B3aMMO/ICICTBYIOT C PELIENITOPAMU, JIOKAIM30BAHHBIMHU B SIIPE B COCTABE XPOMATHHA.
Takum 06pa3oM, 3T TOPMOHBI PEryJUPYIOT META00JIMUECKUE IPOLECChI, U3MEHSIS
CKOPOCTb OMOCUHTEe3a KJII0UeBbIX 6eJKOB (puc. 5.9).

Puc. 5.9. MexaHn3am geincrTBmsa CTepoOuaHbIX FOPMOHOB



Pazoen

buoJiormyeckoe OKMCJeHHue

Karaboiau3mM opraHuyeckKux BeEIIECTB B TKAHSIX COIPOBOXIAETCS ITOTpedJieHueM
kucaopona u BoiaeneHueM CO,. DTOT npoliecc Ha3bIBAIOT TKAHEBBIM JbixaHueM. Kuc-
JIOPOJI B 9TOM IPOILIeCcCe UCTIONb3YETCS KaK aKIeNTOp BOAOPOAA OT OKUCIISIEMbIX (IeTu-
JIpUPYEeMbIX) BElIeCTB (CYOCTpaTOB), B pe3yjbraTte 4Yero CMHTe3upyeTcs: Boaa. I1polecc
OKWCJIEHHS] MOXXKHO TTPEACTaBUTh cleaylolnM ypasHenuem: SH, +1/20, —» S + H,0.

PasznuuHble OKUCIIsIeMble OpraHuYeckue BellecTBa (S-cyOcTpaThl) MPeaCTaBisIIOT
co00i1 MeTaboJMThl KaTaboau3Ma, UX JETUAPUPOBAHUE SIBJISIETCS DK3€PrOHMYECKUM
TIporieccoM. DHEPIHS, OCBOOOXKIAIONIASICS B XOIIe PeaKIINii OKUCICHUS, TMOO TTOTHO-
CTbIO pacceuBaeTcsl B BUIE TeIlia, TMOO YaCTUYHO TpaTUTCs Ha dochopuimpoBaHue
AJ1®D ¢ obpaszoBanriem AT®. Opranusm npespaiiaer okono 40% sHepruu, BhIIEISIO-
TIeHCsT IPY OKMCIICHWH, B SHEPTUIO0 MaKpO3PTIIecKnX cBsizeii AT®. BoirbImmmHCTBO Op-
raHM3MOB B OMochepe UCMHOJb3YeT 3TOT CIIOCOO WIIM OYEHb CXOIHBIN C HUM (B KAYeCTBE
TEPMUHAIBHOTO aKIIENTOPa BOAOPOIA MOXKET ObITh He KUCIIOPO, a IPYyroe CoennHe-
HMe) KaK OCHOBHOM MCTOYHUK SHEPTUH, HEOOXOMUMBIH I CUHTE3a BHYTPUKIICTOU-
Hoii AT®. TakuM TTyTeM KJIeTKa TIpeBpaliacT XMMHIECKYIO SHEPTUIO ITUTATeIbHBIX Be-
IIIECTB, TMTOCTYMUBIINX U3BHE, B 9HEPTHIO, YTUIU3UPYEMYIO Ha pa3HbIe BUIbI pAOOTHI.

Peaxtms neruapupoBaHUs M CITOCOO TIpeBpaIlieHNS BBIICIVBIIEICS SHEPTUH ITy-
TeM cuHTe3a AT® — 3T0 sHepreTMIecK compspkeHHbIe peakinn. Cunre3 AT n3
AJI® u Pi 3a cueT OMOJIOTMYECKOTO OKUCICHUST Ha3bIBACTCSI OKUCIUTEbHBIM (poC-
dopunmupoBanuem (puc. 6.1).

Llenb nepeHoca anekTpoHos — LM3J

YKazaHHOE BBbIIIIE ypaBHEHME IJIS OKMCIMTEIbHO-BOCCTAHOBUTEIBHOUM PEaKIIN
MPeaCTaBIIIET CO00I 0000IIEHHYIO (hOpMY, TAK KaK M300paXkaeT MPOLIECC OKUCICHUS
CyOCTpaToOB Kak IMpsIMOe JAerMApUpOBaHUE, ITPpUYeM KUCJIOPO/ BBICTYNAEeT B POJIU He-
MOCPEACTBEHHOTO aKlienTopa Bogopoaa. Ha camoM aese Kucaopo mosiyvaer aJeKTpo-
Hbl UHBIM oOpazoM. CylleCTBYIOT MPOMEKYTOUHbIC MEPEHOCYMKHU MPU TPaHCIOPTE
3JIEKTPOHOB OT UCXOIHOTO IOHOPa J1eKTPOHOB SH, K TEpMUHAJIbHOMY aKLENTOpY —
O,. ITonHbI Mpoliece MpeacTaBIseT CO0O0M LeNb MOCIEN0BATEbHBIX OKUCIUTEIBHO-

117
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A.SH, + 1/202 —> S + H,0 (okucneHue, 3K309prudecKuil mpoIecc)

Oneprus —> TerroBast SHEPTHsI

b. AA® + H3PO4,—> ATO® (pochopunupoBanne, 3HIOIPTHUECKHIA TTPOIIECC)

Puc. 6.1. OkucnurenbHoe pochopunmpoBaHme

BOCCTAHOBMTEIBHBIX PEaKIIMii, B XOI€ KOTOPBIX MPOUCXOIUT B3aMMOICHCTBIE MEXITY
TepeHoCcUYnKaMy. Kaskmbrit TIpoMeKyTOUHBIN TTepeHOCYMK BHAYaJIe BBICTYITAeT B POJIU
aK1enTopa 3JIEKTPOHOB U MPOTOHOB U U3 OKUCIEHHOTO COCTOSIHUS TIEPEXOUT B BOCCTA-
HOBJIEHHYI0 (hopMy. 3aTeM OH MepeaaeT JMEKTPOH CAeAyIOLIeMY ITEPeHOCUMKY U CHOBA
BO3BpalIaeTCsl B OKMCIEHHOE coCTosiHUE. Ha rocieaHelt cTaauu nepeHocyuK nepeaaet
3JIEKTPOHBI KUCJIOPOY, KOTOPbI 3aTeéM BOCCTaHABIMBAETCA 10 BOJbl. COBOKYITHOCTh
TIOCJICIOBATENIEHBIX OKUCIUTEbHO-BOCCTAHOBUTEILHBIX peaKInii Ha3bIBACTCS LIETTHIO
repeHoca (TpaHCIopTa) 3JIEKTPOHOB, WIIH IbIXaTeIbHOM 1eTbio (puc. 6.2).

Puc. 6.2. MutoxoHapuasnbHas Lenb NepeHoca 3JIEKTPOHOB:

I, 1l IV — BbICOKOMONEKYNSAPHBLIE KOMMIEKCHI, PACMONOXEHHbBIE BO BHYTPEHHEN MEMOpaHe Mu-
TOXOHAPWIN; Komrnekc |l — cykunHataerngporeHasa, B ommymne ot apyrux FAD-3aBucuMbIX ge-
rMaporeHas siokasmsoBaHa BO BHYTPEHHEN MeMOpPaHe MUTOXOHAPWUIA, HO Ha PUCYHKE He MpPea-
cTaBneHa. LIuToxpoM ¢ — HU3KOMOJIEKYNSIPHBINA remcoaepXalimin 6enok, obnagaioLnii noa-
BUXHOCTBIO B JIMMUOHOM CJI0€ MeMbBpaHbl MUTOXOHApUIA. Benkn FeS cogepxaT HereMmHoBoe
Xeneso U BXOOAT B cocTaB GpepmMeHTHbIX komriekcos |, Il v lll. KodbepmeHT Q — HebGenkoBbIi
KoMMnoHeHT LM3. MecTa aeinctBusa MHrimbutopos LIMN3 nokasaHbl XUpHbIMU cTpenkamu: | — po-
TEeHOH, 6apbutypartsl; 2 — aHTUMULVH; 3 — umanngel, CO, H,S
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[TpoMeXyTOYHBIMU MEPEHOCUYMKAMU B AbIXaTeIbHOM LMK Y BHICIIUX OPTaHU3MOB
sBJIsTIOTCS KobepMeHThl: NAD™ (HukoTuHamua-ageHuHAMHYKiIeotun), FAD u FMN
(bnaBUHANEHMHIMHYKICOTUI U (DIIaBUHMOHOHYKJIeoTH), KopepmeHT Q (CoQ), ce-
MEHCTBO reMCoIepKaIIX OEJIKOB — IIMTOXPOMOB (0003HaYaeMbIX KaK IIUTOXPOMBIL b,
C, C, @, a;) U 0eIKM, coaepxkallie HeTeMUHOBOE Xese30. Bee yuacTHUKM 3TOH 1ienu
OpTaHM30BaHbBI B UETHIPE OKUCIMTEILHO-BOCCTAHOBUTEIHPHBIX KOMITIEKca (puc. 6.5),
cBs13aHHbIe YOUXuHOHOM (CoQ) ¥ IUTOXPOMOM C.

[Ipoliecc HayMHaeTCs C MepeHOca MPOTOHOB M 3JEKTPOHOB OT OKHUCISIEMOTO
cyoctpaTta Ha kodepMeHTl NADT unu FAD. DTo onpenensercs Tem, SIBASIETCS U
JIeTUIporeHasa, KaTajausupylolnas mnepBylo craguio, NAD-3zaBucumoit wim FAD-
3aBUCHUMOil. NAD-3aBucuMas JernaporeHasa KaTaJlu3UpyeT peakUM OKUCICHUS
HeIocpeACTBEHHO cyOcTpaTa (nmepBuuHas neruaporeHasa). NADT sapaseTcs: Kodep-
MEHTOM M BBITIOJTHSIET POJIb aKllenropa Bogoponaa (puc. 6.3). FAD-3aBucumast gervi-

H O
Il II
Co .
= | NH, +2e,+2H"
\KI -2e’, Toe, 2HT + HY
I
R R
NAD* NADH + H*
| |
H;C N N (0) H;C N N (0]
z +2¢7, +2H7
— NH - + NH
H3C N -2@ 5 -2H N
(0] (0)

Puc. 6.3. KodbepmeHTbl gerngporeHas.

C1pykTypHble dopMmyibl paboyein yactn kopepmeHToB NAD* 1 NADP*, FAD 1 FMN. B okncneH-
HoW popmMe HUKOTUHAMUAHbIE KopepMeHTbl 0603HaqatoT kak NAD* n NADP*, Tak kak OHM HECYT
NONOXMUTENbHbIA 3apsaa, Ha aToMe asoTa NMMPUAVMHOBOrO Kosbla. B peakumsax oervapuposa-
HWS N3 ABYX aTOMOB BOAOPOAA, OTLLEMNISEMbIX OT OKMCNsSeMoro cybecTpara, HUKOTUHaMUAHoe
KOJIbLLO MPUCOEAMHSET VOH BOAOPOAA U ABa 3/IEKTPOHA B popMe rugpua-uoHa (:H). Btopown
WOH nepexoauT B cpeny. B o6paTtHoii peakuumn NADH (NADPH) BbICTynaioT B Ka4ECTBE LLOHOPOB
3JIEKTPOHOB 1 NPOTOHOB. B xoae peakuyn FAD n FMN npucoeanHsaioT gBa 9nekTpoHa 1 gea
npoToHa kaTanuanpyemblix FAD-3aBucumon n NADH-gerngporeHasamu
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JporeHasa TakxKe BBIMOJHSIET (DYHKIIMIO MEepBUUHON aeruaporeHasbl. KodepmeHT
FAD saBnsieTcst akuentopoM Bogopoja oT cyoctpaTta. Eciu mpouecc HaumMHaeTcs ¢
NAD™, To cienytomuM nepeHocurkoM o6yner NADH-nerunporeHasa, KohepMeHTOM
koTopoii siisieTcss FMN.

Tur yuacTBylolLIeit AeTHIPOreHas3bl 3aBUCUT OT ITPUPOALI cyocTpaTa. Ho KakuM Obl
HU ObUT MCXOAHBIN CyOCTpaT, 3JIEKTPOHBI U MPOTOHBI OT (PIIABUHOB MEPEHOCATCS K
KoepMeHTY Q, a Jaibliie TyTU 3JEKTPOHOB U ITPOTOHOB PaCcXOAATCs. DJIEKTPOHBI C
MOMOIIIBIO CUCTEMBI IIUTOXPOMOB JOCTUTAIOT KUCIOPOJa, KOTOPBI 3aTeM, TTprcoe-
JUHSS IPOTOHBI, TIpeBpalaeTcs B Boay. YToObl pa3odpaThcsl B CUCTEME TpaHCIIOpTa
3JIEKTPOHOB, HEOOXOIMMO ITO3HAKOMUTHCS C OTAEIbHBIMU €€ YYaCTHUKAMMU.

CumBon 2H™ o3Havaer nBa mpoTOHA, OOBIYHO IIEPEHOCHMbIE B BUIE THApPHUAA
noHa. B aToM ciyyae BMECTO TEpMUHOB «IOHOP 3JEKTPOHOB» U «aKLENTOp 3JIEKTPO-
HOB» MHOTJIA UCITOJIb3YIOT TEPMUHBI «JOHOP WJIM aKLIEIITOP BOAOPOIa».

NADH-pgeruaporeHaza karaauzupyeT okucieHue NADH u BoccraHoBieHMe
youxuHoHa (CoQ). ITepeHocurkoM Bogopoa siBisieTcs kopepmeHT — FMN (koM-
rieke | Ha puc. 6.5). Ctpoenrie FMN mipencrasineHo Ha puc. 6.3. B nporiecce pe-
aKIM BOIOPOJ CHavaja npucoeaunserca K FMN, coennHeHHOMY ¢ (hepMeHTOM, a
3aTEM IMPOTOHBI MOCTYNAIOT B MEXMEMOpPAaHHOE MTPOCTPAHCTBO, a JIEKTPOHbI C TO-
mompio FeS-6eakoB mepenatorcst Ha youxuHoH. PnaBuHOBEIE KopepMmeHThl (FAD
n FMN) conepxaT npou3BoAHble BUTaMWHA B, 1 MpoYHO CBsA3aHbI ¢ (hepMEHTOM,
no3ToMy (DepMEHThI, B COCTaB KOTOPBIX OHU BXOJST, Ha3bIBAlOTCS (pIaBOIpPOTEUHA-
MU. AKIIEIITOPOM 3JIEKTPOHOB OT KoMmIuiekca I siBnsiercst youxuHoH (KodepmeHT Q,
puc. 6.4) — Ipon3BOAHOE M30MPEHA, ero Ha3BaHUE BO3HUKIIO M3-3a TTOBCEMECTHOM
pacnpocTpaHEHHOCTH B TIPUPOJIE.

[Tonyyas 2¢ u3 MmaTprukKca MUTOXOHAPUIA, OH BOCCTaHaBAMBaeTCs B youxuHot. Ko-
(hepmeHT Q AECTBYET KaK MEPEHOCUYMK BJEKTPOHOB Ha IUTOXPOMBI. LIuTOXpoMbl —
5TO FEeMONPOTEUHBI, COIePKAIe B KAYECTBE IMPOCTETUYECKOM IPYIIIbI TeM, IIPOYHO
CBSI3aHHBIN ¢ OEJIKOBOI YacThio. ATOM Kejie3a B FeMe MOXET MEHSITh BaJ€HTHOCTD,
MPUCOEINHSISI UJIA OTAaBast 2JIEKTPOHBDI:

B nprxaTenbHOIM e IIMTOXPOMBI CITyKaT IMMepeHOCUYMKaMU 3JIEKTPOHOB U pacIio-
JIarafoTCsl COOTBETCTBEHHO BEIMYMHE OKHMCIMTEIbHO-BOCCTAHOBUTEIHHOTO TTOTEH-
Maja ciaeayroumm oopa3oM: b, ¢, ¢, a, a;. [eMoOBbIe TPYNITBI HIUTOXPOMOB CBA3aHBI C
0EJIKOBOI YaCcThiO KOOPIAMHAILIMOHHBIMU CBSI3IMU MEXIY MOHOM XKeJjie3a U COOTBET-
CTBYIOIIMMU aMUHOKUCIOTHBIMU OCTaTKaMU.

B uuToxpomax ¢ 1 ¢, 1ONOJHUTEIbHbIE KOBAJIEHTHBIE CBSI3U POPMUPYIOTCS MEX-
Iy TUOJIOBBIMM TPYMIIaMU IIMCTEWMHA M OOKOBBIMU BUHWJIBHBIMHU TPYMIIaMU reMa.
QH,-nerunporenasa (komriekc 111 Ha puc. 6.5) npencrasisier coboil KOMILIEKC
LIUTOXPOMOB b 1 c;. OTOT hepMEHT KaTaIN3UPYET OKUCIEHNE BOCCTAHOBIEHHOTO
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(@)
H;C—O CH;
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H3C—O (CHQ—CH: C—CHz)n—CHz— CH= C—CH3
(@)
(n=5-9)
Youxunon (kohepmeHT Q)
0 ¢ OH
R R R R R R
: : e + H : : e + H' ’ :
R; Ry R; Ry R; Ry
OH OH
OKuciIeHHAas CeMuxuHOH BoccranosiieHHas
thopma Q (dopma coGO- ¢dhopma QH,
HOT'O paJuKaa)
HQ-

Puc. 6.4. Ctpyktypa youxmnHoHa (kodpepmeHTa Q).

N — YNCJI0 N30MNPEHONOHbLIX 3BEHbEB. YBUXMHOH MOXET NMPUHMMATb OOVH 3NIEKTPOH U npe-
BpalLlaTbCA B CEMUNXNHOH WUJTN OBa 3J1IEKTPOHAa M NMOJIHOCTbIO BOCCTaHaB/IMBATLCA B TMOPOXUHOH
(ybuxuHon)

KodepMmeHTa Q M MepeHOC BJIEKTPOHOB Ha IIMTOXPOM C. DJIEKTPOHBI MOCJIEI0BaA-
TEJIBHO MEPEHOCATCS aTOMaMU Xejle3a LIMTOXPOMOB b 1 ¢, a 3aTeM MOoCTyNnaloT Ha
LIUTOXPOM C. B TO ke BpeMs MPOTOHBI 32 CUET DHEPTUU, BbIACISIONICIHCS B TPO-
liecce TpaHcHopTa e~ ¢ IMTOXpoMa b Ha LIMTOXPOM C, BBIIEISIIOTCSI B MEXXMeMOpaH-
HOE MPOCTPAaHCTBO. LIMTOXpOMOKCHAA3a BKIIOYAET KOMIUIEKC LIMTOXPOMOB a U a
(xomruiekc IV Ha puc. 6.5). LInToxpoMoKkcuaaza KpoMe reMa CoAEPKUT MOHBI MEJIU,
KOTOpPbIE CIOCOOHBI MEHSATh BAJIEHTHOCTb M TAKMM CITOCOOOM Y4acTBOBAaTh B Mepe-
HOCE DJIEKTPOHOB:

Cu?t == cu*
=g

ITuToxpomMoKcuaa3a epeHOCUT JIEKTPOHBI C IMTOXpOMa ¢ Ha Kucjopoa. B nepe-
HOCE 2JIEKTPOHOB YYaCTBYIOT CHayala MOHBI XeJle3a IIMTOXPOMOB a U a;, a 3aTeEM MOH
MeIU LIMTOXPOMa a,. MoJieKyJia KUCIOpOo/Ia CBSI3bIBAETCS C XKEJIE30M B FeMe LIMTOXPO-
Ma a;. CiieoBaTesibHO, Mepexoll 3J1eKTPOHOB Ha KMCJIOPO[, C MOHA MeIU LIMTOXpoMa
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Puc. 6.5. ConpshbxeHue uenv TpaHcnopTa 3JIeKTPOHOB n ¢pochopunupo-
BaHua Ald nocpeacTBOM NPOTOHHOIO rPagueHTa

a; MIPOMCXOIUT Ha MoJieKyJse dhepMeHTa. Kaxaplii 13 aTOMOB MOJIEKYJIbI KUCJIOpOJa
MPUCOEIMHSIET IO ABa 2JIEKTPOHA U IPOTOHA, 00pa3ysl IIpU 3TOM MOJICKYJLYy BOMIbI.

Benku, cogepkammue HereMHHOBOE XKeJj1e30. HekoTopoe KommuecTBoO aTOMOB 3KeJjie3a
B MUTOXOHAPUSIX CBSI3aHO HE B reMe LIMTOXPOMOB, a 00pa3yeT KOMILIEKChI C IPYTUMU
Oenkamu. DTU OeJIKM Ha3bIBaIOT TaKXKe XKeJIe30CepHBIMU, TaK KaK aTOMBI XKeJie3a CBSI-
3aHbl C aTOMaMU Cepbl LIUCTEMHOBBIX OCTAaTKOB. besku, comepkaliue HereMUMHOBOE
2KeJIe30, YJ4acTBYIOT B IepeHOoce 2JIeKTPOHOB B cocTaBe KoMiiekcoB I u II1. Xotsa He
COBCEM SICEH JI0 HACTOSIIIETO BpEMEHU MEXaHU3M UX JACHCTBUS.

OkucnutenbHoe pochopunuposarHue

DHeprus, odpasyoliascs Mpy MPOXOXKIESHUN MOTOKa 2JIEKTPOHOB IO AbIXaTeb-
HOW LTI, UCTIONIb3yeTCs IS colpsikeHHoro (ochopunupoBanus AID. Dtu asa
Tpollecca B3aMMO3aBUCHUMBI: OKUCICHUE He MOXET IpoTekaTh B oTcyTcTBre A/lD.
CooTtHouleHue oKucaeHus1 U hochopuarpoBaHus ornpeaensiercs KoaphuurueHToM
P/O, moka3wiBaronmmM, Kakoe KoimdecTtBo Pi mcrmomib3yetcst Ha odpazoBanue ATD
TpY TIpeBpallleHn ogHoro rpaMmm-atoMa O, B H,O (koiudectBo Mojb dhochopu-
nupoBaHHoro AJII® Ha 1/2 monb kucnopoaa). Koagpduumenr P/O Ha3biBaeTcs KO-
3¢ GuIEeHTOM OKHCIUTENbHOr0 (hochopuaInpoBanus 1 3aBUCUT OT TOYKU BXOXICHUS
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BOCCTaHOBUTE/IbHBIX 3KBMBAJEHTOB B 1IeMb TpaHCIOpPTa 3JeKTpoHOB. Hampumep,
IJ1s1 cyocTpaToB, okuciasieMblx NAD-3aBucumoii neruaporeHasoii, P/O=3, Tak Kak B
JIBIXaTeJIbHOM LIeNU eCTh TPU YJacTKa, Te MepeHOC 3JEKTPOHOB COMPSIKEH C CUHTE-
3oM AT®. He Bce cybcTpaThl IepeaaloT 2J1eKTPOHBI M TPpoTOHBI HA NAD, HeKoTopbie
okucisiorcss FAD-3aBUCUMBIMU AETUAPOTeHA3aMU, KOTOPhIE IIEPEHOCIT ITPOTOHBI U
9JIEKTPOHBI cpa3y Ha YOUXMHOH, MUHYS KoMIuiekc [. B atom ciyuae P/O=2. B neii-
CTBUTEIHLHOCTU KOG GULUEHT (PoCchHOpUIMPOBAHUS BCETIa MEHbIIIE TEOPETUUECKOM
BEJIMUMHBI, TOTOMY UTO YaCTh SHEPTHUU, BEICBOOOXKIAIOIIEHCSI TPU TPAHCITOPTE BJIeK-
TPOHOB, pacxoayeTcsl He Ha cuHTe3 ATM, a mjig repeHoca BellecTB Yepe3 MUTOXOH-
JIpUaJbHYI0 MEMOpaHY.

B cyTtku uenoBek moTpebisieT B cpeaHeM 27 Moib Kuciaopoaa. OCHOBHOE ero Ko-
JINYECTBO (IIPUMEPHO 25 MOJIb) UCHOJIB3YETCSI B MUTOXOHIPUSIX B IBIXaTEILHOM LIETIH.
CrregoBaTeNbHO, €XXeCyTOUHO cuHTe3upyeTcs 125 monb AT® wm 62 KT (TIpy pacyeTe
UCToab30BaIu KoadduimeHT P/O=2,5, To ecTb cpeaHee 3HaUeHUE KO3 GUIIMeHTa
dochopunuposanus). Macca Bceit AT®, conepxalieiicss B opraHu3Me, COCTaBIIsSIeT
npumepHo 20—30 . Mitak, MOXHO caenaTh BBIBOI, YTO Kaxgas Mojekyia ATd 3a
cytku 2500 pa3 mpoxoauT Mpolecc TUAPOIN3a U CUHTE3a, YTO U XapaKTepu3yeT UH-
TEHCUBHOCTHb 0OMeHa AT®.

ConpsxeHune pa6oTbl AbIXaTeIbHOMN LEeNu C NPOLECCOM CMHTe3a AT

Cy1iecTBOBaHHME TaKOTO COTPSDKEHUST TOKA3BIBACTCS TEM, YTO MOKHO MHTUOMPO-
BaTh oOpazoBaHue AT®D, He HapyIIas Ipollecca TPAHCIIOPTa JIEKTPOHOB. DTO JIO-
cTuraeTcs 100aBJIeHUEM XMMUYECKUX BEIIECTB, Ha3BaHHbIX pazooiureasmu. [Toce
ynajieHust pazoomuTteneil cuHte3 AT® BoccTtaHaBiuBaeTcs. M3ydyeHue mMexaHu3Ma
COMNPSKEHUU JaeT OTBET HAa OCHOBHbBIE BOITPOCHI:

1) xakum oOpa3oM TpaHCHOPT 2JEKTPOHOB CIYXKUT UCTOYHUKOM DHEPIUMU;

2) Kak 3Ta dHeprust obecrneunBaet nporekanue peakuuu AJI® + Pi — ATO.

OOBICHICT MEXaHU3M COTIPSKEHUsI XeMOOCMOTIIecKas Teopus. JlokazaHo, 9TO
koMmruiekcesl I, 11T u IV nenu nepeHoca 31eKTpoHOB (YyHKLIIMOHUPYIOT KaK MPOTOH-
Hbie (H™)-moMmbl, ocyllecTBIsiA IEpeHOC MTPOTOHOB M3 MaTpUKca yepe3 BHYTPEH-
HIOI0O MeMOpaHy B MeXMeMOpaHHOe IPOCTPaHCTBO. 3aTpaTa SHEPIMM Ha BBIOPOC
MPOTOHOB M3 MAaTpUKCa IPOMCXOAMT 3a CYET DK3ePrOHWYECKMX OKHUCIUTETbHO-
BOCCTaHOBUTEJIbHBIX peaKlMil AbIxaTebHOM 1Lienu. [lepeHoc MpOTOHOB MPUBOAUT K
BO3HMKHOBEHMIO Pa3HOCTU KOHILIeHTpauuu HT ¢ IByX CTOPOH MUTOXOHIAPHUAIbHOM
MeMOpaHbI: 0oJjiee BbICOKasi KOHLIEHTpaLMsl OyaeT CHapyu U 0oJiee HU3Kasi — BHY-
Tpu. MUTOXOHAPUST B pe3yabTaTre MEePeXoJuT B «IHEPTrM30BaHHOE» COCTOSIHME, TaK
KaK BO3HUKAET rPaIueHT KOHLEHTpauuu HT 1 oAHOBpeMEHHO pa3HOCTb 2JEKTPOXU-
MMUYECKHX MOTEHIIMAIOB CO 3HAKOM ILTIOC Ha HApY»KHOI MOBEPXHOCTU. DJIEKTPOXH-
MMYECKUI MMOTEHITMAT CTUMYJIUPYET MPOTOHBI IBUTAThCS B 0OpaTHOM HaIlpaBJICeHUH,
HO MeMOpaHa HempoHMIlaeMa Uil HUX KpPOMEe OTAEJIbHBIX YYacCTKOB, Ha3bIBaeMbIX
MPOTOHHBIMU KaHajaMu. OOpaTHBI NTEPEHOC MPOTOHOB B MATPUKC SIBJISIETCS 9K3€P-
TOHUYECKUM TPOLIECCOM, BHICBOOOXKIAIOIIASICSI IPU 3TOM DHEPIUST UCITOIb3YeTCsl Ha
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dbochopmmpobanme AI®D. Karamuszupyer mpouecc dpepmenT HT- ATD-cunTa3a,
COCTOSIIIAsT U3 TIPOTOHHBIX KaHAJIOB, IIPOHU3BIBAIOIINX BHYTPEHHIOI MeMOPaHy MHU-
TOXOHIPUM ¥ OOPAIICHHON B MAaTPUKC «TOJIOBKM», COCTOSILEH 13 CYyObEIMHULI, yda-
cTByIoIKX B oopazoBaHun ATD (puc. 6.5 1 6.7).

Puc. 6.6. ConpsihxeHne nepeHoca 3JIeKTPOHOB Yepe3 AbIXaTesibHbIi KOM-
nnekc lll c rpaHcnopTom H yepes memGpaHy.

BoccTaHoBneHHbI youxmHoH (QH,) B3aumopericteyeT ¢ Fedt rema b, 1, BoccTaHaBnmBas ero,
0CBOOOX/AAET MPOTOH B BOAHYIO dasdy, NpespaLlasick B CeMUXMHOH (HQ*). nekTpoH oT rema b,
nepeHocutcs Ha Fed* rema b,. HQ* otoaet BTOpor anekTpoH Ha FeS-LeHTp, pacnonoXeHHbIN
BnKe K HAPYXXHON NMOBEPXHOCTN MEMOPAHBI; MPY 3TOM BTOPO NPOTOH OKa3bIBAETCS B MEXMEM-
©paHHOM MPOCTPAHCTBE; SNEKTPOH NEPefaeTCs Ha LIUTOXPOM C,, @ Aanee Ha LMToxXpom c. Okuc-
JeHHbI Q AP PYHANPYET K BHYTPEHHEN CTOPOHE MeMOpaHbI, Fae Nosy4aeT aNeKTPOH OT rema b,
1 NPOTOH M3 MaTpukca, npespawascs B HQ*. HQ* nonyyaeTt anekTpoH oT komnekca | u npoToH
13 MaTpukca; B MembpaHe obpasyetcs QH,, 1 BeCb MPOLIECC MOBTOPSETCS CHavana

Paso6uweHue abixaHua u hocchopuaupoBaHus

YoenutenbHbIe SKCIIepUMEHTAIbHBIE J0KA3aTeIbCTBA B MOJIb3Y OITMCAHHOTO MEXaHU3-
Ma COIpPSDKEHMS ObIXaHUs 1 (pochoprIMpoBaHusl ObLIY ITOIYYEHBI C TTOMOIIBIO MOHO-
(hopoB. MoneKyBl 3THX BEIeCTB, KaK MPaBUIIO, JTUITOMIIHLHBI Y CITOCOOHEI TTePEHOCHUTD
MOHBI uepe3 MeMOpaHy. Harpumep, 2,4-nuHutpodeHon (mpotoHodop) Jierko audodyH-
JUpYyeT yepe3 MeMOpaHy B MOHM3MPOBAHHOW M HEMOHM3UPOBAHHOMI (hopMe, TIepeHOoCs
MIPOTOHBI B CTOPOHY MX MEHbIIICH KOHIIEHTPALIMY B 00XOJI IIPOTOHHBIX KaHAJIOB (puc. 6.7
1 6.8).

Takum oOpaszom, 2,4-AMHUATPOMEHO] YHUUTOXKACT DJCKTPOXUMUYECKUNA MOTEH-
a1 cuaTe3 AT® cHITbHO CHIKAETCS, XOTSA OKHMCIICHIE CYOCTPaTOB IIPU 3TOM TTPO-
WCXOMUT. DHEPTHUS IbIXaTeJbHOM 1IeM B OCHOBHOM PaccenBaeTCs B BUAE TETUIOTHI.
DTUM 00BSICHSIETCS MMPOreHHOE JIeiicTBUE pa3odiuTesieil. PazobiaommuM neiicTBr-
eM 00J1a1al0T HEKOTOPble aHTUOMOTUKH, TAKUE, KaK BATUHOMMIMH U TPaMULIAIMH.
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Puc. 6.7. MexaHnam pa3o6LieHus abixaHnsa n ¢pochopunupoBaHus.
[MpoToHnpoBaHHasa dopma 2,4-ONHNTPOdEHOA MEPEHOCUT MPOTOHbLI YHePEe3 BHYTPEHHIO MEM-
OpaHy MUTOXOHOPWUI 1 NPENATCTBYET 06pa30BaHMIO MPOTOHHOIO rpaaneHTa

[lbIXaTeNnbHbIN KOHTPONb

CKOpOCTb IbIXaHUSI MUTOXOHAPUI MOXKET KOHTPOJMPOBATHCS KOHLIEHTpaluei
AJI®. D10 0OBSICHSIETCSI TEM, UTO OKUCIeHNE U (DOCHOPUITIMPOBAHUE XKECTKO COIIPSI-
JKEeHbI. DHeprusi, HeooxoauMasi KJIeTke JJisl COBeplIeHuUsl paboThl, MOCTaBIIsSIeTCs 3a
cuet ruaponusza AT®. KonueHntpauuss AP ripu 3TOM yBeIUUMUBAETCS; B pe3yJibTaTe
CO3M1aI0TCs YCIOBUS 1Sl YCKOPEHMS IbIXaHUs, YTO U BEJET K BOCIOJHEHMIO 3aI1aCOB
AT®. Taknm 06pa3om ToBbITIIeHUe KOoHIIeHTparn AJIID ctumynupyeT padoty LIT1D,
a yBenmueHue comgepxxanust ATD ee cHKaeT.
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Puc. 6.8. MexaHn3m pa3o0Lualowero 0ecTBns XXUPHbIX KACJIOT:

1— BbIKa4YMBaHME NPOTOHOB AbIXaTENbHOM LEMNbIO; 2 — NPOTOHNPOBAHNE aHVNOHA XXNPHOM KNCIO-
Tbl; 3 — AN Py31sa NPOTOHMPOBAHHOMN XUPHOI KUCOThI K BHYTPEHHEN NMOBEPXHOCTN MEMOPAHBI;
4 — puccoumauma RCOOH ¢ obpasoBaHnem RCOO- n noHa H+*; 5 — nepeHoc RCOO- nocpea-
cTBOM ATD/ALlP-aHTMNopTEpa MUnn pasobLaroLLero 6eska K Hapy>XHON MOBEPXHOCTM MUTOXOH-
LpuanbHo MeMOpaHl

WHrméuTopb! Lenu TpaHCNOPTa 3/1IeKTPOHOB
1 okucnutenbHoro pocchopunuposaHua
HNHruouTOopsl, 6JOKUPYIOIINE ABIXaTeIbHYIO 1IeThb, AeHCTBYIOT B ONpeneIeHHBIX
MecTax, TIPETATCTBYS paboTe IbIXaTeIbHBIX (hepMEHTOB. B pe3ynbraTe npIxaHue cHU-
JKaeTcs 1 YeJIoBeK BIaaaeT B COH (Tpy yrnoTpedieHuu 6apouTypatoB) J10O IbIxaHWe
npekpaiiaeTcsi coBceM (MHTMOUTOpHl KoMruiekca [V, HanpuMep LMaHUIbI) U YeJT0BeK
ymupaeT (cM. puc. 6.2).



Pazoen

OOmwmii myTh KaTa00/1M3Ma

VYrieBonpl, O€JIKU U KUPbl — OCHOBHBIE KOMITOHEHTHI IMUILIK YeJIOBeKa, SIBJISTIOT-
Cs1l MHOTOKOMIIOHEHTHBIMM BEIIECTBAMMU U, MIPEXKIE YeM BKIIIOUUTHCSI B METa00JIU3M,
MMOJBEPralTCs TUIPOJIN3Y B KEIYIOUYHO-KUIIIEUHOM TpakTe. [TpoayKThl THApOIN3a,
CMOCOOHBIE BCACHIBATLCS U3 KUIIIEYHNKA B KPOBb, 3aTEM B X0JI¢ KaTab0/I1M3Ma B KJIETKE
MMOJIHOCThIO OKUCJISTFOTCSI, 0OCBOOOXKIAsI SHEPTUIO, UCTIONb3yeMYIo 1jisg cuHTe3a ATD.

OnHOM M3 OCHOBHBIX XapaKTepUCTUK Ipoliecca KaTabou3Ma SIBJISIETCS COeau-
HeHUe MeTa0OIMYeCKUX IIyTeil B eAWHBbINA IIpoliecc, T.e. 00pa3oBaHME B XOJAE KaTa-
0oM3Ma OOIIMX METAa0OJIUTOB, OKHCIEHUE KOTOPBIX 10 KOHEUHBIX MPOIYKTOB OCY-
LLIECTBIISIETCS ¢ MCIOJb30BaHUEM OJHUX U TeX XK€ peaklLMi, COCTABJSIOINX OOt
9Tan KatadoauzMa. TakuM o0Opa3oM, KOHEUHBIM 3TAIllOM OKUCJICHMS MPaKTUUECKU
BCEX BEIIECTB B OpraHM3Me, UMEIOIINX UCXOIHO Pa3HOe CTPOCHUE, SIBIISIIOTCS peak-
LMK OOILIEeTo ITyTH KaTaboiam3Ma, U3y4yeHre KOTOPOro MO3BOJISIET MOHITh OCHOBHEIE
MIPUHLMITEI OpraHU3aluy IIpoliecca MeTadoIM3Ma B OpraH1u3Me YeJIoBeKa, B X0Ae KO-
TOPOTro CyOCTpaThl MOJTHOCTLIO okucastoTes 1o CO,u H,0.

7.1. OcHoBHble 3Tanbl 06LWero Nyt Kataboausma

B mipotiecce kaTabonm3Ma MOXHO BBIIEIUTL TPY OCHOBHBIE €ro yacTu (puc. 7.1):

1. PacmensieHue B MMIIEBAPUTEIBHOM TPaKTe. DTO TMAPOJUTUUECKUE PEAKLUU,
MpeBpalalole CJIOXHBIE MUILIEeBble BEIIeCTBA B OTHOCUTEbHO HEOOJIbIIOE YMCIIO
MPOCTHIX META0OJMUTOB: TITIOKO3Y, AMUHOKUCIOTHI, [IIMLEPOJI, KUPHbIE KUCTOTHI.

2. Cnemucduyeckue myTn Katadoam3ma. Ha aTom sTane mpocTbie MeTaOOIUTHI IO~
Beprarorcs crnelnuuIecKuM peakiusM pacllleIyIeHHsI, B pe3yabraTe KOTOPBIX 00pa-
3yeTcs 00 MUMPOBUHOTpagHasl KKUCiIoTa, nbo auetmi-KoA. Anerni-KoA moxer
00pa3oBaThCs U3 IIMpyBaTa, a TakKe U3 XUPHBIX KMUCIIOT 1 aMUHOKUCIIOT. B crienu-
dunyecknx MyTdx KaradoJim3Ma MOTYT 00pa3oBaThCs COCAMHEHMS, KOTOPBIE HEITO-
CPeACTBEHHO BKJIIOYAIOTCS B LIUTPATHBIN LK.

127
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Puc. 7.1. Kata60/11M3M OCHOBHbIX NULLEBbIX BELLLECTB:

| — pacuienneHve B NuLLEBaAPUTEIbHOM TPaKTe;

I — cneundwnyHble nyTn katabonmama (1-5);

Il — obwwmin nyTb kKaTabonmama: 6 — okMCNnTENbHOE AeKkapOOoKCHUIMPOBaHNe NMpPyBaTa;
7 — UMTPAaTHbIM UMKN; 8 — AblxaTesbHas Lenb
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3. OKucIUTEIbHOE JeKAPOOKCHIMPOBAHNE MMPYBATA, IIMTPATHDBIN UK M JbIXaTe b~
Has [enb 3aBepLIAIOT pacllelieHe MUILIEBbIX BEIIECTB 10 KOHEYHBIX MPOIYKTOB —
COu H,0.

CrenoBaTenbHO, HAUMHAS CO CTAIMKM OOpa30BaHMS MHUPYBaTa, MMPOMCXOIUT YHU-
dukanmsa mmyrteii Karabonusma. M3 GONBIIOro Ynciaa MCXOMHBIX COeIMHEHUI 00pa-
3yeTcsl Bcero nBa — nupysar u aletui-KoA. Ilponecc, HAUMHAIOMUIACA C OKHCIEHHS
nupyBaTa, Ha3biBaeTcs 00IMM MmyTeM KaTtabdoau3ma. MiMeHHO B o0uieM myTu Katabo-
JIn3Ma 00pa3yeTcss OCHOBHOE KOJIMYECTBO CyOCTPATOB ISl peaKLMii AeTUIPUPOBAHMUSI.
COBMECTHO C IbIXaTeJIbHOI LIEIbI0O U OKMCIUTENbHBIM (hochopuanpoBaHueM OO
ITyTh KaTab0IM3Ma SIBJISIETCS] OCHOBHBIM UCTOUHUKOM 3Hepruu B popme ATD.

OKucnutenbHoe AeKapOOKCUNMPOBAHNE NMPOBUHOTPAAHON KUCOTbI

CyMMapHBbIii pe3yJIbTaT MHOTOCTaJIUMIAHOM peakiMK BBITJISINT CJSAYIOLIM 00pa3oM:

CH,;-C-COOH + NAD* + HS-KoA — CH; —C-KoA + NADH + CO,
I I
o O
ITupyBaT Auetuin-KoA

Peakivio karanusupyioT Tpu pepMeHTa, padoTalolire B OINpene/ieHHON moce-
JIOBaTEJIbHOCTU U 00beAHEeHHbIC B mupyBataeruaporenasnbiii Kommiekc (IIJIK), B co-
CTaB KOTOPOTO BXOJIUT 5 KOPEPMEHTOB.

DTOT KOMILIEKC (pepMEHTOB pabOTaeT MOJOOHO KOHBEEPY, B KOTOPOM ITPOMEXKY-
TOYHBIE MTPOAYKTHI MepeaatoTcs oT hepMeHTa K (pepMeHTY. TaKoil MpUHIIUIT TTOBbIILIA-
eT 3 HeKTUBHOCTL PabOThl (HEPMEHTOB, TaK KaK CHMXKAET CIYyYailHOCTh B KOHTAKTE
pearupyloiux BeuecTB. B Ta6a. 7.1 u Ha puc. 7.2 IpuBOASATCS Ha3BaHUSI (hepMEHTOB
(ITIK) 1 xapakTepucTUKA KaTaTU3UPYyEeMbIX PEaKIINIA.

Iupysatnekapookcunasa (E,). B kauectse kohepmeHTa B peakliny y4yacTBYeT THA-
vuHaudocdar (TADP) — npoussonnoe Butamuna B,. GepMeHT KaTanu3upyeT OTUICTI-
JieHre KapOoKcuibHOM rpymisl B Buae CO, 1 TpUCOeAMHEHNE alleTUJIbHOTO OCTaTKa
K Kopepmenty TID.

Jurunposmmnonnrtpancanerniasa(E,) — Bropoit pepmeHT komriuiekca. Karanmsu-
PYET OKMUCJIEHUE TUAPOKCUATUIIBHOM TPYMITbI M IEPEHOC alleTUILHOM TPYIIbl HA JIU-
MoeBylo KUcJIoTY, a 3aTeM Ha HS-KoA ¢ o6pazoBaHuem aietui-KoA.

Takum 0O6pa3oM, B 3TOM peakiMK yJyacTBYIOT iBa KO()epMeHTA: JIUNoeBast KUCJI0Ta,
MPOYHO COeAMHEHHAas ¢ (hepMEHTOM, U KO(epMeHT A, 0ObeAUHSIIOIINICS ¢ (hepMeH-
TOM B MOMEHT peakiinu. Bonopoa octaetcsi CBA3aHHbBIM C JIUIOEBOI KUCIOTOM, KOTO-
pasi mpeBpallaeTcs B IUruIpoJIUITIOoAar.

Jurnapommmonngernaporenasa (E;) — FAD, conepxamuii puraBonpoTenH, Kataiu-
3UpyeT AeTUAPUPOBaHKE BOCCTAHOBIEHHOM (hOPMBbI JIMTTOEBOI KHUCIOTHI U ITEPEHOC BO-
nopoaa Ha FAD (rpouHo cBsi3aHHBIN ¢ (hepMEHTOM), a 3aTeM Ha CBOI BTOpOIi Kodep-
MeHT NAD™, KOTOpBIi BKITIOYAETCSI B COCTaB KOMILIEKCA TOJIBKO BO BPEMSI peaKIINM.
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Tabauya 7.1
ITupyBaTaeruaporeHa3Hblii KOMILIEKC MJIEKONUTAIOIMUX

depmeHT KodepmeHr Buramuu
IMupysaTnexapookcunasa (E,) TAD B,
HuruaponunonntpaHcaueruiasa (E,) Jlunoamu JlumnoeBas kuciaoTa

HS-KoA [TanToTEeHOBas KMCIOTA
Huruaponunonnaerunaporenasa (E;) FAD B,

NAD PP

NAD' NADH+ H" — > B JIbIXATEJIBHYIO LEITb
1

FADH, FAD
E
OH
CO, CH3—(|3H— TAD JIMIIOAT JlI/I/Hg)AT ALEETWJI— S—KoA —> B LIUTPATHbIN LINKJI
AUETWI-TI® S—S HS SH
E, E, E,
IIUPYBAT TI® <—A—>ALIETI/III —S\ /SH — HS —KoA

JIMTIOAT

Puc. 7.2. OkucnurenbHoe AekapOooKcUnIMpoBaHue NMpPOBUHOrpaaHon
Kucnotbl. TAD-TnammHandgocoar,
S
Jlnnoat < | — okucneHHas hopmMa INNOEeBOon KUCOTHI,
S
SH
Jlnnoat < — BOCCTaHOBJIEHHAsA CbOpMa NINMOEBOW KNCNOThbI
SH

E, — nupyBataekapOoOKcHiaza KaTalu3upyeT AeKapOOKCUJIMPOBAHUE IUPYBa-
ta 1 nepeHoc C,-dparmenrta Ha TI®D. E,-TpaHcalerniasa KaTaau3upyeT OKHCe-
HME TMIPOKCUATWIBHON Ipynmbl 1 nepeHoc C,-(pparMeHTa Ha JUIOEBYIO KHUCIIOTY;
alleTWJIMPOBaHHasl TpaHcalleTwia3za B3aumogneiicTByeT ¢ HSKoA ¢ obpasoBaHuem
BOCCTAHOBJIEHHOW (DOPMBI JIMITOEBOM KUCIOTH U aueTwi-KoA; E; — nuruapomnm-
nounneruaporeHaza — FAD-cogepxaniuii ¢epMeHT OKHUCISIET AUTUAPOIUNOAT C
obpazosanueM FADH, B cocrase (hepMeHTa, KOTOPBIN 3aT€M pEereHepupyercs Nnpu
yyactuu NAD™. JIunoesas kucnora, cBA3aHHasa B MosieKyse ¢pepmenTa E, ¢ ocraTka-
MU JIN3UHA, GYHKIMOHUPYET KaK «[TOBOPOTHbBIN KPOHILTEHH», MEPeHOCSIINI aTOMbI
BOAOPO/IA U alleTWJIbHBIE TPYIINBI OT OMHOTO (hepMeHTa K APYyTromy.
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[raBHBIe TpoaykThl peakumii [TIJIK — 3to NADH + H* u anetun-KoA. NADH +
H* nanee okucisieTcs B IbIXaTeJbHON LIEMH, TJI€ SHEPTUs UCIIOAb3YeTCsI HA CUHTES3 3
Moib AT®, a anetuin-KoA oxkuciseTcs B uuTpaTHoM 1ukie. [TupyBatoekapbokcu-
JIa3HBIM KOMIUIEKC HAXOAUTCS HAa BHYTPeHHEW MeMOpaHe MUTOXOHIPUI U COEAMHEH

C Hel CO CTOPOHBI MaTpUKCA.
Ha puc. 7.3, 7.4, 7.5 npeactasieHo ctpoeHue kopepmeHton [TIK.

NH,
CH, ,

N/| | CH; (”) (I?

)\\ J\ I[CH -~CH;-O—P—0O—P—OH

H;C~ N P 2 | |
OH OH

AKTUBHBIN aTOM yrjiepojaa

Puc. 7.3. CtpoeHue TnammHgudocdoara

L —CH;—CH;~CH,~CHy-C—N—(CH;)s—CH
CH, I |
JIETUZIPOJIUIIOEBAs KUCIOTa & ~ J
JIN3UH

Puc. 7.4. CTpoeHue JIMNOUJIbHOrO OCTaTKa B COCTaBe AUrnaposiunouvsi-
TpaHcaueTunasbl

7.2. UutpatHbii 4nKn

Hurparaeiii uukn (uukn Kpebca, IMKI TpMKAapOOHOBBIX KMCJIOT) — 3TO CHUCTE-
Ma peakilyii, NpUBOAAIIAs K ITOJHOMY OKMCJIEHUIO ABYXYIVIEPOJHOIO alleTHJILHOTO
ocTaTKa, KOTOPbIii MOT 00pa30BaThCsl B pa3IMUHbBIX MeTaboJIMUYecKuX MyTsx. [lurpar-
HBII LIUKJT IBISIETCS OOIIMM KOHEYHBIM ITyTeM OKHUCIICHUSI OEJIKOB, XXMUPOB U YrJjie-
BOJOB. Bce peakiimu HUTpaTHOTO LIMKIIA, KaK U OKUCIUTEIBLHOTO 1eKapOOKCUITUPO-
BaHUS MIMPYBaTa, JIOKAJIM30BaHbI B MUTOXOHIPUSIX. B Xome OQHOro MOJTHOro LUKJIa

IIPONCXOOUT:
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THO3TaHOJIaMHH
A

HS—CH,— CH,-NH—C=0

IMaHTOTCHOBAsA
KHUCJI0Ta

aJICHO3HUH

Puc. 7.5. CtpoeHue HS-KoA

e TIOJIHOE OKHCJIEHUE alleTJIBHOTO ocTaTKa 10 IByX Mosekyn CO,;
e o0Opa3oBaHMe Tpex MoJieKyJ BoccTaHOoBIeHHOro NADH + H* u onHoit moJie-
kysnsl FADH,;
e CcuHTe3 oaHOI MosieKysbl [ T® B pesynbraTe cydocTpaTHOro ochopuampona-
HUS.
Peaxkiium murpaTHOro mukiia, (pepMEHTHI M MX XapaKTepUCTUKA IPUBEICHBI Ha
puc. 7.6.

ConpsaxeHue 06wWwMx NyTein Kataboamu3Ma C AbiXaTeIbHON LEenblo

B o6mux myTsIx Kataboan3mMa IMIPONCXOIUT TISITh peaKIInii IeTUAPUPOBAHUS: OHA
Ha CTaluM OKUCJIUTEIbHOTO J1eKapOOKCUIUPOBAHUS MMUpYyBaTa U YeThbIpe B LIMTpAT-
HoM 1tukJie. Bece 10 atoMmoB Bogopona nepeHocsITcsl Ha KoepMeHThl JeruaporeHas,
KOTOpbIE, B CBOIO OUepeNlb, OKUCISIOTCS B AbIXaTebHOM 1enu. OKucIeHHbIe Kodep-
MEHTbI BO3BpAlllalOTCsl B peakiMu oO1IMX nyTel kKataboausma. Perenepauus kodep-
MEHTOB — 3T0 00s53aTejIbHOE YCJIOBHE /IS MPOTEKAHUS Peakiud AernapupoBanns. Ta-
KUM 00pa3oM, OOIIHif TTyTh KaTaboIM3Ma U IbIXaTeIbHAS 1IeTTh Hepa3phIBHO CBSI3aHbBI
MeXy co0O0i U OTIebHO (PYHKIIMOHUPOBAThH HE MOTYT.
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0
CH;C--SKoA

Aunetuin-KoA

Maunat-
JAernaporenasa At .
P COO HO—(li—COO
?OO' Okcainoanerer (|:H2 ROTETEED
COO ©)
HO—CH
leHz NAD* Nfg}:[ \\\\\\ - Lurpar ? 00
| S AT N
COO" VRN CH
Manar o \“ H—C _;'L__ (_:99_'
W
@ N A 7 (Q) v HO—C—H
dymapaza H0 7AT(D\> @ N0 COoO
N “
(EOO, ' G v 5 M3ouutpar
[ +
o @ NAD'__|®)
Il N R
CH HO O, ./ i NADH + H* iCO,!
[ ___ |
éOO' ! M3onutpar-
®dymapar FADH, JIeruporenasa
FAD COO
CykuuHar- éHz
JeruporeHasa |
P
COO ] o-Kerormyrapar
CykuuHat o

|
CykuuHaT- e C=0 KoASH

a-Kerorayrapar-
THOKHHA3A B
I'T®

AernporeHasa
SKoA
Cyxkuunui - KoA
Puc. 7.6. Cxema unutTpaTHOro uukna:

I, lll, IV — depmeHTaTuBHbIE KOMMNEKCHI B LIM3Y; Q — kodepmeHT Q;
C — umtoxpom C

3HayeHue 06WMX NyTeN KaTaboNM3Ma B IHEpreTUYECKOM 0OMeHe

3a ogrH 06OPOT MUTPATHOTO IMKIa cuHTe3upyetcs 12 monekyn AT® (puc. 7.6).
HeBSTh U3 HUX 00pa3yroTcs 3a CYET IHEPTUM TPAHCIIOPTA JIEKTPOHOB B AbIXaTEIbHOM
uenu ot Tpex mosiekysl1 NADH + H*. JIse monexkynbl AT® cuHTe3UPYIOTCS ITPU OKKUC-
neHuu 1 monekyinsl FADH,, Tak Kak B pIXaTeIbHOM LIENW B AAHHOM Cily4ae 1eiicTBY-
10T TOJIbKO ABa MyHKTa comnpsixkeHust LITTD ¢ okucauTtenbHbIM hocdopuimpoBaHreM

AJI®. Kpome TOro, B IMTPATHOM LIMKJIE IIPOUCXOAUT OJHA peaklusl CyOCTPaTHOIO
dbochopunmpoBanus (peakiys 5), natomas 1 Mo ['TO (ATD).
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B o0mmx myTsax karadoamsma cuHtesupyercs 15 mogekya AT®. Tpu u3 HUX npu
OKMCIUTEJIbHOM JIeKapOOKCUIMPOBAHWUY NTUPYBaTa U 12 — B LIUTPATHOM LIUKJIE.

7.3. Perynauusa o6wux nytei kKatabonmsma

[1aBHBIM (hakTOPOM, PETYIMPYIOLIMM CKOPOCTb AbIXaHUS U (POoCHOpUIMPOBAHUS,
SIBJISIETCS MOTPeOHOCTHh opranu3ma B 3Heprud. CuHTe3 AT® ocymiectBasiercst B LITTD,
HO OCHOBHAas Macca BOCCTAHOBJIEHHbIX 9KBUBAJIEHTOB 1S AbIXaTeJIbHOM 1LIETTU ITOCTY-
TMaeT U3 o0ImmX myTeit KaTabonmmama. ClenoBaTeIbHO, PeryIsamnus o0muX myTeil KaTa-
00,1M3Ma U IbIXaTeJbHO# e TeCHO CBA3AHA.

7151 OLIEHKU DHEPTeTUYECKOrO COCTOSIHUS KIETKU UCTTOIb3YIOT BEJIMUMHY IHEpre-
TUYECKOTO 3apsiaa, OTpaskalollero COOTHoIIeHNe KoHleHTpann AT® K mmpomyKTam
ee pacnaga — AJI® n AMO.

IIpu yBenMueHUM SHEPreTUUECKOro 3apsiia B KJIETKE (B COCTOSIHUMM MOKOSI) CKO-
POCTb peaklii oOLIMX MyTel KaTaboJIru3Ma CHUXAETCS, a MPU YMEHbIIIEHUN dHEepre-
TUUYECKOTO 3apsifia — yBeJIMYMBaeTCsl. DTO 1OCTUTAETCs 3a cueT Toro, 4yto AT® naeiict-
BYET KaK aJLiocTepuueckuii uHruouTop, a AJI® u AM® — Kak aiiocTepuyeckie aKTH-
BaTtopbl HekoTOpbIX (hepmenToB OIIK (puc. 7.7).

[pyroil MexaHU3M PETYJISIIAM CBSI3aH C HEOOXOMUMOCTBIO pereHepaumu NAD™ B
JapixareabHoil nenu. I1pu ymenbiieHun pacxoga AT® B KiieTKe CKOPOCTh JAbIXaHMSI
MUTOXOHAPUIA CHUXKAETCS (JIbIXaTebHbIM KOHTPOJIb), YMEHbILIAETCS TAKXKe CKOPOCTh
okucieHuss NADH B nprxatebHOM 1ienn 1 yBennunBaeTcst KoHeHTpauus NADH. B
atoM ciiyuae NADH uHru6upyer HeKoTopble (pepMEHTHI OOIIMX ITyTeli KaTaboiu3Ma,
YTO MPUBOJIUT K 3aMeIJIEHUIO peaKlMil KaTaboJiu3Ma 1, ClieIoBaTe/IbHO, 3aMeIEHUIO0
HapaOOTKM BOCCTAHOBJIEHHBIX KO(GepMEHTOB U YMeHblIeHuto cuHTe3a ATd. [lpu
YBEJIMYEHU U SHEPTETUUECKUX MOTPEOHOCTE OpraHru3Ma NPOUCXOAUT BCE HAOOOPOT.

B perynsiumu ckopoctu OITK cyliecTBEeHHYIO poJib UTpaeT KOHLIEHTpalus cyo-
cTpaToB (HalpuMep, aKTUBATOPOM MUPYBaTAETUAPOTEHA3HOTO KOMILIeKCa SIBJISIETCSI
NUPYyBaaT) U KOHLEHTPALMS IPOLYKTOB PEAKLIUU, KOTOPBIE OKa3bIBAIOT MHTMOUPYIO-
111ee eCTBUEe Ha aKTUBHOCTb HEKOTOPBIX (pepMeHTOB. K ToMy Xe, peryJnupyoimmnum
JeicTBreM 00y1agatoT noHbl Ca2™, YTo 0COOEHHO BaxKHO 7151 MBIIILL, TaK KaK MTPU MbI-
LIEYHOM COKpAIleHWH TTPOUCXOIUT YBEIMUEHUE KOHIIEHTpaluyu noHoB Ca2t, KoTo-
pble BMecTe ¢ Apyrumu a(pdexkropamu ObIcTpo akTuBUpyioT ¢pepmenThl OITK 1 00e-
cneynBaloT cuHTe3 AT® ni1st paGOThI MBIIIILI.

Perynsauus OTIK ocyiectBiisieTcss Ha ypoBHE 4-X peaklvid, KaTaIu3upyeMbIX:

e IIIK;

® IMTPATCUHTA30¥;

® M30IMTPATAETHAPOreHa30M;

® O-KeTONTyTapaTAernaporeHa3HbIM KOMILIEKCOM.

Peaxius, karanusupyemast TTJK, siBasiercs kKimoueBoit peakiiyeii, Tak Kak Haxo-
JUTCS B LIEHTPE MepeceyeHMs] MeTaboIMIECKUX MyTeil U o0ecreurnBaeT B3aMMOCBSI3b
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Puc. 7.7. Perynauus ooOwiero nytu karabonuama.

LinTpaTHbIn UMK PEryanmpyeTcs no MexaHW3my OTPULIATENbHOM 0OpaTHOWM CBS3U C y4aCTUEM
annoctepuyeckmx GepmMeHToB. Mpu ymeHbLLeHUn pacxona ATdD akTMBHOCTb AblXxaTebHOW Lienm
CHWXAeTCH (AbIxaTesibHbI KOHTPOIb), KOHUeHTpaums NADH B KneTke nosbILLAeTcs 1 NPUBOAUT
K CHUDKEHWMIO aKTUBHOCTU perynaTopHbix ¢pepmeHToB. NADH mnHrnbmnpyet NAD-3aBucumble Oe-
ruoporeHassbl. MNosbieHne KOHUEeHTpaumm uutparta, cykumHmun-KoA n auetnn-KoA takxe npu-
BOAMT K MHIMOMPOBaHWNIO PETYNISITOPHBIX PEaKLMIA, TOraa Kak cybcTpaThl peakumii — nupyear 1
okcanoauetar akTuempytoT pepmeHTsl OMNK
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TaKUX MPOLIECCOB, KaK IJTMKOJIU3, TJIIOKOHEOTeHe3, CUHTE3 U OKUCJIEHNE XXUPHBIX KHC-
Jot. ITJIK obecrnieurBaeT UMTpaTHBINA LUK cyocTpaToM — aueTuia-KoA. AKTUBHOCTh
ITJIK peryaupyeTcst pa3IM4HbIMU ciocodbamu (puc. 7.8):

e aKTUBalUell cyOcTpaTaMu,

e VHTUOMPOBAHUEM MPOIYKTAMMU;

e cootHomeHneM NAD*/NADH nu AM®/ATO®;

e IIyTeM KOBaJIeHTHOI Moaudukaunu — dpochopuarpoBaHieM u nedocdopu-

JIMPOBaHMUEM.
AJlD H,O
ATDO
THPYBAT © 1 ypiang ocharaza @Ca*
Anetun-KoA® ocd o=
NADH®
Pi
ATD

TJIK-OH
aKTHBHAS |@[Tupysar, NAD*, HSKoA
dopma  |GNADH, Auernn-KoA

HprBaT ALIeTI/I.H-KOA

KoASH <= Co,

NAD* NADH

\

Puc. 7.8. Perynauusa nupyBataermgporeHasHoro Komrnsekca.
MupyBaTaernaporeHasHbIi KOMMIEKC COOEPXKUT OBE PErYNATOPHbIE CYObEAVHULI, MPOSBASIO-
LMe KMHa3Hyto 1 docdaTasHyto akTmBHOCTb. KuHasa dochopunmpyet MNAK n nepeBogut ero B
HeakTuBHYt0 popmy, pocdaTosda oTenNSeT GocPOpHbI ocTaTok U nepeoaut MK B akTUBHYO
dopmy. KnHasa NAK annocrepudeckn aktmsupyetcsa NADH v auetun-KoA, Ho nHrnbupyetcs ATD
1 nupyBaToM. Mpu MblLLIe4HOM paboTe NoBbilleHMe KOHUeHTpauun Ca2* aktueupyeTt pocdartasy
MAK, kotopas pedochopununpyet n aktnsmpyet MNAK
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7.4. Am¢pméonnueckoe 3HauyeHUe o6LLero Nyt Katabonmu3ma

OO01IMif TTyTh KaTaboIM3Ma BBITTONTHSIET KaK SHEPTeTUIEeCKYI0, TaK M aHAOOIMUIECKYIO
dyHkuwmio (puc. 7.9). Anadonndeckas pyHkims OITK rposiBisieTcst B ToM, 4To psif Tpo-
MEKYTOUYHBIX ITPOAYKTOB UCTTOJIb3YETCS 1151 CHHTE3a HEOOXOAMMBIX OpIraHU3MY BEILIeCTB.
Tak MUpyBart, o.-KeTorIyTapar U oKcaloaleTar sIBJSIOTCS KeTOKMCIOTaMU, KOTOpHbIE ITy-
TEeM TpaHCAMUHUPOBAHNWsI MOTYT MPEeBpaIIaThCs B aTaHWH, TJTyTAMUHOBYIO U acriaparu-
HOBYIO KMCJIOTbI COOTBETCTBeHHO. CyKIMHII-KOA MCIIONb3yeTcs ISl CUHTEe3a T'eMa, a
MUPYBAT U OKCaloalleTaT MOTYT BKJIIOYAThCS B IIPOLIECC CUHTE3a IIIOKO3bI.

Puc. 7.9. Amdubonnyeckoe sHa4eHue ooLuX nyTei karabonuama:
A — aHepreTtuyeckas ponb OlK; b — aHabonnyeckoe 3Ha4veHne OlNK
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OueBUIHO, YTO BhIBEACHME XOTsI ObI OTHOI'0 METAa00/IMTA LIMKJIa HApyIIaeT ero pa-
00Ty, TaK KaK yMEHbIIIAeT pereHepaluio okcagoanerara. st KomneHcauuu yobLIn
MeTa0OJIMTOB LUKJIA B MUTOXOHJIPUSIX IPOUCXOAUT peakiusl KapOOKCUIMPOBAHUS
nmupyBaTa ¢ oOpa3oBaHMEM OKcajoalerata. TakuMm o0pa3oM, MUPyBaT BKIIIOYAETCS
B LIUTPATHBIN LIMKII ABYMS TTyTSIMU: OKUCIUTEIbHBIM 1eKapOOKCUIMPOBAHUEM C 00-
pa3zoBaHueM aneTui- KoA n KapOoKCUIMpPOBaHUEM C 00pa30BaHUEM OKcaJoaneTara.
IMocnenHIo peakLMIo KaTaIu3upyeT MUPYBATKAPOOKCHIA3a

mupyBaTKapOOKCcuUIa3a

[Mupysat + CO, + AT® — Oxcanoauerar + AJJ® + H,PO,.

INMupyBaTkapOboKcHIa3a COIepKUTCS TOJIBKO B MUTOXOHIPHUSIX. DEepMEHT IMOCTPOSH
W3 YeThIPEX CYOBETMHMII, Kaskast U3 KOTOPBIX COASPKUT IMPOYHO CBSI3aHHBIN HOH Mn2+
1 BUTAMUH OMOTHH, BBIMOJHSIOIIMI KODEepMeHTHYIO (hyHKIIMIO. BUOTUH coelnHeH ¢
(hepMeHTOM aMUIHO CBSI3bIO UEpe3 e-aMUHOTPYIIITY ocTaTKa Ju3uHa (puc. 7.10).

(0] (0]
Il [l
uN- S NH HN~ "> N—cooH
H(ll—éH (0] HC——CH
HOOC(CH,),—HC N S/CH2 L):f s—NH- g— (CHy)4— HC\ S/(|?H2
A. OMoTHH b. kapbokcubnoTHH B cocTaBe GepmMeHTa

Puc. 7.10. CtpoeHue 6uotmHa (A) u kap6okcnbmnoTrHa B coctaBe pepmeHTa (B)

7.5. [unosHepreTUyecKkue COCTOAHUA

HaubGonee yactoii MpUUMHON TMITO9HEPTETUUYECKUX COCTOSIHUI SIBISIETCS! THIIOK-
CHsl, BOBHUKHOBEHUE KOTOPOI, B CBOIO OUEPE/Ib, CBSI3aHO C HAPYILIEHUEM:

e TOCTYIUIeHHs] KHCIOPOJa B KPOBb, YTO HaOMIONAeTCs MPpU HepoctatoyHocTH O,

BO BIIBIXa€MOM BO3/1yXe WJIU HEAOCTATOUYHOCTH JETOYHONM BEHTUISILIUY;
e TpPaHCHOPTA KUCJIOPOJA B TKAHM TTPY MATOJOTUU KPOBOOOPAIEHUS UJIM CHUXE-
HUU TPAHCIIOPTHON (DYHKIIMU reMOTJIO0MHA;

e (yHKUUi# MUTOXOAPHIA, BEI3BAHHBIX JEMCTBUEM $SIIOB U pa300IIUTEEH.

Kpowme Toro, npuunHO#N TMIO3HEPTETUIECKUX COCTOSTHUI MOTYT OBITH THIIOBHTA-
MHHO3BI, TaK KaK B PEAKIIMSX OOIIMX IMyTel KaTaboau3Ma U AbIXaTeIbHOM LIeNH yJa-
CTBYIOT KO(EPMEHThI, colepxaliie BuTaMuHbl. Tak, BuTaMuH B, Bxoaut B coctaB
tnamuHaudocdara, B, asrgerca coctaBHoit yacteio FMH u FAD, Butamun PP B
BUIe HUKOTMHaMuAa BXomuT B coctaB NAD™ 1 NADP, mantoreHoBasg Kuciota — B
coctaB KoepMeHTa A; OMOTUH BBIMOJIHSIET KOPEPMEHTHYIO (DYHKIIMIO B peakiuu
KapOOKCUIMPOBaHHUS TTUpYyBaTa.



Pazoen

OOMeH yriieBo10B

3HaHUSI O CTPYKTYype M CBOMCTBax YIJIEBOAOB HEOOXOAMMBI IJI MOHMMAHUS MX
¢yHKUIMK B opraHu3Me uejioBeka. IIpexae Bcero yriaeBOAbl SIBJSIIOTCSI OCHOBHBIMU
rocTaBinyKaMu dHeprun. Ha ux posio nmpuxoautcs 6osiee 50% oT CyTOYHOTrO KoJinye-
CTBA HEOOXOAMMBIX OpPraHM3MYy YeJIOBeKa KaJopuid. YIjieBoabl COCTABISAIOT MoUTH 75%
MacChl CyTOYHOTIO IMIIEBOrO palloHa. B mpoMexxyTkax Mexay €10l B KaueCTBe JIErKO-
MOOMJIM3YeMOTO pe3epBa OpraHM3M MCIIOJIb3YeT IJIMKOreH. B Buie riMkKoreHa KiaeTKu
3aracator okoJjio 500 r aToro nojucaxapuaa, YTo COOTBeTCTBYeT mpuMepHo 2000 kKait.

CrenyeT OTMETUTDH U CTPYKTYPHYIO POJib YIJIEBOAOB. B Buae rmko3aMUHOIIMKA-
HOB YIJIEBOJABI BXOMST B COCTaB MEXKJIETOUHOIO MaTpukca. boJjibliioe 4ncio 0e1KoB
(bepMeHTHI, OeNKM-TpaHCIOPTEPHI, OCIKU-PELENTOPbl, TOPMOHBI, UMMYHOTJI00Y-
JIMHBI U T.J.) SBJSETCS TIMKONPOTEMHAMU. YTIJIEBOAbI MCHOJB3YIOTCS ULl CUHTE3a
HYKJIEMHOBBIX KMCJIOT U BXOMST B COCTaB KOepMeHTOB. INIIOKYpOHUIIbI yYaCTBYIOT
B Ipoleccax JeTOKCUKALIMU SHAOT€HHBIX SIIOB U KCEHOOMOTHUKOB. TakuM 0Opa3oMm,
KpOME OCHOBHOI 3HEPreTUYecKoil (hyHKIMM («KJIETOUHBIE APOBa») YIJIEBOAbI ydya-
CTBYIOT BO MHOTMX METa0OJIMYECKUX ITpolieccax.

8.1. OcHoBHble yrneBoabl nuiym. CtpoeHue, nepeBapvBaHue

M CcTOYHMKOM YITIEBOIOB IS OpraHM3Ma 4eJIOBEKa SIBJISIOTCS YIJIEBOIBI TTHILM,
OCHOBHBIM 13 KOTOPHBIX SIBJIsIETCS KpaxMmai. KpoMe Toro, B TIUIIE COmePKATCS TITIOKO-
3a, caxapo3sa, JJAKTO3a U IPYTUe yIJIeBOIbI, HO B MEHbBILIEM KOJIUUYECTBE.

MoHocaxapupbl nuwm (puc. 8.1A)

I'moko3a — 510 anpaorekco3a. OHa MOXET CYIIECTBOBATh B JIMHEHHON 1 LMKV~
yeckoi popMax. Llukiamyeckas opma IIIIOKO3bI, MPEANOYTUTEIbHAS B TEPMOINHA-
MMYECKOM OTHOIIIEHWHU, OOYCIIaBIMBAeT XMMUIECKIE CBOMCTBA TTIOK03bl. HanbGoee
BaXKHBIMM CTEPOM30MEpPaMU STOTO MOHOcaxapuaa sieisiercss D- u L-rmoko3a.

139
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®pyKkTo3a — KeTorekcosa (KeTorpyrnmna HaxoquTcs y BTOPOTO YIJIEPOAHOro aTo-
Ma). DpyKTO3a, TaK ke KaK U TJII0K03a, CYIIECTBYeT B LIUKJINYecKoi opme, obpa3zys
0.- U f-aHOMEpHI.

Ancaxapuabi nuwm (Puc. 8.16)

Caxapo3a — nucaxapui, COCTOSIIUIA U3 a-D-rmoKo3bl u - D-bpyKTo3bl, coe-
JUHEHHBIX a,B-1,2 rIMKo3uaHOM cBsI3blo. Caxapo3a — pacTBOPUMBIN Aucaxapus,
MpUBJIEKAIOIIMI YeoBeKa CBOUM CJIaAKUM BKycoM. MICTOUHMKOM caxapo3bl CIy-
KaT pacTeHus, 0COOEHHO TaKue, KaK caxapHasl CBeKJia, caxapHblil TpOCTHUK. I1o-
clieqHee 0OBSICHSIET BOSHUKHOBEHNE TPUBUAJIBHOTO Ha3BaHMS CaXapo3bl — TPOCT-
HUKOBBII UJIM CBEKJIOBUYHBIN caxap, ILIMPOKO UCIIOJIb3YeMBblil JTIOJIbMU B MTUILIEBOM
palMoHe.

JlakT03a — MOJIOUHBII caxap, SIBJISIETCSI Ba>KHEHIIIMM JUcaxapyuIoM MOJIOKa MJie-
KOMUTAIOLINX. B KOpOBbEM MOJIOKE COAEPKUTCS 10 5% J1aKTO3bI, B JKEHCKOM MOJIO-
ke — 10 8%. B nakroze anomepHas OH-rpyrmna nepBoro yriepoaHoro aroMma ocTar-
Ka D-ranakTo3bl cBsi3aHa -TJIMKO3UIHOM CBSI3bIO C UETBEPTHIM YIJIEPOJAHBIM aTOMOM
D-rmoko3sl (B-1,4-cBsi3b).

Mauisro3a MOCTYIaeT ¢ MPOAYyKTaMu, COAepXKallMMU YaCTUYHO TMAPOJIU30BaHHBII
KpaxmaJjl, HalipuMep COJIOA, MMBO. Majibro3a Takke o0pasyeTcsl MpU paclleIyIieHU!
Kpaxmajia B KuIlleYHUKe. MajibTo3a COCTOUT U3 IBYX OCTaTKOB D-III0KO3bI, coeau-
HEHHBIX o~ |,4-TIIMKO3UIHOM CBI3bIO.

N3omanbTo3a — mMpoMeXyTOUHBIN MPOAYKT, 00pa3yloluicss Mpu pacileruieHUuu
Kpaxmaiia B KuieuyHuke. COCTOUT U3 ABYX OCTAaTKOB D-TJI10K03bI, HO COEAMHEHBI 3TU
MOHOCAXapuabI o.- 1,6-TITMKO3UIHOM CBA3BIO.

Monucaxapuabl nuwm (puc. 8.1B)

Kpaxman sBsieTcs pe3epBHBIM MOIMCAXapUIOM PACTEHUI U COACPKUTCS B Hau-
GombIeM KormdecTBe (10 45% OT CyXOro BelllecTBa) B 3epHaXx 371aKoB (ITIIIeHUIIa, Ky-
Kypy3a, pucC 4 T.JI.), a TAKKe JYKOBUIIAX, CTeOJISIX M KIYOHSIX pacTeHuli (B KapTodene
npuMepHo 65%). OH comepKUTCS B KJIETKaX paCTeHUIA B BUE IPaHyJI, TPaKTUYECKU
HepacTBOPUM B Boze. Kpaxmana — 5To pa3BeTBICHHBIN MOJMcaXapu, COCTOSIINI U3
OCTATKOB TJIIOKO3bI (TOMOTJIMKAH).

B MecTax BeTBJIEHUSI OCTATKM ITIOKO3bI COSIUHEHBI O~ 1,0-TTMKO3UIHBIMU CBS35I-
mu. JImHelHbBIe y9acTKH coaepxkaT npuMepHo 20—25 ocTaTKoB I110Ko3bl. I1pn aToM
dopMupyeTcs IpeBOBUIHAS CTPYKTYpa, B KOTOPO MMeEeTCs JIMIIb OHAa aHOMepHast
OH-rpynna. Kpaxman — 3To BRICOKOMOJICKYISIPHOE COeIMHEHUE C MOJICKYISIPHONU
maccoii mopsaka 105-108 [1a.

Ienmono3a (kKieTyaTka) — OCHOBHOM CTPYKTYPHBIH ITOJIMCaxapua paCTeHUI. DTO
caMoe pacIpocTpaHEHHOE OPTaHUYEeCKOe coeTMHeHne Ha 3emJie. J1oJIst 1esIIi0I036 B
KJIETOUYHBIX CTeHKaX pacTeHuit coctapisieT 40—50%.

Lenaoa03a — JUHEWHBIN MoJMcaxapua FTOMOTJIMKAH, MTOCTPOSHHBIN U3 OCTaTKOB
IJIIOKO3bI, COEAMHEHHBIX MeXIy co00i 3-1,4-ITMKO3UAHBIMU CBI3sIMU. [lnieBapu-
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TeJIbHAsI cUCTeMa 4eJoBeKa He UMeeT (pepMEeHTOB, TUAPOIU3YIOIIUX B-CBSA3H B IO-
JIcaxapuaax, o3TOMY LIEJUTION03a SIBISETCS HEUCIIONb3YEMBIM YITIEBOJOM, HO 9TOT
MUIIIEBOI KOMITOHEHT, KaK Oy/IET OIMMCaHO aajiee, HEOOXOINM JIJISI HOPMaJIbHOTO TIPO-
TEeKaHMA IpoLiecca IepeBapruBaHUs.

I'ukoren — moycaxapu XKMBOTHBIX M 4eJloBeKa. Tak e, Kak KpaxMall B pac-
TEHUSIX, TIIMKOTEH B KJIETKAX KMBOTHBIX BBIMTOJIHAET PE3EPBHYIO (DYHKIIMIO, XOTH B
MMHLLE COAEPKUTCS JIMILD B HEGOJBIINX KOJIMYECTBAX.

[JIMKoreH TpelcTaBiIsieT co00M CTPYKTYPHBIN aHaJIor KpaxMajia, HO UMeeT 00Jib-
LIYIO CTEIEHb BETBIEHUS: TPUMEPHO Ha Kaxable 10 OCTATKOB IIIIOKO3bI IIPUXOINUTCS
ofHa o-1,6-rIMKO3UIHAs CB3b.

NepeBapuBaHue yrneBoaos

B sniuTenmanbHbIe KJIETKM KMIIEYHNUKA CITOCOOHBI BCACHIBATHCS TOJIBLKO MOHOCA-
xapuael. [ToaToMy mpoliecc TepeBapyMBaHUSI 3aKiII04aeTcss B (PepMEHTATUBHOM TH-
JIPOJIN3€E TIIMKO3UIHBIX CBSI3EM B YIJIEBOIAX, MMEIOIINX IUOJUTO- WIIH TIOJIMCAXapU/I-
HOE CTPOECHUE.

NepeBapuBaHue yrneBoaoB B POTOBOI N0NOCTH

B poroBoii monocTH mMuilla M3Menab4yaeTcs MpU TepekeBbIBAHUU, CMayM-
Basich TIpu 3TOM citoHOU. CimioHa Ha 99% coCTOUT M3 BOABI M OOBIYHO MMEET
pH 6,8. B ciroHe IpUCYyTCTBYeT TMAPOIUTUYECCKUN (hepMeHT o-aMuaasa (o-1,4-
IIMKO3M1a3a), KOTopas pacllerisgeT B Kpaxmalie o-1,4-rnuko3uaHbie cBsasu. [lo-
HOe paculernjeHrne Kpaxmaja B POTOBOU MOJOCTU HE MPOUCXOAUT, TaK Kak Jeil-
cTBUe pepMeHTa KpaTKoBpeMeHHO. Kpome Toro, amuiasa ciatoHbI He pacllerniseT
o-1,6-rIMKO3MaHbIE CBSI3U, IIOTOMY KpaxMaJj IiepeBapUBaETCs JUILb YACTUYHO C
obpa3oBaHUeM KPYIHBIX (P)parMEHTOB — JAEKCTPUHOB U HEOOJBIIOTN0 KOJIUYECTBa
MaibTO3bl. ClielyeT OTMETUTD, UTO aMuJia3a CIIOHBI HE TUAPOJU3YET TJIMKO3UIHbIE
CBSI3U B JuUcaxapuiax.

HeiicTBre aMmuasbl CAIOHBI MPEKPALIAETCS B KUCIOM Cpelie COACPXKMMOTO XKeTy/l-
ka (pH 1,5-2,5). OqHako BHYTpU NMUIIEBOTO KOMKa, aKTUBHOCTb aMUJIa3bl MOXKET
HEKOTOPOE BpeMsI COXPaHAThCS. 2KeaynouHbIi COK HEe COIEPKUT (hepMEHTOB, paciiie-
TUISIOLIMX YIJIeBOAbI. B XenynouyHOM coaepKMMOM BO3MOXEH JIUIlb HE3HAYUTESb-
HBI KUCJIOTHBIN TUAPOJIU3 TIIMKO3UIHBIX CBA3EH.

NepeBapuBaHue yrneBoaoB B KULIEYHUKE

IMocnenyroiye 3Tanbl nepeBapMBaHUsI HEPaCIIECIUIEHHOTO WM YacTUYHO pac-
LIETIJICHHOTO KpaxMaja, a TakKe APYTMX YIJIEBOJOB MUIIM IPOMCXOIIT B TOHKOM
KMIIIEYHUKE B Pa3HBIX €r0 OTAEIaX MO ASUCTBUEM TUIPOJIUTNIECKUX (PEPMEHTOB —
[IMKO3K/1a3.

B nBeHaguarumepctHoi kuike pH cpelbl XKeJlyqouHOro CoIep:KMMOTo HelTpa-
JIM3YyeTCs, TaK KaK CEeKpeT IMOIKeaya0uHoi xene3nl umeeT pH 7,5—8,0 1 coaepkxut
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H OH H OH
o-D-T'moko3a B-D-Tmoko3a a-D-Dpykroza B-D-®pykTo3a

Puc. 8.1. CTtpoeHue yrneBoaoB NuLn:

A — cTpoeHne MoHOCcaxapmnaoB; b — cTpoeHne aucaxapunaos;

B — cTpoeHwne kpaxmana v rmkoreHa:

&l = O6U.l,aﬂ cXema; B paMke eanHCTBEHHasa B MOJIEKYJIe Liernb, nMetoLaa IJIIOKO3HbIN OCTAaTOK
(0603Ha4YeH KPECTUKOM) CO CBOOOAHBIM MNKO3UAHBIM TMOPOKCUAOM — PEenyLMPYIOLNIA KO-
Hew,; 6 — dparMeHT MOJeKyJibl, BKITIOYAIOLLMIA TOYKY BETBEHUS;

B — MIMKO3UOHbIE CBA3M B MOJIEKYJle KpaxMaJia U rnKoreHa: 1,4 — B JINHENHUX y4acTkKax,
1,6 — B MecTax pa3BeTBIEHUS
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oukapooHatel (HCO;-). C cekpeToM MOIXKeNyIOYHOMN XeJe3bl B KMIIEYHUK MOCTY-
MaeT maHKpeaTuyeckas o-aMuaasa. DToT (pepMeHT ruaposin3yeT o-1,4-rIuKo3uaHbIe
CBSI31 B KpaxMaJie u IeKCTPUHAX.

[IponykTamu miepeBapMBaHUsl KpaxMmalja Ha 3TOM 3Tare SBIsSIeTCsSl Jucaxapui
MallbTo3a, cojepKalllasi JiBa ocTaTKa TJIIOKO3bl, CBsi3aHHbIe a-1,4-cBs3blo. N3 Tex
OCTaTKOB TJIIOKO3bI, KOTOPbIE B MOJIEKYJIE KpaxMmasla HaXosiTCsl B MECTax pa3BeTBJie-
HUST M COSAUHEHBI .- 1,6-TITMKO3UIHOM CBA3bI0, 00pa3yeTcs AUcaxapul H30MajbTo3a.
Kpome Toro, 06pazyeTcss HEKOTOPOE KOJUUYECTBO 0JIUrocaxapuuoB, coaepxaimnx 3—8
OCTATKOB IJIIOKO3bI, CBI3aHHbBIX o.-1,4, 1 o-1,6 CBSI3AMU.

oL-aMuJia3a MoJKeNy1I0YHOM XKee3bl, TaK XKe KaK o.-aMujia3a CJIIOHbBI, IeCTBYET Kak
SHIONIMKO3uAa3a. [laHKpeaTuueckasi o.-aMujia3a He paclueIuIsieT o- 1,6-IIMKO3UIHbIE
CBSI3U B Kpaxmasie. DToT (hepMEHT Takke He TUAPOIU3YeT 3-1,4-IIMKO3UAHBIE CBS3U,
KOTOPBIMU COEJMHEHBI OCTaTKU TJIIOKO3bI B MOJIeKyJie 1eTtoio3bl. Lennonosa, ta-
KUM 00pa3oMm, MPOXOAUT yepe3 KUIIEYHUK HEM3MeHeHHOoN. TeM He MeHee Herepe-
BapeHHasl LEJUTI0103a BBIMOJIHSIET BaXXKHYO (DYHKIIMIO Oa/UIaCTHOTO BELIECTBA, MpPU-
JaBasl TIMIIE JOTMOJHUTENbHbI 00beM M TOJOXUTEIbHO BJIMSIS Ha MpoLecc mepe-
BapuBaHus. KpoMe TOro, B TOJICTOM KHUILIEYHUKE LIEII003a MOXET MOJIBEPraThCs
JIECTBUIO OaKTEpUATbHBIX (PEPMEHTOB U YACTUYHO PaCIIETUISIThCS ¢ 00pa3oBaHUEM
CIUPTOB, opraHndeckux KuciaoT u CO,. [1poayKTel 6aKkTepraIbHOTO pacIIeIeHUs
LIEJUTIOJI03bI BAXKHBI KaK CTUMYJISITOPBI MEPUCTATBTUKY KUIIIEYHUKA.

HanbHeiilliee rnepeBapMBaHWe MaJIbTO3bl, U30MAJIBTO3bl, Caxapo3bl, JIAKTO3bl U
oJIMrocaxapuaoB MPOMCXOAUT TOJ AeicTBUEM crieluduiecknux GepMeHTOB B TOH-
KOM KHUIIIeUHUKE. AKTUBHOCTD CIlellM(pUUeCKUX OJIMTO- U Jucaxapuia3 B MPOCBETE
KUIlleyHMKa HU3Kasgd. Ho hepMeHThl aKTUBHO JIEMCTBYIOT Ha TOBEPXHOCTH SMUTEU -
aJIbHBIX KJIETOK KUIIIEUHNKA, 00pa3ys ¢hepMeHTATHBHbIE KOMILIEKCHI.

Caxapa30-u30MajibTa3Hblii KOMILIEKC MMIPOJIM3YET caxapo3y U M30MaJIbTO3Y, pacllerisist
a-1,2- n a-1,6-rmkosuansie cBsa3u. K ToMy ke, 5TOT KOMIUIEKC UMEET MalbTa3Hylo U
MaJIBTOTPUA3HYIO aKTUBHOCTb, TMAPOIIN3YS ot~ 1 ,4-TJIIMKO3UIIHbIE CBSI3W B MaJIBTO3€ 1 Majlb-
TOTpMO3e (Tprcaxapuj, o0pasyrolniics u3 Kpaxmaia). Ha oo caxapazo-u3oMaabTa3HOro
Komruiekca rmpuxonurcst 80% ot Beell MajIbra3HOM aKTHBHOCTY KMIIIEYHHKA.

B rolueii kuiiike copepxkaHue caxapa3o-u30MaJibTa3HOro (hepMeHTaTUBHOTO KOM-
TJIeKca JIOCTaTOYHO BBICOKOE, HO OHO CHUKAETCS B MPOKCUMAIbHOMU U AMCTATIbHOMN
YacTIX KUIIEYHUKA.

InnkoamMmIa3Hblil KOMIUIEKC KaTaJIUu3UupyeT TMAPOIU3 o~ 1,4-CBSI3U MeXy ITHOKO3-
HBIMW OCTaTKaMM B oJiMrocaxapujaax, IeMcTBys ¢ BoccTaHapiuBaroliero Konua. Ilo
MeXaHU3My JeHCTBUSI 3TOT (PepPMEHT OTHOCUTCS K 3K30TjuKo3umazam. Komrmiekc
pacuieruisieT Takxe CBSI3M B MaJibTo3e, NeMCTBYSl Kak Mayibrasza. [iukoamuiazHast
aKTUBHOCTb KOMILJIEKCa HauOOJIbINask B HUXKHUX OTAeJaX TOHKOTO KUIIIeYHUKA.

B-mMKO3Una3HbIil KOMIUIEKC (JIaKTa3a) pacuierisieT f-1,4-TIUMKo3uaHble CBSI3U
MEX1y TaJJaKTO30M U IJIIOKO301 B JIAKTO3E.
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Puc. 8.2. NepeBapueanHue (A) n BcacboiBaHue (B) yrneeonoB:
A — nepesapuBaHue yrieBoA0B B POTOBOM NMOSIOCTU U KALLIEYHUKE
b — BcacbiBaHune MOHOCaxapunaoB B KNLLEYHUKE;

Kﬂ — 6enkn — NePEeHOCUUKU (TpaHCMopTepPbl) GPYKTO3bl;
C( D — 6enkn — NepeHocHnKkn (TPaHCNOoPTEPDI) MIOKO3bI;
B {l — Na+ — 3aBUCKMbIN 6ENOK-NEPEHOCHUK.

BcacbiBaHMe MOHOCaxapuaoB 13 KALLIEYHMKA MPOMCXOAUT nyTemM obneryeHHon auddy3unm ¢ no-
MOLLBIO CreLmasibHbIX 6eKOB-NePEHOCHMKOB (TpaHCcnopTepoB). KpoMe Toro, miokosa 1 ranak-
TO3a NEPEHOCATCS B SHTEPOLMT MyTEM BTOPUYHO-AKTUBHOIO TPAHCMNOPTA, 3aBUCMMOro OT rpa-
[OMeEHTa KOHLLEHTPaLMM MOHOB HaTpus. Na-3aBrcuMble TpaHCMOPTEPbLI 0OECMEYMBAIOT BCAChIBaHME
IIIOKO3bI M3 MPOCBETA KULLIEYHNKA B SHTEPOLMT MPOTUB rpaaueHTa KOHLEHTPALMN. DHEPIUIO, He-
obxoammyio ana aToro TpaHcnopTa, obecneynBatotcs Nat, K+-ATdasa, kotopas paboTaer, kak
Hacoc, oTka4mBas U3 keTkv Na* B 06meH Ha K*. B oTanymne oT mioko3bl GpyKTo3a TPaHCNopTUpY-
eTcs B JiIoOble KEeTKM NyTeM 0651eryeHHon anddyamu.
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JlakTaza, Kak 1 Ipyrue rJIMKo3uaa3Hble KOMIUIEKCHI, CBSI3aHa ¢ IIETOYHOI KaeM-
KOI M paclipejieiieHa HepaBHOMEPHO I10 BCEMY TOHKOMY KUIIIEUHUKY. AKTUBHOCTb
JIaKTa3bl KOJEOJIETCSI B 3aBUCMMOCTH OT Bo3pacTa. Tak, y IjiojJa oHa OCOOEHHO aK-
TMBHA B MO3JHNE CPOKU OEPEMEHHOCTH U COXPAHsSETCsS Ha BLICOKOM YPOBHE 10 5—7
JIETHETO BO3pacTa. 3aTeM aKTUBHOCTb (pepMEHTa CHUKACTCS, COCTABIISIST Y B3POCIIBIX
10% ot ypoBHSI, XapaKTepHOTIO [IJIsT IETEHA.

CoBMecTHOe AeiCTBUE BceX IMepeuyuc/eHHBbIX (PepMEeHTOB 3aBepllaeT IepeBa-
puBaHUE IIMILEBBLIX OJWUTO- U IOJIMCaXapuIoB C OOpa3oBaHMEM MOHOCAXapWIOB,
OCHOBHBIM M3 KOTOPBIX SIBJISIETCS III0K03a. KpoMe TJIIOKO3bl M3 YIJIEBOJOB ITUILMT
o0pasyeTcsl Takxke (DpPyKTO3a U rajlakTo3a, B MEHbIIEM KOJIMYeCTBE MaHHO3a, KCU-
Jlo3a, apabuHo3a (puc. 8.2).

8.2. TpaHcMeMOpaHHbIN NepeHOoC FNI0KO3bl
U APYrUX MOHOCaAxXapuAo0B B KJIETKM

BcacbiBaHMe MOHOCaxapuaoB B KuleyHuke (puc. 8.26)

TpaHcniopT MOHOCaxapuJ0B B KJIETKM CIM3UCTON KUIIEYHUKA MOXET OCYIECT-
BJISITBCS PA3HBIMU CIIOCOOAMU: TTyTeM 00JeryeHHoi A dy3nn u AKTUBHOTO TPAHCIIOP-
Ta. B ciyyae akTMBHOTrO TpaHcnopTa MroKo3a U Nat mpoxosiT uepe3 MeMOpaHbI € JIto-
MUWHaJIbHOM CTOPOHBI, CBSI3bIBAsICh C Pa3HBIMM yyacTKaMmu OeJika-repeHocuuka. [Tpu
sToM Na' rmoctynaeT B KJIETKY I10 IpaAUeHTy KOHIEHTPALlMU U OJHOBPEMEHHO TJIIO-
KO3a TPaHCIIOPTUPYETCS MPOTUB I'paJdeHTa KOHLIEHTpalUuu (BTOPUUHO-aKTUBHbBIN
TpaHCHopT, cM. pasnel 4). CinenoBare/ibHO, YeM OoJiblile rpagueHT Nat, TeM Oosibliie
MOCTYIJICHUE TIIOKO3bl B 9HTepolUThl. Eciu koHueHTpauusi Nat Bo BHEKJIETOUHOM
JKUAKOCTU YMEHbBIIAETCSI, TPAHCIIOPT TJIIOKO3bl CHUXaeTcsl. [paaueHT KOHLeHTpa-
uuu Na't cozmaercs padoroii Nat, K*-ATPa3ssl (cM. paznen 5). BropruuHo-aKTUBHbBIN
TPaHCIIOPT XapaKTepeH TakKe JIJIsI ralaKTO3bl.

bnarogapsi akTUBHOMY TpaHCIOPTY 3MUTEJMATIbHbIE KJIETKW KUIIEYHUKA MOTYT
MOMIOIIATh TJOKO3Y MPU €€ OYeHb HU3KOW KOHIIEHTPALIMK B MPOCBETE KUILIEYHUKA.
Ecnu e KoHLIeHTpalusl TJKO3bl B MPOCBETe KUIIEYHUKA BeJUKa, TO OHA MOXET
TPaAHCIIOPTUPOBATHCS B KJIETKY IMyTeM obsieryeHHo# nuddy3un. Takum xe criocooom
MOXET BcachlBaThCs U (PpyKTO3a.

[Tocne BcachiBaHUSI MOHOCaXapuabl (TJJaBHBIM 00pa3oM IUII0K03a) MOKUIAIOT
KJIETKM CIM3UCTOUN KUIlIeUHUKA Yepe3 MeMOpaHy, 0OpallleHHYI0 K KPOBEHOCHOMY
KaIluJuIsipy, ¢ HOMOIIbI0 obJjieryeHHOM Auddy3uu. YacTh r1oKo3bl (0ojee mojo-
BUHBI) MOIMAaAaeT B KPOBEHOCHYIO CUCTEMY U Yepe3 BOPOTHYIO BEHY U JOCTaBJIsI-
eTcsl B TMeYeHb, a OCTaJbHOE KOJUYECTBO MIIOKO3bl MOCTYMNAeT B KJIETKU APYTUX
TKaHEeu.
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TpaHCNOPT rNI0KO3bl U3 KPOBU B KNETKU

[ToTpebaeHue M0KO3bl KIeTKAMKU M3 KPOBOTOKA MPOUCXOIUT TakKe IMyTeM 00-
Jeryennoi nuddysmu. CrenoBaTesibHO, CKOPOCTh TPAaHCMEMOPAHHOrO MOTOKA TIII0-
KO3bl 3aBUCHUT TOJBKO OT TpajJueHTa ee KOHLeHTpauuu. MckiroueHueM SIBISIIOTCS
KJIETKM MBIIIIL U XUPOBOW TKaHU, rae objerdyeHHass auddys3ust peryjiupyercs MH-
CYJMHOM (TOPMOH MOJIKETYI0UHOM Xene3bl). B oTcyTcTBUe MHCYIMHA TJ1a3MaTuye-
cKasi MeMOpaHa 3TUX KJIETOK HeTTpOHM1IaeMa JIJIsl IJII0KO3bI, TaK KaK OHA HE COIEPXKUT
0eIKU—TIePEHOCUMKU (TpaHCIIOpTephl) I10K03b1. Ilmoko3nbie Tpancnoptepsl (IJIIOT)
Ha3bIBAIOT TaKXe peliernTopaMU MIIOKO3bl. TpaHCTIOPTEp UMEET YUaCTOK CBSI3bIBAHUS
[JIIOKO3bl HA BHEIIIHEH ctopoHe mMeMOpaHbl. [locie npucoenHeHus TIOKO3bl KOH-
(opmarnus 6esika UBMEHSIETCS, B PE3YJIbTAaTe YEro MII0K03a 0Ka3bIBAETCS CBSI3aHHOMU
¢ OeJIKOM B ydyacTkKe, oOpallleHHOM BHYTPb KJIETKM. 3aTeM IJII0K03a OTIEJSIETCsSl OT
TpaHCIIOpTepa, NEPEXOIs BHYTPb KIETKHU.

Onucanbl 19Tk TUNOB IJIFOT. OHM UMEIOT CXOAHYIO TIEPBUYHYIO CTPYKTYPY U
JIOMEHHYIO OpraHu3aliuio, HO OTJIMYAIOTCS JIOKaIU3alueid U CTENEeHbIO CPOJCTBA K
[JIIOKO3E.

Bce tuner I'JTFOT moryt HaxomuThCs KaK B IJIa3MaTHYeCKOM MeMOpaHe, TakK 1
B 1IMTO30J1bHBIX Be3ukyaax. [JIKOT-4 (u B menbiueit Mmepe IJIKOT-1) moutu mnoJ-
HOCTbIO HaxoJsITCSl B LIMTOIUIa3Me KJIeTOK. BiusiHMe WMHCyJlMHAa Ha KJIETKU, CO-
nepxamue [JIHOT-4, npuBoguT K mepeMelleHno Be3ukys, comepxamux [JIHOT,
K TJIa3MaTUYeCKoll MeMOpaHe, CAMSIHUIO C Hel U BCTpauBaHUIO TPAHCIOPTEPOB B
meMOpaHny. [Tocyie yero Bo3MoxeH 00JerYeHHbIN TPAaHCIIOPT IIIOKO3bI B 3TU KJIET-
ku. [Tocie cHUXeHUSI KOHLIEHTPALlMM UHCYJIMHA B KPOBU TPAHCIIOPTEPbI TIIOKO3bI
CHOBa MepeMeNaloTcsl B LIUTOIIa3My U MOCTYIUIEHUE TJIIOKO3bl B KJIETKY MpeKpa-
maercs (puc. 8.3).

M3BecTHBI pa3anyHble HapylleHUs B paboTe TpaHCIIOPTEepoB roKo3bl. Hacien-
CTBEHHBIU eheKT 3TUX OEJIKOB MOXET JieXkaTb B OCHOBE MHCYJIMHHE3aBUCUMOTO Cca-
xXapHoro nuaoeta (cM. pasnen 11).

HapyweHus nepeBapmMBaHuna U BCaCbIBaHUA YrIeBOJ 0B

B ocHoBe maTosiornu nepeBaprMBaHUs 1 BCaCbIBAHUS YIJIEBOAOB MOTYT OBITH IIPH-
YUHBI ABYX TUIIOB:

1) nedexTbl hepMEHTOB, YUACTBYIOIIMX B TUIPOIU3E YIIEBOAOB B KUIIICUHUKE;

2) HapyllIeH1Ee BCaChIBaHUS IIPOAYKTOB IepeBapUBaHUS YIJIEBOAOB B KJIETKU CJI-
3UCTON KUILIEYHUKA.

B ToM 1 Apyrom ciiyyae BO3HMKAET OCMOTHYECKAsl Auapesi, KOTOPYI BBI3bI-
BaIOT HepaclleIUICHHbIE NMcaXapuabl MJIM HEBCOCABIIMECS MOHOCAaXapuIbl. DTHU
HeBOCTPEOOBAaHHBIE YIJIEBOMbI MOCTYMNAOT B AUCTAJbHbIE OTIAEJbl KUIIEYHUKA,
M3MEHSSI OCMOTHMYECKOE TaBJICHHE COACPXKMMOTO KuinedyHuka. OcraBuimecs B
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Puc. 8.3. BnusHue MHCY/IMHaA Ha nepeMeLlleHne
TPaAHCNOPTEPOB MI0KO3bl U3 LUTOMJIa3Mbl B NJ1a3ma-

TU4YecKylo MeMOpaHy:

1 — cBfA3bIBAHNE VMHCY/IMHA C PELLENTOPOM;

2 — y4aCTOK MHCY/IMHOBOrO peLenTopa, 0bpaLleHHbI BHYTPb
KNEeTKN, CTUMYJIMPYET NnepemMeLlleHne TpaHCNopTepOoB MI0KO3bl;

3, 4 — TPaAHCMOPTEPLI, B COCTaBe BE31KYJI NnepemMeLlarTcd K nnas-
MaTUYECKOM MeM6paHe, BKJ/1IOHAKOTCA B €€ COCTaB N NEPEHOCAT
rNOKO3Y B KNETKY

MpOCBeTe KUIIEYHMKA YTJIEBOJIbl YACTUYHO TOJABEprarTcs (GepMeHTaTUBHOMY
pacIIeIUIEHUI0 MUKPOOPraHU3MaMM ¢ 00pa3oBaHUEM OpPTaHUYECKMX KUCIOT U
razoB. Bce 5To MpUBOAUT K MPUTOKY BOABI B KMIIECYHUK, YBEIUUYCHUIO 00beMa
KMILIEYHOTO COIePXKMUMOTr0, YCUJIEHUIO TTePUCTAIbTUKM, ClTa3MaM U 00JIsIM, a TaK-
Ke METEOPU3MY.
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3BecTHBI HacCJIeICTBEHHbIE U MPHOOpPeTeHHbIe (DOPMBI CHUKEHUSI aKTUBHOCTHU
¢depmenToB. CUMOTOMBI BPOXKIAEHHBIX (POPM MPOSIBIISIIOTCS JOCTATOYHO paHO, Ha-
pUMep Iocje MepBbIX KOPMIECHUI TPYAHBIM MOJIOKOM (ITpHY Ae(UIIMTE JaKTa3bl),
rnocJe repexojaa Ha MCKYCCTBEHHOE BCKapMJIMBaHUE WIU MpU 100aBJICHUM B pally-
OH caxapa u KpaxmaJia (mpu ge(UuLnTe o.-aMUiIa3bl I Clien(pUIecKuX aucaxapu-
na3). I1pu oTCYyTCTBMU CBOEBPEMEHHOTO JIEUEHUSI BPOXKAeHHbIE (DOPMbI TTaTOJIOTUU
COMPOBOXAAIOTCS XPOHUUECKUM ITMCOAKTEpUMO30M U HapylIeHUsIMU (hU3UIECKOTO
pa3BUTHUS peOeHKa.

ITpuobpereHHbIe POPMBI TTATOIOTMU MOTYT HAOMIOJATHCS MPU KUILIEYHBIX 3a00-
JIEBaHMSIX, HATIpUMEP racTpuTax, KojuTax, sHTepuTax. Cieayer 3aMeTUTh, YTO B 9TUX
clTy4dasix 0COOEHHO YaCTO CHMXKAETCS aKTUBHOCTD JlakTa3bl. Kak yxke roBopujoch, ak-
TMBHOCTD JIAaKTa3bl B KUIIIEYHUKE HUXKE, YEM APYTUX AUcaxapuaas, Io3TOMY YMEHb-
1IeHUe ee aKTUBHOCTU CTAaHOBUTCSI 3aMETHBIM B MIEPBYIO 0UYEPE/ib.

Jeduuut J1aKkTasbl Y B3pOCIBIX JIOACH MOXKET ObITh PE3YJIbTaTOM CHMXKEHUS DKC-
MPEeCCUU T'eHa JJaKTa3bl BO3PACTHOIO XapakTepa. Y OTAeIbHBIX JIIOACH 3TO MOXET IPO-
SIBJISITBCSI HEMTEPEHOCUMOCTBIO MOJIOKA.

Hapymenus BcachiBaHUSI MOTYT OBITh CJIEACTBHEM JeeKTa KaKoro-amdo KoM-
noHeHTa (Oesika uiau epMeHTa), yJ4acTBYIOILIEro B CUCTeME TpaHCIIopTa MOHOCaxXa-
pUIOB yepe3 MeMOpaHy. Tak, onucaHbl MaToJOTUU, CBsI3aHHbIE C 1e(heKTOM HaTpUii-
3aBMCUMOTIO0 IEPEeHOCYMKA III0KO3bI.

sl MTMArHOCTHKM Pa3/IMYHBIX HapyIIeHUI TepeBapuBaHUsI UCMOJIb3YIOT MPO-
OBl C Harpy3Koil oIlpeldeIeHHBIMM yTrjeBomamMu. HemocTaTOYHOCTh KUIIEUHBIX
Jucaxapujaa3 MOXHO IMarHOCTUMPOBATh C MOMOIIbIO BBEACHUS n1caxapuia U Io-
clienyIolero onpeaeaeHUsI KOHLEHTPalUU ITI0KO3bI B KpoBU. J1ist 60bIIeii 4yB-
CTBUTEJBHOCTU 3TOT TECT IIPOBOMST, BBOAS cHavana aucaxapun (50 r), a 3aTem
9KBUBAJEHTHOE KOJIMYECTBO COCTABIISIIOIIMX €0 MOHOcCaxapuaoB (Mo 25 I Kax-
nporo). [Tocie Harpy3ku KOHLEHTpALMS TII0OKO3bl B KPOBU YBEJIUUYMBACTCS MMPU-
MepHO Ha 50% oTHOCUTEIBbHO HOPMBI. [Ipu maTonoruu nogbeM rIUKEMUUECKOR
KPHUBOM HE3HAUYUTEIJIEH.

Ecnu TecT npu Harpy3ke MOHOCaxapuJIOM COMPOBOXIAETCS aleKBAaTHBIM MOBBI-
IIEHWEM ero KOHILIEHTpallu1 B KPOBH, a Harpy3Ka I1caxapruaoM He JaeT HOpMaJIbHOM
peaxkuuu, To 3TO, CKOpee BCEeTo, yKa3bIBaeT Ha Ae(EKT KUILIEUHOU Aucaxapuaasbl, a
HE CUCTeMBbI TpaHCIIOpTa.

O HEeIOCTaTOYHOCTH JIAKTA3bl MOXKHO CYAUTh, OIIPEACIISIst BOOOPO/I B BHIIBIXaEMOM
BO3IyXxe (BOMOPOAHKII TecT). Bomopoa oOpasyeTcs B pe3yjabTaTe ACUCTBUSI OaKTEpU-
aJIbHBIX (PePMEHTOB Ha JIAaKTO3Y.
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8.3. MeTab0nu13M rni0Ko3bl B KJ1eTKax

ITocne BcachlBaHMSI B KUILIEYHUKE MOHOCAXapuabl KPOBBIO BOPOTHOI BEHHI JI0-
CTaBIIIIOTCI TPEX/e BCEro B IeueHb. [10CKOIbKY B COCTaBe OCHOBHBIX YIJIEBOIOB
MMUIIU TIpeo0IIaJaeT MII0K03a, €€ MOXHO CUMTaTh OCHOBHBIM ITPOAYKTOM IepeBapu-
BaHUs YIJIEBOIOB. [lpyrrne MOHOCAXapyIbl, TIOCTYMHAIOIINE M3 KAIIIEYHNKA B ITPOIIec-
ce MeTabosm3Ma, MOTYT MpeBpallaThCsl B IIFOKO3Y WK MPOAYKTHI €e MeTaboJIu3Ma.
YacTp r110Ko3bl B MeYeHU JAEMOHUPYETCS B BUJE TIMKOIeHa, a Apyras 4acTb yepes
001N KPOBOTOK JOCTABJISIETCS M UCTIONIB3YeTCsl Pa3HBIMU TKaHSIMU M opraHaMu. B
MPOMEXYTKE MEXIy MpUeMaMu MUY KOHIEHTPALIMs TII0KO3bl B KPOBU TOAAEPXKU -
BaeTcs Ha ypoBHe 3,3—5,5 MMosib/1 (60—100 Mr/min). A B iepro[ IMUILeBapeHus MO-
JKeT TTOBBIIIAThCS TpUMeEpHO 10 150 Mr/mt (8 MMoIb/T).

®ochopunupoBaHme rnoKosbl

B kieTkax riioko3a u Apyrue MoHocaxapu/ibl y4acTBYIOT TOJIBLKO B Buie (ochop-
HBIX 2¢pupoB. PochopuanpoBaHre CBOOOIHBIX MOHOCAXapWIOB — 00s3aTeIbHast
peakLusl Ha MyTU MX UCIIOJb30BaHUsI, OHA MPUBOIUT K 00pa3oBaHUIO OoJiee peak-
LIMOHHOCITOCOOHBIX COEAMHEHUN M TTO3TOMY MOXKET paccMaTpUBAThCsl KakK peakiiusi
aKTHUBALIUU.

[1oxko3a, moctymnaroiiiasi B KJIETKM OpraHOB M TKaHeEl, cpa3y e IMojJBepraeTcs
dochopunrpoBaHuio ¢ ucrojbzopaHuem AT® (puc. 8.4). DTy peakno BO MHOTUX
TKaHSIX KaTaJu3upyeT (hepMEHT reKCOKHHA3a, a B IIEUCHU U ITOIXKETyIOUHON Ke-
Jie3e — nmokKokuHaza. DochopuimpoBaHue TIIOKO3bl TPaKTUYESCKU HeoOpaTuMas
peaKknms, TaK KaK IIPOTEKAET C MCII0Jb30BaHMEM 3HAYNUTEIbHOIO KOJINYECTBA DHEP-
run. O6pasoBaHue III0K030-6-docdara B KJIeTKE — 3TO CBOeOOpa3Hasl «JIOBYILIKa»
IIJIST TJIFOKO3bI, TaK KaK MeMOpaHa KJIeTKM HellpoHunaeMa s ¢hochopuanpoBaH-
HOI MTI0KO3bI (HET COOTBETCTBYIOILIMX TPAHCHOPTHBIX Oe1KoB). Kpome Toro, doc-
dopunmpoBaHue yMeHBIIACT KOHIEHTPALUIO CBOOOIHOM TTI0OKO3bI B IIUTOTIIIa3MeE.
B pesynbrate co3garoTcsl OJaronpusiTHbIe YCAOBUS IJis1 oOJierdeHHON auddy3un
[JIIOKO3BI B KJIETKU 13 KPOBU.

I'mokokuHa3a nmeet BhicoKoe 3HaueHre Km = 10 MMoJib/a1 1 KaTaausupyet ¢poc-
dopunpoBaHue TIIOKO3bI B TeNATOLIMTAX B TIEpUOJ MUIleBapeHust. B aToT nepuon
KOHILIEHTpALMsl IIIOKO3bl B BOPOTHOI BeHe OoJiblile, YeM B APYTUX OTIesaX KPOBSi-
HOTO pycJja, ¥ MOXET IpeBbIIaTh 10 MMOJIb/JI, a ClIeIoBaTEIbHO, AKTUBHOCTD IUTIO-
KOKMHAa3bl B IeraTroluTax MoBbiliaeTcsi. B oTauuue oT reKCoKMHa3bl aKTUBHOCTD
[ITIOKOKWHA3bI, HE WHTHOMPYeTCs MPOAYKTOM peakiUu — TITI0K030-6-(ocdaTom.
[TosTOMY MpU MOBBILIEHUN €€ YPOBHSI B KPOBU KOHILICHTPALIMS TJIFOKO3bI B KJIETKE
B hocopuanpoBaHHON (popMe TOXKE MOBBIIIAETCSI. B remaroumThl INII0KO3a IIPO-
HUKaeT myTeM obyierdeHHoU nuddy3uu npu yuyactuu tpaHcnoptepa [JIKOT-2 (He-
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3aBucuMoro ot uHcyinuHa). [JIKOT-2, Tak ke Kak INIFOKOKMHAa3a, UMEET BBICOKYIO
Km, 4To crmocoOCTBYeT MOBBIIIEHUIO CKOPOCTU MOCTYIICHUSI TIOKO3bl B Ieraro-
LIUTBI B TIEPHO TTUIIIEBAPEHUS.

[TpeumyliliecTBEHHOE MOTpeOJeHWE TJIOKO3bl TenaTOUUTaMy TpeloTBpallaeT
Ype3MepHOE MOBbIIIEHNUE €€ KOHLIEHTPALIMU B KPOBU B aOCOPOTUBHOM Tepuoe. DTo,
B CBOIO OYepe/ib, CHIDKAET BEpOSITHOCTD IMPOTeKAHUSI HeXKeTaTeIbHbBIX peaKIInii ¢ yJa-
CTHEM IJIIOKO3bl, HAIIPUMEDP MIMKO3WIMPOBaHUs OEIKOB.

I'ekcokuHa3a oTaMyaeTcsl OT TJIIOKOKMHA3bl BHICOKMM CPOJICTBOM K TJIIOKO3€ U
HU3kuM 3HaueHneM Km < 0,1 mMmonb/n. CiaegoBaTelbHO, 3TOT (PepMEHT B OTJIMYUE
OT TJIIOKOKMHA3bl aKTUBEH MPU HU3KOW KOHLIEHTPALIMU [JIFOKO3bl B KPOBH, YTO Xa-
PaKTEpHO IJIs1 MOCTabCOPOTUBHOIO COCTOSIHUSA. B 9TOT mepuoa rekcokmHosa obe-
CIIEUYMBaET MOTPeOJeHNE TIOKO3bI MO3TOM, PUTPOIIUTAMU U NIPYTUMU TKaHSIMU.

Nedochopunuposanue rnioko3o-6-gocgara

IpeBpamienne TII0K030-6-ocdara B MIFOKO3Y BO3MOXHO B TEYEHH, MOYKAX U
KJIeTKaxX 3MUTe Ul KMIlleuHUKa. B KieTkax 3TUX opraHoB nMeeTcsl (hepMEHT III0K030-
6-docdaraza, xatanusupyoiias oTiieruieHue (GocdaTHONM TPYMNIbl TMIAPOJIUTHYE-
CKUM TTyTEM:

[Imoko30-6-docdat +H,0 —Imokosa + H,PO,.

CBoOonHas roKo3a crnocodbHa audGyHAMpOoBaTh U3 3TUX OPraHoOB B KpOBb. B
JIPYruX opraHax M TKaHSIX HET IJII0K030-6-docdarassl, u aedochopuanpoBaHe
III0K030-6-(ocdaTa HeBO3MOXHO. [IprMepoM Mmogo6HOro He0OPATUMOTO IMPOHUK-
HOBEHUS TJTIOKO3bI B KJIETKY SIBIISTIOTCST MBIIIIIBI, TIIe TII0K030-6-hocdaT MoXeT uc-
T0J1b30BaThCs TOJIBKO B META00M3ME ITOM KIETKU.

MeTa6onusm rnoko30-6-gocara

[10K030-6-(hochar MOXET HCITOIb30BaThCs B KJIETKE B Pa3TMYHBIX TTpeBpalle-
HUSIX, OCHOBHBIMU 13 KOTOPbIX SIBJISIFOTCS: CUHTE3 TJINKOTeHa, KaTaboI13M ¢ obpa-
3oBaHneM CO, n H,O win nakrata, cuHTe3 MeHTo3. Pacnan rioKo3bl 10 KOHEUHBIX
MPOJYKTOB CIYXXUT UCTOUHUKOM 3HEPTUHU AJIs1 opraHu3ma. Bmecre ¢ TeM npomexky-
TOYHBIE MPOAYKTHI MeTab0IM3Ma TIII0K030-6-(ocdaTta MOTYT UCITOIB30BATHCS IS
CMHTE3a aMUHOKUCIOT, HYKJIEOTUIOB, ITUIEPHUHA U XKUPHBIX KUCIOT (puc. 8.4).
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VrieBojbl

J90Z000071

\ MEHTO3bl — HYKJICOTHIbI
/ prrne rerepo-

['mukoren <> TJIFOKO3A —>» MOHO- I10JIN-

/ \ caxappmm caxapusl
AMUHOKHUCJIIOTHI,
TIHIEpHH JIMTIN IbI

[MMPYBAT ——> JIAKTAT + AT®

CO, + H,0 + AT®

Puc. 8.4. MeTab0n13m rioKo3bl B KJ1IeTKaxX

8.4. MeTa60nu13M ranMKoreHa

MHorue TKaHu CUHTE3UPYIOT B KAYECTBE PE3€PBHOM (POPMBI TTIOKO3bI TJIUKOTEH
(puc. 8.5). CuHTe3 1 pacnaja MIMKOreHa 00ecreuyrnBalT MOCTOSSHCTBO KOHIIEHTpa-
LIMU TJIIOKO3bI B KPOBU U CO3[AIOT JIEMO JJIs1 €€ MCITOJIb30BaHUSI TKAHSIMU MO0 Mepe
HEeo0XoAMMOCTU. MoJieKysa IJIMKOT€Ha MajlopacTBOpUMa U, CJ€J0BaTeIbHO, HE
BJIMSIET HA OCMOTHYECKOE JaBJIeHUE B KJIETKE. DTO OOCTOSITEICTBO OOBSICHSIET, T1O-
YyeMy B KJIETKe IeTIOHUPYETCs TJIMKOTeH, a He CBOOOHAsI IIIOKO03a.

I[nuKoreH xpaHUTCS B LIUTO30JI€ KJIETKU B (hopMe rpaHys nuamerpom 10—40 HM.
C rpaHyJjiaMmu CBSI3aHbI U HEKOTOPBIE (PEPMEHTHI, YyUaCTBYIOIIIME B METaOOJIM3ME IJIU -
KOTreHa, 4YTo 00JIerdaeT ux B3auMoOJeCTBHE ¢ cyOcTpaTaMu. Pa3BeTBIIeHHAST CTPYK-
Typa IJIMKOTreHa 00ecIieuuBaeT MOosiBJIEHUE 00JIbIIOr0 KOJMYeCTBAa KOHIIEBBIX y4acT-
KOB. DTO cmocoOCTBYeT padboTe (PEPMEHTOB, OTILETIISIONINX WX TPUCOESAUHSIOIINX
MOHOMEDHI MpHU pacrnaje Wid CUHTe3e MIMKOreHa, TakK KakK MOJIeKYJbl (hepMEHTOB
MOTYT OJTHOBPEMEHHO paboTaTh Ha HECKOJBKUX BETBSX MOJMcCaxapuia.

I[1uKkoreH aenoHuUpyeTcsl TJIaBHbIM 00pa3oM B MEUYEHU W CKEJETHBIX MbIIIaX.
ITocne npuemMa nuiiu, 6oraToit yriieBogaMu, 3anac riiukoreHa B me4eHu MOXeT CO-
CTaBJISITh MPUMEPHO 5% OT ee Macchl. MBIIIIIIBI MOTYT 3amacath 10 1% IriIMKoreHa,
HO Tak KakK Macca MbIIIEYHOW TKaHU 3HAYUTEJIbHO OOJIbIlIE, YeEM B IMEUYEHU, TO U
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KOJIMYECTBO MIMKOTeHa MbIIIII 0oJibiiie. B opranuzme MoxeT cofaepxkatbest 10 450 T.
IJIMKOTEeHA.

Pacman rmmkoreHa meYeHu CIIy>KUT B OCHOBHOM JIUIST TTOACPKaHUST YPOBHS TITIO-
KO3bl B KpOBM B TOcTabcopOTUBHOM mepuone. [ToatoMy comepkaHue TNIMKOTeHa B
MEeYeHU U3MEHSIETCS B 3aBUCMMOCTM OT pUTMa NMUTaHus. [Ipu miureasHOM rosioaa-
HMHW OHO CHIDKAETCS TTOYTH IO HYJA. [JIMKOTEH MBI CIYKUT Pe3epPBOM TITIOKO3BI,
KOTOpAasl SIBJISIETCSI MICTOUHUKOM 3HEPIUU MPU MbILLIEYHOM COKpallleHUU. MbIIIeUHbII
[JIMKOTEH HE MCMOJb3yeTCs ISl MOAAEPKaHMST YPOBHS TNIIOKO3bl B KpoBU. Kak yxke
YIIOMUHAJIOCh paHee, B KJIETKaX MBIIIIL] HET (hepMeHTa TIII0K030-6-hocdarassl, 1 00-
pazoBaHMe CBOOOIHON MTHOKO3bl HEBO3MOXHO. Pacxo riiMKoreHa B MbIIIIIaX 3aBUCUT
B OCHOBHOM OT (DM3UYECKOI Harpy3ku (puc. 8.5).

Puc. 8.5. DyHKUUM IMNKOreHa B neveHu
M MbILLLLAX
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CuHTe3 rnuKoreHa (ruMKoreHoreHes)

[1ukoreH cuHTE3MpyeTCs B IIepuo nuilneBapeHus (1—2 Jyaca mocje rpuemMa yrie-
BogHOM nuiu). ClieayeT OTMETUTh, UTO CUHTE3 TJIMKOTEHA M3 TIIIOKO3HI (puc. 8.6),

A. T'moxosa
I'ekcokuHaza
F JIIOKOKHMHA3a
I'mrok030-6-docdar

2 docdormokomyTasza

I'nroko30-1- (boubaT

AlD
YV A®-rnokonupo-
dhochopunaza
H4P,0;

V]1®-riaoko3a

YD ATD
[Ipaitmep
I'mukoren

B. o

I

HOCH2 HOCH, C

H e O H
OH 2R

I'moko30-1-docdar
Vpunuaaudocdar riaokoza

(Y A®-raroko3a)

OH o
Oo— P O 4 vro HO O—P—0—P—0—CH,
i \ \
H OH o o
PPi
}/HZO
2Pi

Puc. 8.6. CuHTE3 rmukoreHa:

A — cuHTEe3 mmKoreHa (obLas cxema);

b— nonanMepusaumna 1 BeTeBneHne MOJIeKYJbl IMUKOreHa;

B — obpasoBaHue YOPD-rnoKo3bl;

O, ® — MOKO3HbIE OCTATKN; @ — [1I0KO3HbIE OCTATKM B TOYKE BETB/IEHUA
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KaK BCSIKUIT aHAOOTMYECKUH MpoLIece, SIBIISIETCS SHAEPTOHNYECKNM, T.¢. TPEOYIOIIIM
3aTpaT SHEPTruu

[rfoxo3a, mocTymaroIas B KiIeTKy, dpochopunupyercs mpu yaactun ATD (peak-
us 1). 3aTteM TmoKo30-6-hochar B 00paTUMOI peaKIIMU ITPEeBpaIaeTcs B IITI0K030-
1-bocdat (peakuus 2) noa aerictBueM depmeHTa ocdormokomyTassl. [7110K030-1-
(ocdar o TepMOAMHAMIYECKOMY COCTOSTHUTO MOT OBI CITY>KUTh CYyOCTPATOM JIJIST CHH -
Te3a TMKoreHa. Ho B cuity o0paTUMOCTH peakiiy TITIK030-6-hochar<«> NIoK030-
1-pocdar cuHTE3 IIMKOreHa M3 TJII0K030-1-docdara 1 ero pacman okazaauch ObI
TakKe OOpaTUMBIMM M ITO3TOMY HEKOHTPOJUPYeMBIMU. UTOOBI CMHTE3 TNIMKOTeHa
OBIT TEPMOIMHAMUIECKN HEOOpaTUMBIM, HEOOXOIMMA TOITOTHUTEIbHAST CTaaus 00-
pasoBanus ypunrHIuGocdarroko3sl 13 YT® u rimoko3o-1-docdata (peakims 3).
®epMeHT, KaTaTu3UPYIONINA 3Ty peakInio, Ha3BaH Mo oOpaTHo peakunu: YJIdD-
rmokompodochopuaaza. OmHaKo B KJIeTKe oOpaTHasT peaKIHs He TTPOTEKAET, [TOTOMY
YTO 00PA3YIOIMIMICS B XOIe MPSIMOI peaKIIny TUpodocdaT 0ueHb OBICTPO paCIIEeTIISI-
eTcs nupodocdarazoii Ha 1Be MOJIEKYIbl (hocdaTa.

Peaxtmst o6pazoBanmst Y P-T0K036! 00ycIaBIMBaeT HEOOPATUMOCTh BCEil MO-
CIeMOBATEIBHOCTH peaKIINii, TTPOTEKAIOIINX ITPU CHHTE3e TIIMKOTeHa. DTUM Xe 00b-
SICHSIETCST HEBO3MOXHOCTD pacriana TITMKOTeHa IyTeM IPOCTOTO 0OpaIleHusT ITPoIiec-
ca ero CUHTe3a.

Y ®-1110K03a 1ajee UCITOIb3yeTcs KaK JOHOP OCTaTKa TITIOKO3HBI TTpU (POpMHpO-
BaHUW MaKPOMOJIEKYJIBI INIMKOTeHa. DTy peaKIInio KaTaIN3upyeT GepMEeHT IIMKOTeH-
cuHTa3za (rmokosuarpancdepasa). [TockoabKy B J1aHHOU peakliMy HE MCIOJIb3YeTCs
AT®, (hepMeHT Ha3bIBaeTCSI CUHTA30M, a HE CUHTETA30IA.

Tak Kak TIMKOTeH B KIJIETKE He PaCIIeTUISIETCs] TIOTHOCTBIO, CUHTE3 TJTMKOTEHA OCY-
IIECTBIIICTCS TIyTEM YIUTMHEHUS YK€ NMEIOIIelicss MOJIEKYJTbI TToJTcaxapyia, Ha3biBae-
MO «3aTpaBKoii», YT mpaiiMepoM. K «3aTpaBke» TOCIe10BaTeIbHO ITPUCOSTUHSIIOTCS
MOJIEKYJTBI TTIOKO3bI. CTpOEHEM MOJIEKYIIBI «3aTPaBKW» KaK OBl MTPEIOTIPENESIETCS
TUTI CBSI3W, KOTOPBI BOZHMKAET B PEaKIINN TPAaHCTIIMKO3MIMpOoBaHMs. B coctaB «3a-
TPaBKH» MOXET BXOIUTH OJIOK NIMKOTeHHH, B KoTopoM K OH-TpyTime omHoro 13 THpo-
3MHOBBIX OCTaTKOB ITPUCOCTNHEHA OJINTOCAXapUIHasl IeTiouKa (TIPUMEPHO 8 0CTaTKOB
TTIOKO3bI). [JTFOKO3HBIE OCTATKM TIePEHOCATCS TIIMKOTEHCUHTA30M Ha HEpeayIrpyro-
I KOHEIT OJTUTOCAaXapyIa 1 CBI3bIBAIOTCS o~ 1,4-TTTMKO3UIHBIMA CBSI3sIMU. [10 OKOH-
YaHWUW CMHTE3a TNIMKOTEHUH OCTAeTCs BKITIOYEHHBIM B TPaHYJTy TIMKOTEHA.

PasBeTBiieHUs B CTPYKTYpe IJIMKOTeHa o0pa3yeTcs pu yyactuu amumiio-1,4—1,6-
IIOKO3WITPaHcepasbl, Ha3biBaeMOil (pepMeHTOM «BeTBJIeHHsI» — branching enzyme.
Kak TobKO IIMKOTeHCUHTAa3a CUHTE3UPYeT JIMHEMHBIN yIacTOK, TpUMepHO 10 11
TJIIOKO3HBIX OCTAaTKOB (peakius 4), ¢epMeHT BETBICHMS TTIEPEHOCUT e¢ KOHIIEBOM
0JI0K, coaep:Kaliuii 6—7 OCTaTKOB, Ha BHYTPEHHMI OCTATOK IJIFOKO3bI 3TOI MU
Ipyroif menu (peakuus 5). B Touke BeTBIIeHMS] KOHIIEBOI OCTATOK TJIIOKO3BI OJIHM-
rocaxapua COeIMHSETCsl C TMAPOKCUIbHOM rpymnmnoi B C¢-MoNoXeHUH ¢ 00paso-
BaHUEeM o.-1,6-mIMKo3uaHO#M cBsi3u. HoBast Touka BEeTBJIEHUSI MOXET OBITH 00pa30-
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BaHa Ha PACCTOSIHUU He MeHee 4 0CTaTKOB OT JII00OM yxXe cyllecTByolleil. Takum
00pa3oM, 1o Mepe CUHTe3a MIMKOreHa MHOTOKPATHO BO3pacTaeT YMC/IO BETBICHUIA.
KoHLBI Lemei ciy:kaT TOYKaMU pOCTa MOJIEKYJIbI [IPU €€ CUHTE3¢ M HadyaJloM IIpu
ee pacrare.

Pacnap rnmkoreHa (rnukoreHonus)

Pacnan rmukoreHa, wiv ero MOOMIM3alys, MPOUCXOAUT B OTBET Ha MOBBIIICHNE
MOTPEOHOCTU OpraHM3Ma B IJIIOKO3e. [JIMKOreH IMedyeHu pacrajaeTcs B OCHOBHOM
B MHTepBaJIax MEXIy MpUeMaMu MUIIU WIM 9TOT MPOILECC YCKOPSIETCS B MEUYEHU U
MBITIIIAX BO BpeMs (GPU3NIECKOI pabOTHI.

Pacnan rivkoreHa (puc. 8.7) MpOUCXOOUT IMyTeM TOCIEI0BATEIbHOTO OTILETLIe-
HUS OCTaTKOB TJIIOKO3bI B BUJIE INII0K030- 1-(pocdara. [ImuKo3nmHas CBSI3b pacileruisi-
eTCsl C MCMOJIb30BaHUEM HeopraHuueckoro ocdara, mo3ToMy IpoLecc Ha3bIlBaeTCst
tdochopoanzom, a hepmeHT rmKorengochopuiazoii.

Tak e, Kak U CUHTE3, pacllerieHue TIJIMKOreHa HAaUMHAeTCsl ¢ HepeayLupyloliie-
ro KOHIIa TMojucaxapuaHoil uenu. [Ipy 3ToM Hajauuue pa3BeTBICHHON CTPYKTYpbI
TJIMKOTeHa 00JeryaeT ObICTpOe BEICBOOOXICHME TIIFOKO3HBIX OCTaTKOB, TaK KaK 4YeM
OoJibllle KOHIIOB MMEET MOJIeKyJa MIMKOTeHa, TeM OOJIbllie MOJIEKYJ TJMKoreHgoc-
(opmazel MOTYT IeHICTBOBATH OJHOBPEMEHHO.

[TukoreHdochopuiaza paciieruisieT ToJAbKo o-1,4-IIMKO3UAHbBIE CBSI3U (peak-
s 1). IlocnenoBaTebHOE OTIIEIIEHUE TJIIOKO3HBIX OCTaTKOB IIPeKpalliaeTcs, Koraa
JI0 TOUKHW BETBJIEHUsI OcTaeTcsl yeTbipe MoHOMepa. [TonodHast 0coGEHHOCTD B IEMCTBUU
riukoreHdocdopuiasel 00ycI0BIEHA pa3MEPOM U CTPOCHUEM €€ aKTUBHOTO LIEHTpA.

JanpHelilnee paciierieHre TTMKOTeHa TpeOyeT yIacTHsI IBYX APYTUX (hepPMEHTOB.
CHauajia TpY OCTaBLIMXCSI 10 TOYKM BETBJCHMUS TIIOKO3HBIX OCTAaTKa MEPEHOCSITCS
MIpU y4yacTuu oJurocaxapuarpancgepasnbl (peakiys 2) Ha HepeayLUPYIOIIil KOHEIl
COoCeJHe! 1ienu, YIJIUHSS ee U, TaKUM 00pa3oM, co3laBasl YCIOBUsI JJIsl JeWCTBUSI
dochopunaspl. OCTaBIIMICS B TOYKE BETBACHUS ITIOKO3HBIMA OCTAaTOK T'MAPOJIMUTH-
YeCcKM OTIIETUIsIeTCsl ¢ MoMolIblo o-1,6-III0K03uAa3bl B BUAE CBOOOIHON TIFOKO3bI
(peakuus 3), mocje 4ero JUHEMHbIN yJ4acTOK TJTMKOTEHAa MOXET BHOBb aTaKOBAaThCs
¢ochopunazoii.

[TepeHOC TpeX OCTATKOB TJIIOKO3bI U yAalleHWe MOHOMEpa M3 TOYKU BETBJICHMUS
(peakiuus 2 1 3) KaTaau3upyeT OOUH U TOT XKe (PepMEHT, KOTOPHIii 001agaeT AByMs
pa3HbIMU (hepMEHTATUBHBIMU aKTUBHOCTSIMU — TpaHc(hepasHOi U MIMKO3UIa3HOMA.
Ero nassiBatot aeserBsimum (debranching enzyme) drepmentom.

[IponykT geiicTBus riamkoreHpochopuiaasbl IIOK030-1-¢gocdar 3aTeM n3oMepu-
3yeTcs B III0K030-6-docdat dochormokomyrasoit (peakiys 4). Jajee roko3o-6-
docdar BrITI09aeTcd B mpoliecc Kataboan3Ma Win IpyTrie MeTabonmdeckue myTn. B
reyeHM (HO He B MBIIIIIAX) TITI0K030-6-(ochar MOKeT THAPOIN30BaThCsS ¢ 0Opa3oBa-
HHMEM TIIOKO3BI, KOTOPAs BBIASISETCS B KPOBD. DTY PEaKIINIO KaTaTu3nupyeT GepMeHT
III0K030-6-docdarasa (peaxiius 5).
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Puc. 8.7. Pacnap rnukoreHa.

B pamke dparMeHT mmvKoreHa ¢ TO4KOM BETBIEHUS:

@ — M1I0KO3HbIN OCTATOK, CBA3aHHbIN a-1,6-rMMKO31OHON CBA3bLIO;

0O, ® — rNoKO3HbIE OCTATKM B JIMHENHbIX y4acTkax U OOKOBbIX BETBSX, CBA3AHHbIE
a-1,4-rMMKO3naHON CBA3bIO
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Buonornyeckoe 3HayeHne 06MeHa rUKOreHa B NeYeHn u MblLWLax

Ha puc. 8.8 nmpuBeneHa o011ast cxeMa CUHTe3a M pacrnajia riimkoreHa. CpaBHeHUE
STHUX TIPOIIECCOB TIO3BOJISAET CACNATH CICAYIONINE BEIBOIBI:

CuHTE3 U pacmaj IJIMKOreHa MPOTeKaloT 110 pa3HbIM METa0OINYECKUM ITy-
TSIM.

[TeyeHb 3amacaeT IJII0KO3y B BUJE INIMKOT€HA HE CTOJIbKO JJISI COOCTBEHHBIX
HYX[I, CKOJIbKO JUISI TIOAAepXKaHUSI MOCTOSIHHOM KOHIIEHTPALIMU IJII0OKO3bI B
KpPOBHU U, CJIeA0BaTeIbHO, oOecIieunBaeT I10K030i apyrue TkaHu. I[Ipucyr-
CTBUE B ITeYE€HU [ITIOK030-6-(ochaTtas3bl 00yCIaBINBAET 3TY MIABHYIO (QYHKIIVIO
MeYCHMU.

DyHKIIMS MBIIIIEYHOTO TJIMKOTeHAa 3aKJTF0YAETCsI B OCBOOOXKIECHUM TITIOK030-6-
docdara, noTpedIsIeMOro B caMOil MBILLLE I1JIST OKUCIEHUS U TTOJydeHUe SHep-
TUU.

CuHHTe3 IIMKOreHa — IPOLEecC 3HAeproHndeckuii. Tak, Ha BKIIOYEHHUE OIHO-
0 OCTaTKa TJIOKO3bl B MOJMCAXapUIHYIO LEIb UCITONb3yeTcst 1 Monb AT®
u 1 Mmonb YTO.

Pacrran rimkoreHa 1o TTI0K030-6-(ocdara He TpeOyeT SHepru.
HanpaneHue npoliiecca B CTOPOHY CMHTe3a WJIM pacraja INIMKoreHa oodecre-
YUBAETCS PETYJISILUEH.

Puc. 8.8. CuHTe3 u pacnapg rnvkoreHa:

1-4 — peakumy CMHTE3A [MIMKOreHa B NMEYEHWN U MbILLILAX;

5-6 — peakumm Mobunnsaumm rMmKoreHa B neYeHb N MblLLLLbI;

7-8 — peakuum gedocdopunmpoBaHuns rioko30-6-docdaTa 1 NOCTyNeHNE [IOKO3bl B
KpOBb. Peakuusi n(poncxoouT B MeYeHV B OTJINYME OT MbILLLL, B KOTOPbIX OTCYTCTBYET PEPMEHT
docdatasa
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8.5. Perynauusa metabonn3mMa rnmkoreHa

[Tpotiecchl HAaKOTUIEHMST TIIOKO3bl B BUJIE TIMKOTEHA W €ro pacra J0JKHbI ObITh
COIJIaCOBaHbI C TOTPEOHOCTSIMU OpraHM3Ma B IJIFOKO3€ KaK MCTOYHMKE SHEPTUM.
OnHOBpeMEeHHOE MPOTEKAHUE 3TUX METa00JIMUYECKUX MyTell HEBO3MOXKHO, TaK KaK B
BTOM cllyyae 00pa3yeTcs XOJOCTOM LMK, CYIIeCTBOBAHME KOTOPOIO MPUBEILT TOJIb-
KO K Oecrofie3Hoii pactpate AT®D.

HM3MeHeHne HammpaBeHUS IIPOLECCOB B META0OIM3Me [NIMKOIeHa 00eCIeYnBaoT
peryIsaTOpHbIE MEXaHM3MBI, B KOTOPBIX Y4aCTBYIOT ropMoHEI. [lepexitoueHue mpo-
1IECCOB CUHTE3a U MOOWJIM3AlUU TJIMKOTreHa MPOUCXOIUT MPU CMeHe aOCOPOTUBHOTO
rnepuoaa Ha MOCTaOCOPTUBHBIN UJIM COCTOSIHUSI TIOKOsI OpTaHU3Ma Ha pexkuM (pusu-
yecKoi paboThl. B mepexmoueHUM 3TUX METa00INYECKUX ITyTel B TTIeUeHU Y4aCTBYIOT
TOPMOHBI HHCYJIMH, IJIIOKATOH W A/IPEHANIMH, a B MbIIIIAX — WHCYJIMH M aJJPEHAIHH.

XapaKTepuCTUKA ropMOHOB, Perynupyiowmux o6MeH rnmkoreHa

[TepBUYHBIM CUTHAJIOM JUISI CUHTE3a U CEKPELIMU MHCYIMHA 1 TII0KaroHa siBJsieT-
cs U3MEHEHNE YPOBHS TJTIOKO3bI B KPOBH. B HOpMe KOHIIEHTPAIIHS TTIOKO3bI B KPOBU
cooTBeTCTBYET 3,3—5,5 Mmmoutb/i (60—100 Mr/m).

MNucynun — OEJKOBBIII TOPMOH, CUHTE3UPYETCS U CEKPEeTUpYeTCs B KPOBb
B-KkieTkaMu ocTpOBKOB JlaHrepraHca MoaXXeayJI0uyHOU Kese3bl. B-KJIeTKA YyBCTBU-
TeJIbHbI K UBMEHEHUSIM KOHILIEHTPALIMU TJII0KO3bl B KPOBU U CEKPETUPYIOT MHCYJIMH B
OTBET Ha MOBBILIEHUE €€ CONEPXKaHUsI Moc/e TprueMa nuinu. [locTyrieHue rioKo3bl
B B-KJ1eTKu obecrnieynBaeT TpaHCIOPTHbINM Oenok (ITTFOT-2), KoTtopelil oTanyaercs
HU3KUM CPOJCTBOM K Heil. CiieoBarefibHO, 3TOT 0€J10K TPaHCIIOPTUPYET IJIIOKO3Y B
KJIETKY MOMXKEIYyTOUHOM 3KeJe3bl JIUIIb MOoc/e TOro, Kak ee coaepKaHue B KpOBU Oy-
JIeT BhIIIE HOPMAJIbLHOTO YpOoBHS (6oee 5,5 MMOJIb/T).

ImoxaroH — 3To rOpMOH «roJiofia», KOTOPbI BbIpadaThIBAETCS O-KJIeTKaMU MO/~
JKEJTYIOYHOM XKele30i B OTBET Ha CHUXKEHHUE YPOBHS IJTIOKO3bl B KpoBHU. [1o xumuye-
CKO¥ MpMpOIe TIOKATOH SBIISIETCS TIETITHIOM.

AJpeHAIMH CUHTE3UPYeTCs] U3 aMUHOKMCIOThl TUPO3WHA W BBIAENISETCS U3 KIIETOK
MO3TOBOTI0 BELIECTBA HAAMIOYEUHUKOB B OTBET HA CUTHAJIbl HEPBHOM CUCTEMBbI, MIYIIUE U3
MO3ra IIp1 BO3HMKHOBEHUH 3KCTPEeMaJIbHbIX CUTYalUK (HarpruMep, 0ercTBo wiv 00pnda),
TPeOYIOILIMX CPOUHOI MBIIIEUHON AeSTeIbHOCTU. AIPEHATUH SIBJISIETCS CUTHAJIOM <«Tpe-
Boru». OH JOJKEH MTHOBEHHO 00ECTIeYMThb MBIIIILIBI 1 MO3T UICTOYHUKOM 9HEPIHH.

Perynauusa akTMBHOCTU rnnKoreHocopunasbl M rMMKOreHCUHTa3bl

ITockosibKy CMHTE3 M pacraj IJIMKOreHa MPOTeKarT M0 pa3IMuHbIM MeTabou-
YECKUM IyTSIM, BTU TPOLIECChl MOTYT KOHTPOJUPOBAThCS pelUnpokHO. BausiHue
TOPMOHOB Ha CHMHTE3 W pacraj TJIMKOTeHa OCYILIECTBJSETCS MyTeM W3MEHEHUS! B
MPOTUBOIIOIOXKHBIX HaMpPaBICHUSIX aKTUBHOCTHU JABYX KJIIOUEBbIX ()epMEHTOB: LINKO-
reHCHHTAa3bl 1 IIKoreHpochopuiaassl, ¢ moMollbio hochopunrupoBanus u aepocdo-
punnpoBaHus (puc. 8.9).
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Puc. 8.9. UsmeHeHue aKTUBHOCTU rMukoreHdpocoopunassbl

N NMUKOreHCUHTa3bl.

Kpyxkamu 0603Ha4YeHbl MOSIEKYbl GEPMEHTA: aKTUBHbIE — YEPHbIE, HEaKTMBHbLIE — Besble.
®dr-docdartasa (FP) — dochonporenHdochaTasa rpaHys FnMkoreHa

I'ukorendocdopuiasa cyiiecTByeT B AByX popmax: 1) hochopunmrpoBaHast — ak-
TUBHad; 2) medochopmimpoBaHas — HeakThBHas. DochoprmpoBaHue OCYIIECT-
BIIsIeTCS TIyTeM TiepeHoca ¢docdarHoro octatka ¢ AT® Ha TMAPOKCHIBHYIO TPYITITY
OIHOI0 U3 CEPUHOBBIX OCTaTKOB (hepMeHTa. ClIeACTBUEM 3TOIO SIBJISIOTCS KOH(DOP-
MallMOHHbIC U3MEHEHUST MOJIEKYJIbI (hepMEHTa U €T0 aKTUBALKSI.

BsaumonpespaiilieHus AByX hopM TiamkoreHdocdopuiaszbl odbecrieunBaroTcs Aei -
cTBUeM (pepMeHTOB KMHa3bl (hochopuaasbl u pochonporenndocdaraspl (hepMeHT,
CTPYKTYPHO CBSI3aHHBIN ¢ MoJIeKyJlaMu IJIMKOreHa). B cBolo ouepeab, aKTUBHOCTb
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KnHa3bl (pocdopmwiassel U pocdonporerHdocdarasbl TaKKe PEryJIuMpyeTcs IyTeM
dochopunupoBaHus 1 1eocHopUIUPOBaAHUSL.

AKTuBanusa KuHasbl ocdopunazbl MPOUCXOAUT IO NCHUCTBUEM MPOTEMHKUHA3BI
A — [TKA (cAM®-3aBucumoii). TAM @ cHavaa aKTUBUPYET MTPOTEeMHKMHA3Y A, KO-
Topast hochopuarupyeT KuHazy dhochopuiiasbl, epeBois ee B aKTUBHOE COCTOSTHUE,
a Ta, B CBOIO ouepeb, (pocdhopunupyer raukoreHbochopunaszy. Cunre3 HAMD cTu-
MYJINPYeTCSl alpeHAJIMHOM U IJIFOKaroHoMm (cM. paszen 5).

AxtuBamus ochonporenndocdaraspl IPOUCXOIUT B pe3ysibraTe peakiuu (oc-
(hopunmpoBaHusi, KaTaau3upyeMoii crielin@ruueckoil MpOTeMHKUHA30#, KOTopasi, Co
CBOEI CTOPOHBI, aKTUBUPYETCSI MHCYJIMHOM. DTa MpoTeMHKMHA3a pochopuinpyeT u
TeM caMbIM akKTUBUpYeT (ochomnporenHbocharasy, KoTopasi, B CBOIO o4yepellb, Je-
¢ochopunupyer u, cienoBaTebHO, MTHAKTUBUPYET KMHA3y (pocchopuiasbl U TJIUKO-
reHdocdopunasy (puc. 8.10).

AKTHBHOCTb IJIMKOT€HCHHTA3bl TAK>KE U3MEHSIETCS B pe3yibraTe (ochoprinpoBa-
Hus U aedochopunupoBaHus. OJHAKO €CTh CYIIECTBEHHbIE pa3jinyusl B perysiiiuu
rkoreHpocdopuiasbl U INIMKOT€HCUHTA3BI:

e (ochopuampoBaHue INIMKOreHCUMHTa3bl KaTanusupyeT I[TKA u Bbi3biBaeT ee

MHAKTUBAIIUIO;

e JnedochopuarpoBaHre TJIUKOTEeHCUHTA3bl NoA aeiicTBueM (GhochonpoTerH-

¢ocdarasbl, HAOOOPOT, €€ AaKTUBUPYET.

Perynﬂu.ml MeTab60/iu3Ma MIUKOreHa B NeYeHu

Kak yxxe orMeuanoch, epBUUYHBIM CUTHAJIOM JIJIS CHHTE3a MHCYJIMHA U [JII0KaroHa
SIBJISIETCS M3MEHEHUE KOHIIEHTPALIMY TJIIOKO3bl B KPOBU. MIHCYJIMH U TJIIOKaroH mo-
CTOSTHHO TIPUCYTCTBYIOT B KPOBH, HO TIpM CMeHe aOCOPTMBHOTO TTeproIa Ha TToCcTab-
COPTUBHBII U3MEHSIETCH X OTHOCUTEIbHASI KOHLIEHTPALUS, YTO SIBJSIETCS JIAaBHBIM
(hakTOpOM, MEPEKITIOYAIOIIIMM META0O0JU3M IJIMKOTeHA B MeuyeHu. OTHOIlIeHUe KOH-
LIEHTPAllMM MHCYJMHA B KPOBU K KOHLEHTPALUU TIIOKATOHA Ha3bIBACTCSl MHCYJIMH-
IIIOKATOHOBBIM MHIEKCOM.

B nmocTabcopTHBHOM mepuoe MHCYJIMH-TIIOKArOHOBBI MHIEKC CHUXKAETCS U pe-
LIAIOIIMM SIBJISIETCS BJMSIHUE IJIIOKAroHa.

[mokaron siBjsieTcs A KJIETKU MeYeHU BHEUTHUM CUTHAJIOM O HEOOXOIMMOCTU
BbIJIEJIEHUSI B KPOBb IJIIOKO3bI 3a CUET pacliaja MIMKOreHa — TJMKOTreHOou3a WU
CHHTE3a INIIOKO3bl U3 IPYIUX BELIECTB — IJIIOKOHEOIreHe3a (3TOT MPOLECC OYyIeT U3-
JIoxeH nozaHee). [OpMOH CBsI3bIBaeTCS € pELieNTOPOM Ha Mla3MaTUYecKoit MeMOpaHe
1 aKTUBMPYET MpU nocpeaHuuyecTse G-0eka ageHuIaTIMKIa3y, KOTopasi KaTaau3u-
pyet oopazoBanne TAM® u3z AT® (cm. pasnen 5). Jlamee ciaemyeT KacKal peakIlnif,
MPUBOSIILIUIN B MEYEHU K aKTUBALMU TJMKOreHdbochopuiasbl 1 MHTHOMPOBAHUIO
[JIMKOT€HCUHTAa3bI (pUc. 8.11). DTOT MeXaHU3M MPUBOAUT K BbICBOOOXKAEHUIO U3 TJIM -
KOIeHa III0K030-1-docdaTa, KOTOPLIA MpeBpaliaeTcs B III0K030-6-docdat. 3arem
TIO/T BIMSTHUEM TITI0K030-6-ocdarassl o6pasyeTcst CBOOOIHAS TTI0K03a, CIIOCOOHAst
BBIATH U3 KJIETKU B KPOBb. TaKrM 00pa3oM, TJIIOKaroH B IeYeHU, CTUMYJIMPYS pacriaj
[JIMKOTeHA, CIIOCOOCTBYET MOIAEPXKAHUIO TII0KO3bl B KPOBU Ha MOCTOSIHHOM YPOBHE.
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Puc. 8.10. BansgHue uHcysmHa Ha akTUBHOCTb IJIMKOr€HCUHTa3bl
n rmukoreHa ¢ocdopunasbi:
MdlMp — pocdonpoTenHdocdaTasa rpaHyn MKoreHa

AZpeHaIMH MMeeT CXOOHBIN ¢ TIFOKaroHOM MeXaHu3M aeicTBusa. Ho B KieTkax
MeyeHr BO3MOXKHO BKJIIOUEeHUE 1 Apyroii 3¢h(heKTOPHON CUCTEMBI TIepeIaum CUrHaa
(puc. 8.12). Pe3ynbraTom AeiicTBUS aapeHalHa B TIeYeHU SIBJISTIOTCS (hochopuanpo-
BaHME U aKTUBALIUS IIMKOTeH(POoChOopUIasbl.

Kakas cucreMa mepenauu cuUrHaja B KJIETKY OyIeT MCIOJb30BaHAa, 3aBUCUT OT
TUIIA PELIENITOPOB, C KOTOPbIMU B3aUMOJIEMCTBYET aipeHaIuH. Tak, B3auMOJeiiCcTBIE
aJlpeHallMHa ¢ 3,-peLenTopaMm KJIEeTOK MeYeHU BKIIYaeT aAeHWIATLUKIAa3HYIO CH-
ctemy. B3anmozeiicTBue xe agpeHalMHA € o-peLeNnToOpaMy MPUBOIUT B JEWiCTBHE
nHo3uTohochaTHBI MEXaHU3M TpaHCMeMOpaHHO Mepeaayy TOpMOHaIbHOTO CUT-
Hana. PesynbraToM neiicTBus 06eux cucteM sBisercs: ¢hocdopuimpoBaHue Kitoue-
BbIX (DEPMEHTOB U MIEPEKII0YEHUE MTPOLIECCOB C CUHTE3a IIMKOTeHa Ha ero pacraj.
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Puc. 8.11. Perynauusa cuHte3a v pacnaga rimkoreHa B ne4eHu rnioKaro-
HOM " agpeHasiIMHOM:

1 — roKaroH 1 agpeHannH B3auMOLECTBYIOT CO crneunduieckumm MeMopaHHbIMU peLen-
Topamu. KoMnsiekc ropMoH—peLenTop TpaHChOPMUPYET CUrHaN Yepes aaeHnnaTumMKIasHyio
CUCTEMY Ha MPOTENHKNHA3Y A, NEPEBOLS €€ B aKTMBHOE COCTOSIHUE;

2 — npoTeunHknHasa A pochopunnpyeT U akTUBUPYET KNHa3y pochopunasbl;

3 — kuHasa pochopunasbl pochopunnpyeT mukoreHdochopunasdy, NepPeBOAs EE B aKTUB-
Hyto popmy;

4 — npoTeuHkMHasa A pochopunmpyeT Takxke rMUMKOreHCUHTa3y, MEPEBOAS €€ B HEAKTUBHOE
COCTOSIHUE;

5 — B peaynbrate UHrMOUPOBaHUS MIMKOreHCUHTa3bl U akTUBaLMK rnkoreHdochopunasbl
ININKOTEH BKJTIOYAETCSA B NPOLIECC pacnaza

B nepuoa nuimeBapeHus: peo0aJatoliuM sIBJSIeTCSl BAUSIHME MHCYJIMHA, TaK Kak
WHCYJIMH-TJIIOKarOHOBBINI MHIEKC B TOM CiIyyae TOBBIIIaeTcs. B 1esoM MHCYIUH
BIIASIET HA OOMEH TJIMKOTeHA TIPOTUBOIIOJIOKHO TIIIOKaroHy. IHCY/IMH CHIKAeT KOH-
LIEHTPALIMIO TJIOKO3bI B KPOBU B MEPUO/I, TTUILIEBAPEHUS, IEUCTBYS Ha KJIETKU MeYeHU
CJIeIYIOIINM 00pa3oM.

e CHuxaet ypoBeHb HTAM® B KJeTKax.
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Puc. 8.12. Perynm.wla CUHTEe3a M pacnajga rnukKkoreHa B ne4eHu agpeHanun-
HoMm u Ca2+:

1 — B3anMoOAeNncTBMe agpeHannHa C o4-pPeLenTopoM nepeaaet CUrHan Hepes MHo3nToNpoc-
daTHylo cuctemy Ha dochonunasy, NepeBoanuT ee B akTMBHOE COCTOSIHME, aKTUBUPYET MOOU-
nmsauuio Ca,, n3 9P n aktusaumio npotenHaunHassl C (MKC);

2 — npoteunHkmHaza C pochopunmpyeT MNKOreEHCMHTA3y U NEPEBOOUT €€ B HEAKTMBHOE CO-
CTOSIHUE;

3 — komnnekc 4Ca,,—KanbMOoAySIMH akTUBMPYET KnHady pocdopuinassl 1 KaNbMOOYINH3aBM-
CUMbIE MPOTENHKNHA3bI;

4 — kuHasa pocdopunassl pochdopunnpyet mukoreHdocdopunady n TeEM CaMbiM €€ akTU-
BUPYET;

5 — rukoreHdocdopunasa karannusnpyeT pacnag, rmmkoreHa
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e AkTuBHpPYeT (pochornpoTenHdocdarasy rpaHys JIMKOreHa, Kotopas aedoc-
opuIMpyeT INIMKOTeHCUHTA3y U TaKMM 00pa3oM ee akTuBupyeT. Kpome Toro,
dochonporenndocdarasa aedpochopuanupyer 1, ClieIoBaTeIbHO, NTHAKTUBH-
pyeT KnHa3y dochopuiasbl U TIMKoreHgochopuiasy.

e HUHayuupyeT CUHTE3 TIIIOKOKMHA3bI, TEM CaMbIM YCKOpsieT (hochopuimpoBaHUe
[JII0KO3bI B KiieTke. ClieyeT HallOMHUTD, UTO PETYISITOPHBIM (DaKTOPOM B Me-
TaboJIM3Me TJIMKOTeHa SIBJISIeTCs Takke BenurnHa Km rItoKoKrHa3bl, KOTopast
HaMHOTO BbillIe, yeM Km rekcoknHasbl. CMbIC] 3TUX pa3IMuMii MOHSTEH: Te-
YeHb HE JI0JKHA NOTPEOISATh MIIOKO3Y JUIsl CUHTE3a TJIMKOreHa, €CJIU €€ KOJIU-
YECTBO B KPOBU B IpejiesiaXx HOPMBI.

Bce BMecTe NpUBOAUT K TOMY, YTO MHCYJIWH OJHOBPEMEHHO aKTUBUPYET IJIUKO-
Te€HCUHTAa3y U MUHTMOUPYeT IiiMKoreHbochopuiasy, nepekatodas rnpolecc Moouamn3a-
1IUY TJIMKOTEHA Ha €r0 CUHTE3.

B nedenu cyuiecTtByeT U ajuiocTepuueckas peryasimus rimkoreHgocdopunassl, 3a
cyeT M3MeHeHus1 B KieTke ypoBHsI AT®, AJI® u AM®. 3amenneHue yTrin3anuu
AT® comnpoBoXIaeTCsI CHUKEHUEM aKTUBHOCTU IIMKOTeHdOochOopuiia3bl 1 yMEHb-
IIeHNeM CKOPOCTHU pacrana IimnkoreHa. Hamportus, yBenmmuenne pacxomoBanus AT
BelleT K MOBBILIEHUIO YpoBHSI AM®, akTUBaLUKU MUKOTeHdochopuiia3bl U yCKope-
HMIO pactaga riukoreHa. AT® n AM® gBisioTces aiocTepudecKuMu 3heKTopaMu
T10 OTHOIIEHMIO K TTuKoreHdbocdopuase.

Perynﬂu,uﬂ MeTab60u3Ma rUKOreHa B MblLLLax

MeTab0/113M IJIMKOTeHa B MbIIIIaX 00eCMeunBaeT IHEPreTUUeCKUM MaTeprasioMm,
KaK MHTEHCUBHYIO paboTy MbIIL (Oer wiu 60pbda), TaK U 3Hepro3aTpaThl B COCTOSI-
HUU TOKOSI.

B 3kcTpeMabHBIX CHTYAUSIX B MBILIEYHBIX KJIIETKaX MOOMIM3ALIMS TJTMKOTeHa YCKO-
psietcst aapeHaqmHoM. CBSI3bIBaHUE alpeHAIMHA C [(-peuenTopamu, acCOLMUPOBAH-
HBIMU C aJCHUIATIMKIA3HONH CUCTEMOM, MPUBOAUT K 00pazoBaHUi0 TAM® B KjeTKe
U TIOCIIeA0BaTeIbHOMY (pocOpMIMPOBAHUIO M aKTUBALIMKM KMHA3bI (hochopmia3sl U
rKoreHdochopunassl (puc. 8.13, myTh 3), CTUMYIUPYIOLIMX pacriaj IIMKOreHa.

OO0pa3oBaHHBIN U3 TIIMKOTeHa MII0K030-6-(ocdara BoBIeKaeTcss B a3pOOHBIN U
aHa’POOHBIN pacIaj ITTIOKO3bI U o0ecrieunBaeT KieTKu ATD.

MHakTuBalms raMKoreHCUHTA3bl MO BAMSHUEM afpeHaaHa B MBIIIEYHBIX KJIET-
Kax MPOXOAUT TaK Xe, Kak B [eYeHHU.

B cocrosiHnu moKosi Mpy HU3KUX KOHLEHTPALUSIX alpeHaIuHa B KPOBU TJIMKOTEH-
(ochopmmaza M HaxonuTcs B AeGocHopmIMpoBaHHOM — HEaKTUBHOM — COCTOS-
HMU, HO pacraji IJIMKOTeHa BCe-TaKy MPOMCXOIUT. DTO OOBSICHSIETCS TEM, UTO TIMKOTeH-
¢ocdopuiiaza akTUBUPYETCsI CIIOCOOOM, He CBSI3aHHBIM C e¢ (hochoprIMpoBaHUEeM, TaK
Kak ypoBeHb HAM® B KjieTKe HU3KMIA. B JaHHOI cUTyaly MPpOUCXOIUT alyIocTepruye-
cKasl akTUBalus rIMKoreHgochopuiasbl, akTuBaTopamu pepMeHTa sipistioress AM® n
H,PO,, obpasyroumecs B kierke npu pacrnane ATD (puc. 8.13, nyts 1).
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Puc. 8.13. AktnBauusa mukoreHdocoopunasbl MbiLLL,.

Annoctepuyeckas aktmpaums rmmkoreHgocdopunassl. B npoLecce MbllLeYyHOro CoKpalleHus
npPoOVCXoauT ncnonb3oBaHme ATO ¢ obpazoBaHmeM AMD, KOTOPLIN SBNSETCS aniocTepuye-
CKMM aKTMBaToOpoOM munkoreHdocoopunasel (B aedocdopunmpoBaHHon dopme). HepBHbI
UMMyNbC MHULUMMPYET ocBoboXaeHne Ca2t n3 capkoniasmatuyeckoro petukynyma. MoHbl
Ca2* 06pasyloT KOMMIEKC C KafbMOAYIMHOM, CMOCOOHbI akTMBMPOBaTh KnHasy Gocdopu-
nas. Aktusaums mukoreHdochopmnasdbl agpeHaInHoOM NOCPeacTBOM aaeHUNaTLUNKIa3HON
CUCTEMBI

IIpu yMmepeHHBIX MbINIEYHbIX COKpPAIEHHAX, T.6. B CUTyallMM, He TpeOyrouieit
BKJIIOUEHUSI aJIeHUIATHON CUCTeMbl, KMHa3a (ochopuiazbl aKTUBUPYETCS ajljio-
crepuuecku (puc. 8.13, myth 2). B aTOM ciydyae amnocrepuyeckumu addexropamu
SIBJISTIOTCS MOHBI CaZt, KOHIIEHTpalUsl KOTOPBIX PE3KO BO3pacTaeT MpU CoKpallle-
HUM MBI B OTBET Ha CUTHAJ OT JBUTraTeJbHOTO HepBa. AKTUBHOCTbH (hepMeHTa
CHUKAETCs cpasy e, KaK TOJbKo KoHueHTpauus Ca?t B KJleTKe YMeHbIIIaeTcs I10-
cJie MOCTYIUJIEHUSI CUTHAJIa K pacciabieHuIo Mbllil. TakuM o6pa3oM, posib HOHOB
Ca?* 3akiouaeTcsl He TOJIbKO B MHUIIMALMU MBIIIIEYHOTO COKpAIleHUs, HO TaKXKe B
00eCIIeYeHMU MBIIIIIL dHEepTUeil. AKTUBALMS KMHAa3bl (hOC(OopurIa3bl MBIIILL C TTIOMO-
b0 noHoB CaZt onocpenoBaHa KaibMoayduHOM. KanbMoayaMH B JTaHHOM ciiyvyae
SIBJISIETCS TIPOYHO CBSI3aHHOM CyObeauHUIIEH (hepMeHTa.
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B MbImnax B neproj nuuieBapeHusi, €CJIM OH COBIMAAET C COCTOSIHUEM MOKOSI, CTH-
MYJIMpPYETCSl CUHTE3 TJIMKOoreHa. MplllieyHast padboTa BO BpeMsl IMILEeBapEHUS 3aMe/l-
JISIeT IPOLIECC CUHTE3a INIMKOreHa, TaK KakK IPY 3TOM MBILILBI UCITOJIb3YIOT IJI OKKC-
JICHUSI TJII0KO3Y KPOBU, ITOCTYITAIOIIYIO U3 KUIIIEYHUKA.

B nepexmoyeHnn MoOMIM3alMK IIMKOTEHA Ha 3allacaHue IIIOKO3bl YYacTBYET
uHCyIuH. Kak y>ke roBopuIoch, T0K03a IMOCTYNAET B MbILIIEUHbIE U XKUPOBbIE KJIETKU
C MOMOIIBIO TI0KO3HBIX TpaHcnopTepoB IJIKOT-4. MHCYyaMH cTUMYIMpPYET IepeMe-
menue [JIKOT-4 1 BctpauBaHue nx B MeMOpaHy KJIETOK.

BnusiHue MHCYIMHA Ha CKOPOCTb CMHTE3a IJIMKOTeHa B MBIIIIAX OCYIIECTBIISIET-
Csl IOCPEACTBOM M3MEHEHMsI aKTUBHOCTU TJIMKOT€HCUHTA3bl U IIMKOreHdochopu-
JIa3bl — KJIIOYEBBIX (DEPMEHTOB, O YEM YK€ TOBOPMJIOCH IIPU OOCYXIEHUU BIIMSTHUS
MHCYJIMHA Ha MeTa00/IM3M IVIMKOTeHA B IICUYCHU.

HapyweHua o6meHa rnmkoreHa

[mkorenoBbie 00JI€3HM — 3TO TPYIIa HACIEACTBEHHBIX MATOJIOTUIA, MTPUINHOMN
KOTOPBIX SIBJISIETCSI CHYDKEHME WIM OTCYTCTBUE aKTUBHOCTHU OTIEJIbHBIX (PEPMEHTOB,
KaTaJu3UpYOIIMX peaklMi CUHTEe3a WK pacnajia IJIMKOreHa WM HapyllleHUe pery-
JISIUMUY 3TUX (PEPMEHTOB.

I'mkoreno3bl — 3a00JieBaHMsI, OOYCJIOBIEHHBIEC Ae(PEeKTOM (DEPMEHTOB, YUaCTBYIO-
LIMX B pacnaje rivMkoreHa (puc. 8.14). OHM IPOSIBISIIOTCS WJIM HEOOBIYHOM CTPYKTYpPOii
[JIMKOTE€HA, WJIA €T0 N30BITOUHBIM HAKOITJIEHUEM B ITIEUEHU, CEPACYHOIM WIIM CKEJIETHBIX
MBIIIIIAX, TTOYKAX, JIETKUX U IPYTUX opraHax. B taGmmiie 1 onmycaHbl HEKOTOPBIE TUITBI
[JIMKOT€HO30B, pa3IMYaIoIIMXCs XapaKTepoM U JloKalu3aluei sH3uMoedexra.

Tabauya §. 1
C TypHbIE U KIMHUYECKHe
T Bonaesnn JledekT depmenTa TPyK
nposiBieHus negekra
1 Von Gierke’s Imoko30-6-ocdaraza Taxenasds mMocTtabCOpPOIMOHHAS THITO-
(Tupke) [JIMKEMMSI, JIAKTOAIUI03, TUTIePIUTIN -
TEMUST
11 Pompe’s JInzocomanbHast IpaHyJBl TTIMKOTEHA B TM30COMax
([Momme) 0L-TJIIOKO3W1a3a
111 Cori’s (Kopn) Onurocaxapui- W3meHeHHass CTpyKTypa IJIMKOIeHa,
TpaHcdepasa TUTIOTIMKEMUS
1A% Andersen’s «BeTrBsuuii» M3MeHeHHasi CTpyKTypa [JIMKOTeHa
(AHnepceH) dbepmeHT
A% McArdle’s MpiieyHast OTJ10XeHME TIMKOTeHA B MBIIIIIAX, CY-
(Maxk-Apmr) dochopunaza JIOPOTH Mpu HPU3NIECKOM HAarpy3Ke
VI Hers’ ®dochopunaza neueHn  [UIoraMKeMusi, HO He Takasl TsoKesast,

(Xepc) Kak npu I Tune
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Puc. 8.14. NledekTbl pepMeHTOB MeTabonnu3ma rmukoreHa, npusoaswnt
K rmukoreHo3am: ® — docdart; [ — rnokosa

HaubGonee uzyyena 6oje3np Iupke (rimkoreHo3 1 Tuma), mpu 3ToM 3aboJjieBa-
HUUW HapyIIeHO paclllerUIeHne TJMKOTeHa U3-3a OTCYTCTBUS (DepMeHTa TIII0K030-6-
docdarasbl, cTpyKTypa IIIMKOTeHa coxpaHsieTcsi HopMalibHO. CBOOOIHAS TJII0KO3a
He o0Opa3syeTcsl, a TIII0K030-6-docdaT OKUCIAeTcs 10 JakTata. [MmormmkeMus Tpu-
BOJUT K aKTUBALIMK KaTabOJM3Ma XXKUPHBIX KUCIOT 1 00pa30BaHNIO KETOHOBBIX TEJI.

TepmuH «rukoreHo3» obl1 Briepsbie npemioxkeH K. M. Kopu u I'T. Kopu, oHu ke
MPEIOXUIN CUCTEMY HyMepaluy 3TUX 0osie3Heit. OMHAKO B HACTOsIIIee BpeMs TIpe-
00J1agaeT aejieHre TIIMKOTeHO30B Ha JIBE IPYIIIIbL: MeYeHOYHbIE H MbIIICYHBIE.

ITeyenounbie hopMbl IIMKOT€HO30B BEAYT K HAPYIIEHUIO UCIIOJb30BaHUSI IJIMKO-
reHa Jij1sl ToAepXKaHUsl YPOBHSI INIFOKO3bl B KpoBU. [T03TOMY OGLIMM CUMIITOMOM J1JISI
HUX SIBJISIETCS] TUTIOTJIIOKO3eMUS B TTOCTAOCOPOTUBHBIN MEPUOI.
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Mbieynbie opMbl NIMKOreHO30B XapaKTepy3yIOTCsl HapyllieHUEeM B 3HeProcHa0KeHU
CKEJICTHBIX MBIILILL. DTU 00Je3HU MTPOSBIISIOTCS MPU (PU3NYECKUX HATPy3Kax 1 COMPOBO-
JKIAI0TCs 00JISIMU M CyIOpPOTraMU B MBIIIILIAX, CJIA0OCTBIO U OBICTPOI YTOMJIIIEMOCTBIO.

ArnuKkoreHo3sbl

ArnukoreHo3 (mmmKoreno3 0 o kiaccudukalun) — 3aboseBaHue, BOZHUKAIOLIEe
B clyyae JedeKkTa NIMKOTeHCHHTa3bl. B reyeHu v Apyrux TKaHsIX OOJbHBIX HAOJIO-
JaeTcsl OYeHb HM3KOE COAEpKaHUE TJTMKOTeHa. DTO MPOSIBISIETCS PE3KO BBIPaKeH-
HOI TUIIOTIIOKO3eMUEN B ITOCTA0OCOPOTUBHOM Ilepuoae. XapaKTepPHBIM CHUMIITOMOM
SIBJISIIOTCSI CYIOPOTH, TIPOSIBIISIIOIINECS] OCOOEHHO 1Mo yTpaMm. bose3Hb coBmecTrma ¢
JKM3HBIO, HO OOJIbHbBIE IETU HYXKAAIOTCSI B YaCTOM KOPMJICHUMU.

8.6. Kata6onu3m rnioKossl
KaTaGOJll/IBM TJIFIOKO3BI ABJIFCTCA OCHOBHBIM ITOCTABIIMKOM SHEPIUU AJId ITPOLIEC-

COB XXU3HeAeITeIbHOCTH opranu3ma. [1yTu kataboam3ma IiIoKO3bl MPeACTaBAeHbI Ha
puc. 8.15.

['moxo3a
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Puc. 8.15. NMyTtu kata6onuama rnoKo3bl:
2 — CTEXMOMETPUYECKNIN KOBIDPULIMEHT

AapobHbiii pacnan (puc. 8.16) rmoKo3sl — 3T0 npenenpHoe ee okuciaenue go CO,
n H,0. Brot npouecc, ABISIOMINANICI OCHOBHBIM ITyTeM KaTa0oJM3Ma TIIIOKO3bI y a3-
POOHBIX OPTaHU3MOB, MOXKET OBITh BBIPAXKEH CIIEAYIOIINM CYMMapHBIM YpaBHEHUEM:

CH,0; + 60, — 6CO, + 6H,0 + 2820 kJIx/Mob
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AnpoOHBbIii pacnaj [IJI0K03bl BKJIIOYAET HECKOJbKO CTalUiA:
e adpOOHBIN MIMKOIMU3 — MPOLIECC OKUCICHUS TJIIOKO3bl C 00pa3oBaHUEM JBYX
MOJIEKYJI TMPYyBaTa;
e 001U MYyTh KaTaboJM3Ma, BKJIIOYAIOIIUI NMPeBpallleHUE NTUPYBATa B all€TUII-
CoA u ero ganbHeiIIee OKMCIeHUE B IUTPATHOM LIMKJIe (CM. pa3nen 7);
e 1IeMb MepeHoca JIEKTPOHOB Ha KUCIOPO/, COMPSKeHHAasl C peaKLUusIMU JIeTH -
JNPUPOBAHUS, MPOUCXOASIIMMU B MPOLIECCe pacmaaa MIoKo3bl (M. paznen 7);
A3pOOHBIM IIMKOJM30M HA3bIBAIOT MPOLECC OKUCICHUS TJIIOKO3bI 10 MUPOBUHO-
IpagHOM KHUCIOTHI, MPOTEKAIOIINIA B IPUCYTCTBUM KUCIOPOAA. DTOT MPOLIECC COCTaB-
JIIeT CrIelMUIECKU IJTs TIII0KO3BI TTYTh KaTaboa13Ma.
Takum oGpa3om, a3podHelii pacnan rmoko3sl 10 CO, u H,O BkiouaeT peakuuu

a’po0OHOro IIMKOJIM3a U MOCeAYolee OKUCICHNE ITMpyBaTa B OOIINX MTYTSIX KaTa-
OoJsin3ma.
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Puc. 8.16. AspoOHbIii pacnapg rioKo3bi:

1-10 — peakumm a3pobHOro MMKOIN3a;

11 — YeNHOYHBI MexaHU3M TpaHCcnopTa BOAOPOAA B MUTOXOHAPUN;
@)— cTexnomeTpuHeckmin KOs ULMEHT
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AHa3pOoOHBII IIMKOJIM3 BKJIIOUAeT Te Xe peakluu crelnpuruieckKoro myTu pacra-
Jla TII0KO3bI O MUpyBaTa, HO C MOCAEAYIONIMM TIpeBpallieHeM MUpyBaTa B JaKTaT
(puc. 8.15), T.e. TEpPMHHBI «aHA3POOHBII pacHaa» H «aHA3POOHBI IINKOJIN3» COBNATAIOT.
AHa3pOOHBII INIMKOJIU3 MPOTEKaeT 03 UCIOIb30BaHMSI KUCIOPOIa, TaK KakK B OMpe-
JeJIEHHBIX CUTYalMsIX obecrieueHre KUCIOPOIOM TKaHeil MOXKET He COOTBETCTBOBATD
X ITIOTPEOHOCTSIM.

A3po6HbIN rMUKONU3

Bce depMeHTHI, KaTaTu3MpyOIIne peakilii 3TOTO TIpollecca, JIOKAIN30BaHbI B
LIUTO30J1€ KJIETKHU.

B aspo6HOM ITMKOJIM3e MOXKHO BBIICIUTh ABa 3Tamna (puc. 8.17).

A. TloaroroBuTeabHBIMA 3Tal, B XOI€ KOTOPOro INMIOKO3a (dochopuiupyercs u
pacuierisieTcs Ha ABe MoJieKyibl (pochoTpros. Dta cepust peakliuil MPOTEKAET C UC-
nojb3oBaHueM nByX Mojekynl ATP. Ha moaroroButenbHOM 3Tame MpeBpallieHUusIM
TTOIBEPTalOTCSI TEKCO3HI.

b. Dramn, comnpstkennsbiit ¢ cuHTe3oM AT®. B pesyibrate 3Toi cepyum peakiuit
(ocoTprosbl npeBpallialoTcs B MUPYBaT. DHEPrusi, BbICBOOOXAAIOIIASICSI HA 9TOM
aTane, Ucrob3yercs ajisg cuHre3a 10 moabr AT®D. Ha srane npeBpallieHUsSIM IToBep-
raloTcsi TpMO3bl, a 3aTeM KapOOHOBbIE KUCIOTHI.

XapakTepucTika a3poOHOro IIMKOJIM3A:

e OOJILIIMHCTBO peaklinii o0paTuMo, 3a UCKIoUeHueM Tpex (peakiuu 1,3,10);

e Bce MeTabOMMTHI HAXOISATCA B (DOCHOPMIMPOBAHHON (popMe;

e ucTouHUKamMu ¢dochaTHOI rpyImnbl B peakuusix pochopuiupoBaHus SIBISIIOT-
cs1 ATO® (peakunu 1 u 3) mnm Heopranudeckuii pocdat (peakuus 6);

e pereHepanust NAD* (peakuuu 6,11), sBistorasicss HEOOXOIUMBIM YCIOBUEM
MPOTEeKaHUsI IJIMKOJIN3a, TPOMCXOAUT MPU a3POOHOM TJIMKOJIN3E TTOCPEACTBOM
IbIXaTeJbHOU 1IeT. B 3TOM ciydae Bomopoa TpaHCIIOPTUPYETCS B MUTOXOH-
JIPUM C TIOMOILIbIO YEJTHOYHOTO MEeXaHU3Ma MpPU ydyacTUU NEPEHOCUUKOB. DTO
MPOMCXOAUT MOTOMY, YTO MeMOpaHa MUTOXOHAPUI HEMPOHHUIIaeMa JJisl TIpo-
TOHOB;

e oOpasoBaaue AT® TIpy MIMKOIM3e MOXKET UITH ABYMS ITYyTSMM: JINOO CyOCTpaT-
HbIM (bochopunrpoBaHueM, Koraa mjs pochopunupoBanusi AP ucnonabsy-
€TCS IHEPTUSI MAKPOIPIMUYECKOM CBsA3U cyocTpaTa (peakuuu 7,10), 11bo myrem
okucuTenbHOro (hochopmmmpoBanuss AP, conmpsKeHHOTO ¢ IBIXaTeIbHOM
Hemnblo (peakmuu 6, 11).
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Puc. 8.17. NocnepoBaTesibHOCTb peakLiunii a3po6GHOro MnUKonu3a:
A — noarotoBuTeNbHLIN 3Tan (peakumn 1-5),
B — aTtan, conpsiXeHHblin ¢ cuHTe3om AT (peakuumn 6-11)
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OkucneHue yutonnasmarmyeckoro NADH
B MUTOXOHAPUANIbHOM fbIXaTeNIbHOU Lenu.
YenHOYHbIe CUCTEMbI

NADH, oGpa3sytomuiics Ipu OKUCIECHUU TIulepaibaerua-3-gocdara B a3pod-
HOM TJIMKOJIM3€, MOABEPracTcsl OKUCICHUIO IyTeM IepeHoca aTOMOB BOIOpoJa B
MUTOXOHJPHUAIBbHYIO bIXaTeJbHYIO 1Lienb. OaHako unTo30abHbIE NADH He croco-
OcH TepemaBaTh BOIOPOI Ha IBIXaTEeJBHYIO IIeTh, IIOTOMY YTO MUTOXOHIpHATbHAsI
MeMOpaHa Uil Hero HempoHulaema. [lepeHoc Bogopona MpOMCXOAUT C MOMOIIbIO
CrelalIbHbIX CUCTEM, Ha3bIlBa€MbIX YeJIHOYHbIMH. B 3THX crucTemMax BOgOpo TpaHC-
MOPTUPYETCS Yepe3 MeMOpaHy IPU YIacTHH Tap CyOCTpaTOB, CBSI3aHHBIX COOTBET-
CTBYIOIIMMU AETUAPOreHa3aMH, T.e. ¢ 00eUX CTOPOH MUTOXOHIPUATLHONH MEMOpPaHbI
HaxonMTcsl cnieurduyeckas neruaporeHasza. M3BeCTHBI JBe YEJTHOUYHbBIE CUCTEMBI:
rmuepodocdaTHas (puc. 8.18) u manaT-acnapratHas (puc. 8.19).

ImunepondocdarHas yenHoyHasl cucTeMa paboTaeT B KJIETKaX OeJIbIX MBIIIII,
rneyeHu. OpHAKO B KJIETKAX CEPAEYHBIX MbIIIL MUTOXOHIpUAIbHas TIULIEepos-3-
docdatnernaporeHaza oTcyrcTByeT. Bropast yueHoUHas1 cucTeMa SIBIsieTcs 0ojiee yHU-
BEPCAJIbHOM.

O06e YyeJIHOYHbIE CUCTEMBI CYIIECTBEHHO OTJMYAIOTCS 1O KOJIUYECTBY CUHTE3U -
poBanHoro AT®. B nepBoii cucreme P/0 paBHO 2, Tak Kak BOAOPOJ BBOIUTCS B
LITTD na ypoBHe KoQ. Bropast cucrema Oosice sHepreTndyecku 3ppeKTUBHA, TaK
Kak nepenaet Bomopoa B LIITD yepe3 mutoxoHapuaibHblii NAD' 1 oTHolleHUE
P/O 6au3sko x 3.

BayTpenuss memOpana

Hurozonb N
MHUTOXOHAPHUH
I'munepansaeru- " I'munepoa-
3-pocdar -3-pocdar "\ / w
1 2 3 —>2 ATO
1,3-Bucdocdo- 5 /\ )
NADH + H* Juruapokcu
rmuepar areToHdocoar FADH,

Puc. 8.18. MuuepodochartHasa 4yenHoyHas cucTrema:

1 — rmuuepanbaerna-3-docdatoernaporeHasa;

2 — peaykTasda gurmgpokcmaueToHdocdaTa (LMTO30bHbIN DEPMEHT);

3 — muuepon-3-pocdataernaporeHasa (MUTOXOHAPUANbHbIA PEPMEHT)
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Inuuepansaern-
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MHUTOXOHJIPHIT

Puc. 8.19. Manar-acnaprarHaq 4e/JlHO4YHas cucTema:

1 — muuepanbaerna-3-pocdataernoporeHasa;

2, 3 — OKMCNNUTENIbHO-BOCCTAHOBUTEIbHASA peakuusd, npoTekarlLlas B LUTO30J1€E;

1 B MUTOXOHOPUAX B MPOTUBOMOJIOXHbLIX HAMPaBJIEHNAX;

4, 5 — peakumsa TpaHCaMMHUPOBaHUS, MPOTEKAIOLLAA B LUTO301€; U B MUTOXOHAPUSAX
B MPOTUBOMNOJIOXHbIX HArpaBJ1EHUSAX;

6, 7 — TPaHCJ10Ka3Hhbl, 06€CI'IeHVIBaIOLLI,VIe TPaAHCMOPT acnapTaTa, myrtamMarta,

1 a-KeTornytaparta 4epe3 MemobpaHy MUTOXOHAPUIA

Bananc AT® npu aapo6bHoM rnukonuse

Ha o6pa3zoBanue ¢pykro30-1,6-6uchocdara n3 0qHON MOJIEKYIIBI TITIOKO3bI TPEOY-
etcst 2 mosekynbl AT® (peakuwmst 1 u 3 Ha puc. 8.17). Peakuiuu, cBsI3aHHBIE C CHHTE30M
AT®, mponcxXodsT IoCIIe paciiafa MII0Ko3bl Ha 1Be (ochOTPUO3bI, TO €CTh Ha BTOPOM
ararie rkonnsa. Ha aTom atane npoucxosit ABe peakinu cyoctpaTHoro dhochopuim-
poBaHus U cuHTe3upyeTcs 2 MoeKyabl AT® (peakunu 7 u 10). Kpome Toro, 1 Mojiekya
[IMLEepanbaerua-3-pocdara geruapupyercsa (peakuusa 6), a NADH mnepenaer Bomo-
pon B MutoxoHapuanbHyto LIT1D, rae cuntesupyercs 3 moaekyabl AT® myreM oKUCIH-
TespHOro pocopunrposanus. B nanHom ciaydae konudectBo ATP (3 wiu 2) 3aBucut
OT TUIIA YEJTHOUYHOI crcTeMbl. CliemoBaTeIbHO, OKUCIIEHUE 10 TTUpyBaTa 1 MOJIEKYJIbI
TTIUTIepaTbaeTuI-3-pocdara conpskeHo ¢ cmHTe30M 5 Mostekya AT®. YauteiBasi, 9To
U3 IIIIOKO3bI 00pazyeTcst ABe (hoc(oTpro3bl, MOJYYSHHYIO BETUUMHY HY>KHO YMHOXKUTD
Ha 2 U 3aTeM BbluecTh 2 MoJieKynbl ATP, 3aTpaueHHbIe Ha IepBoM 3Tarie. TakuMm oopa-
30M, CyMMapHbIii 3(peKT a3poOHOro TMKoM3a cocTapiser (5x2)—2=8 AT®.

Bbixop ATP npu aapo6HoM pacnage ritoKo3bl 0 KOHEUYHbIX NPOAYKTOB

B pesynbraTe rimkonn3sa oopasyercs MUpyBart, KOTOPbIi faiee okucisercs no CO,
n H,O B obuieM nytu kataboausma. Ternepb MOXHO OLIEHUTb SHEPTETUYECKYIO d(P-
¢extuBHOCTh TuKoau3a 1 OIIK, KkoTopblie BMECTe COCTaBIISIIOT IIPOLIECC a3POOHOTO
pacnaja IJIil0KO3bl 10 KOHEYHbIX TPOAYKTOB (Tad1. 8.2).
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Tabauya 8.2
T e O T A KosauuecTBo Moib KosnmuecTBo Moib
P p HCNO0Jb30BaHHOrO ATP cuHTe3upoBaHHoro ATP

I. A5poOHBIIi TUKOIN3

[moko3a —2 IMupysar -2 +10
I1. OkucnurensHOE
JIeKapOOKCWIMPOBaHUE MUpPyBaTa
2 (Iupysar—Auerui-KoA) +6
II1. LuTpaTHBINA LUK
2 (Auetni-KoA—CO,+H,0) +24
Cymmaphbiii Beixon ATP nipu +38

OKHUCJIEHUHU 1 MOJIb INTIOKO3bI

Urak, Boixon AT® npu okucaennu 1 moab rmoko3st 10 CO, u H,0 cocrasaser 38
MoJb ATD.

B nporecce aapo6GHOro pacriaga IJIIOKO3bl MPOUCXOAUT 6 peaKLMil JeTUIPUPO-
BaHUs. OHA U3 HUX MPOTEKAET B INIMKOJIM3E U 5 B 001leM NMyTU Kataboau3ma (cMm.
paszen 6). Cyberpatamu quist cienuudeckux NAD-3aBUCHMBIX JETHIPOTreHas3 sB-
JISI0TCS ruuepanpaerun-3-gocdat, nupysaT, U30LUTPAT, 0.-KETOIJIyTapat, MaJar.
Kpome Toro, B a3po6GHOM pacranie TIIOKO3bI IPOTEKAeT TPU PeaKIIMH, COTPSIKEH-
HBbIe ¢ cyocTpaTHBIM hochopunrpoBanuem AJID (1Be peakKLIMU B TIIUKOJM3€E U OITHA
B LIMTPATHOM LIMKJIE).

AHa3poG6HbIi pacnap rnoKo3bl (aHa3poGHbLIA rMUKOAU3)

AHA3pOOHBIM IIMKOJM30M HA3bIBAIOT TMPOLIECC paCIIETJICHUS TJIOKO3bl ¢ 00pa-
30BaHMEM B KayecTBE KOHEYHOIO IMPOMAYKTa JIakTaTa. DTOT MpoLEecc MpoTekaeT 6e3
HCTIOJIb30BaHUSI KUCJIOPO/ia U MO3TOMY He 3aBUCUT OT pabOThl MUTOXOHAPUATBLHOMN
JapixareabHoil Heru. AT® o6pa3yeTcs 3a cueT peakuuii cyocTpaTtHOro ochopuiin-
poBaHusi. CyMMapHOe ypaBHEHME Mpoliecca:

C(H,,0, + 2H,PO, + 2ADP = 2C,H,0; + 2AT® + 2H,0.

XapakTepucTuKa peakumu aH33p06HOI'0 rMMUWKoJiIn3a

ITpy aHaPpoOHOM TIMKOJM3E B LIMTO30JIe MpoTeKaroT Bce 10 peakuuit, uueH-
TUYHBIX a3poOHOMY miukoau3y (puc.8.20). Jlump 11 peakuus, rae MpOUCXOAUT
BOCCTaHOBJICHME MUpyBaTa LHUTO30JbHbIM NADH, sBiasercsa crneuuduueckoit s
aHa’poOHoro rimukoaun3a (puc. 8.21). BoccraHoBlieHre mupyBaTa B JJaKTaT KaTaan-
3UpyeT JaKTaTaernaporeHasa (peakiiusi oopatumasi U1 (pepMeHT Ha3BaH 1o oOpart-
Holi peakuuu). C MOMOIIbIO 3TOM peakluu odecrieunBaeTcs pereHepaius NADY u3
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Puc. 8.20. AHa3pOOGHbI MUKONU3

NADH 6e3 yyacTust MUTOXOHAPUATbHOM IbIXaTEJIbHOM LIENTU B CUTYyaLlMsIX, CBSI3aH-
HBIX C HEJOCTATOYHBIM CHAOXEHMEM KJIETOK KUCI0poaoM. Poiib akiientopa Bogo-
poaa or NADH (rmompo6HoO KHUCI0pOoay B AbIXaTeJIbHON 1IETM1) BHITTOJHSET MUPYBaT.
Takum 06pa3oM, 3HaUeHHE peaKIlIMd BOCCTAaHOBJIECHUS NMUPyBaTa 3aKJI04aeTcs He B
00pa3oBaHUM JIaKTaTa, a B TOM, YTO JaHHAs IIUTO30JIbHAsI PeaKiusl 0OecreynBaeT
perenepamuio NADT. K ToMy e JlakTaT He SIBJISIETCS] KOHEYHBIM TTPOIYKTOM Me-
TaboaM3Ma, yIajasieMbIM U3 OpraHu3Ma. DTO BEIIeCTBO BHIBOIUTCS B KPOBb M YTH-
JIN3UPYETCsl, IIPeBpallasiCh B IEYCHU B [JIIOKO3Y, MU IIPU AOCTYIIHOCTH KUCJIOPOaa
TIpeBpaliaeTcs B MUPYBaT, KOTOPHIN BCTYMAeT B OOIIMI MMyTh KaTabOoIM3Ma, OKHMCIIS -

scb 10 CO, u H,0.
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i NADH + H* NAD* i
C—0O \ /4 C—0O

F= e et

N EZ O) = l\H-?-OH/‘
CH, JlakTaTaeruaporeHasa CH,

[TupyBat JlakTat

Puc. 8.21. BoccTaHoBneHMe nupyBaTa B JlaKkTaTt

Bananc AT® npu aHaspo6HOM rnuKoause

AHa3pOOHBIN TJIMKOJIM3 IO CPaBHEHUIO C a9POOHBIM MeHee a(pdekTuBeH. B aToM
npoluecce KataboausM |1 MOJb TJIOKO3bl 03 yJyacTusi MUTOXOHAPUAJIbHON AbIXa-
TEJIbHOU 1LIeNU COIPOBOXIAaeTCss CUHTE30M 2 Moib AT® u 2 monb nakrata. ATD
o0pasyeTcs 3a cueT IBYX peakliuii cyocTpaTHoro pochopuianpoBaHus (peakiiuu 7 u
10 Ha puc. 8.20). ITockoabKy riaoKo3a pacnagaeTcs Ha e (pocdOoTpHUO3bI, TO C yue-
TOM CTEXHOMETPUUECKOTO KO3 (hULIMEHTa, paBHOTO 2, KOJIMYECTBO MOJIb CUHTE3U -
poBaHHoro ATP paBHO 4. YunutbiBas 2 monb AT®, Mcnoab30BaHHBIE HA TIEPBOM
aTamne IJIMKOJU3a, MOoJydyaeM KOHEUHbI aHepreTudeckuit apdexr npotecca, pas-
HbIl 2 Moib AT®. Utak, 10 HUTO30bHBIX (PePMEHTOB, KaTAIM3UPYIOLIMX ITpeBpa-
LIEHWE IJTI0KO3bI B TUPYBAT BMECTE C JIaKTaTAeTUIpOreHa3ol odecreymBaloT B aHa-
B5pOOHOM TJIMKOoIU3e cuHTE3 2 MoJib AT® (Ha 1 MOJIb INIIOKO3bI) 6€3 y4acThst KUCJIo-
pona.

3HaueHune KaTtabonn3ma rnoKosbl

OcHoOBHOE (hU3MOJOTMYECKOe Ha3HaUeHUe KaTaboJr3Ma IJIFOKO3bl 3aKJIH0YaeT-
¢S B MCITOJIb30BAHUM HEPTUM, OCBOOOXIAMOLIEICS B 3TOM Tpoliecce IJisl CUHTe3a
ATO.

DHeprus, BbIIENSIONIAsICS B IPOLiecce MOTHOTO pacnana rmokossl 1o CO, n H,0O
cocrabisieT 2880 kJIx/Mounb. Ecin 3Ty BeIMYMHY CpaBHUTH ¢ BHEPTUEH THApOIM3a
BBICOKO3HepreTrudeckux cpsaseit 38 monb ATD (50 x/Ixx Ha Monb AT®D), To mosryunm:
50x38=1990 xI:x, uTo cocTaBisieT 65% OT Bcell SHEPTUU, BLIICSIONICICS IPH TTOJI-
HOM pacIajie III0KO3bl. ASpOOHBIA pacaj INII0KO3bl IPOUCXOAUT BO MHOTMX OpraHax
U TKAHSX U CIYXKUT OCHOBHBIM, XOTSI U HE €IMHCTBEHHBIM, UICTOYHUKOM SHEPTUU JJIst
KU3HEIEATeTbHOCT. HeKoTophle TKaHW HAaxXomATCs B HaMOOJBIIEH 3aBUCIMOCTH OT
KaTaboJ11M3Ma TJII0KO3bl KaK MCTOUYHUKA 3Hepruu. Hampumep, KJI€TKM MO3ra pacXoaytoT
10 100 r mIoKO3bl B CYTKM, OKHUCTISISI €e adpOoOHBIM IyTeM. I1oaToMy HeaocTaTouHOe
CHaOXeHMe MO3Ta TTIOKO301 MJIN TUIIOKCHSI TIPOSIBIISIIOTCST CUMIITOMaMU, CBUIETEITb-
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CTBYIOIIIMMU O HapylleHUU (hyHKIIMI Mo3Tra (TOJIOBOKPYKEHUsI, CyIOPOTH, TTOTepsl CO-
3HAHUS).

AHa’pOOHBIN pacnaj TJAKO3bl TPOUCXOAUT B MBIIILAX B MEePBble MUHYTHI Mbl-
ILIEYHOU pabOThl, B IPUTPOLIUTAX (HET MUTOXOHIPUI1), a TAaKXKe B pa3HbIX OpraHax B
YCJIOBUSIX OTPAHUYEHHOTO CHA0XKEHUHU UX KUCIOPOJOM, B TOM YHCJIE B KJIETKAX OIy-
xoJieit. s meTaborM3Ma KJIETOK OIMyXoJiell XapaKTepHO YCKOpeHue Kak aapoOHOro,
TaK M aHadpoOHOro rnkKoausa. Ho mpermyliecTBeHHbI aHa9pOOHBIN TJIUKOINU3 U
YBEJIMYEHUE CUHTE3A JIAKTaTa SIBJISIETCS MTOKA3aTeJIeM TMOBBILIEHHOW CKOPOCTH AeJie-
HUS KJIETOK TPU HEAOCTAaTOYHOU O0ECeYeHHOCTH UX CUCTEMOI KPOBEHOCHBIX CO-
CYyZOB.

Kpome sHepretnueckoil (pyHKLIMM MpoLece KaTtaboau3ma [JIIOKO3bl MOXET Bbl-
TIOJTHATh U aHaboamyecKue (yHKIuH. MeTaOOoIUTHl TIMKOJIW3a MCIOJb3YIOTCS IS
CHHTEe3a HOBBIX coemHeHN . Tak, ppyKT0o30-6-dochaT n riurepanbaerua-3-docdar
Y4acTBYIOT B 00pa3oBaHUM pr0030-5-ocdaTa — CTPYKTYPHOIO KOMIIOHEHTA HYKJIe-
oTua0B; 3-ocdorauiiepar MOXET BKJIIOUYAThCS B CUHTE3 aMUHOKHUCIIOT, TAKUX, KaK
CepUH, NIMLMH, TUCTeuH (cM. pasaen 9). B neyeHu u xxupoBoit TkaHU aueTuii- KoA,
o0pa3ylolmiics U3 NUupyBaTa, UCMOJAb3yeTCsI KaK CyocTpaT Mpy OMOCHUHTE3€e XXUPHBIX
KHCJIOT, XOJeCTepMHa, a IUIuapoKcualeToHgochaT Kak cyocTpaT M CHUHTe3a
mnueposi-3-docdara (cM. pasaen 9).

Perynauusa kata6onusma rnioKosbl

[TockoIBKY OCHOBHOE 3HaYeHUWE TJIMKOJIM3a COCTOMT B cuHTe3e ATD, ero cko-
POCTB IOJIXKHA KOPPEIMPOBATHCS C 3aTpaTaMU SHEPTUU B OpraHU3ME.

BonbMHCTBO peakinii IUKoaU3a 00paTUMBbl, 32 UCKJIIOUEHUEM TPeX, KaTaau3u-
DPYEMBbIX TeKCOKUHA30i (1M TIIOKOKMHA30#), GocdodpyKTOKMHA30# 1 MUPYBATKMHA-
30ii. PerynsitopHbie pakTopbl, U3MEHSIOIINE CKOPOCTD [NIMKOJIU3Aa, a 3HAYUT, U 00pa-
3oBaHue AT®, HallpaB/ieHbl Ha HeoOpaTUMbIe peakiuu. [TokazaTenem moTpedeHust
AT gensierca HakorieHrue AJI® u AM®. [Mocnenuuii obpasyeTcst B peaKLMu, KaTa-
JIM3UPYEMOW aICHUJIATKUHA30M:

QANID <> AM® + ATO.

Haxe HebombImoit pacxon AT® BeneT K 3aMeTHOMY yBeandeH0o AM®. OtHorre-
Hue ypoBHSI AT® k AII® u AM® xapakTepusyeT SHepreTUYeCKUii CTaTyC KJIETKHU, a
€T0 COCTABJISIONINE CITyKaT AJJTIOCTEPUUECKUMHM PETYISITOpAMU CKOPOCTH KaK OOIIIETO
MyTH KaTaboam3Ma, Tak 1 rMkosau3a. Ha puc. 8.22 mokaszaHa ajioctepuueckas pery-
JISIIMSI CKOPOCTH KaTaboJIM3Ma II0KO3bl B CKEJETHBIX MBIIIIIAX.

Cy1iecTBeHHOE 3HAYCHUE U PETYJISIIMHU TJIUKOJIN3a UMeeT M3MEeHEHNe aKTHB-
HocTH (hocodPYKTOKMHASEI, TOTOMY YTO 3TOT (PepMEHT, KaK YITOMUHAJIOCh paHee,
KaTaJIM3UpyeT Haubosiee MeIIEHHYIO peakiluIo Ipoiiecca.
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Puc. 8.22. Perynsauusa kata6osn3ma rnoKo3bl B CKeJIeTHbIX MbILLLLAX
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dochodpykroknHaza aktusupyercss AM®D, Ho unrnoupyercs ATO. AM®D, cBs-
3BIBAsICh C AJIJIOCTEPUUYECKUM LIEHTPOM (DOCchHOGPYKTOKMHAZHI, YBETUNINBACT CPOACTBO
depMeHTa K DPpYyKTO30-6-hocdary U MOBBIIIAET CKOPOCTh €ro ¢GochOopUIMpOBaHUSL.
Doddekt AT® Ha 3TOT PePMEHT — ITPUMEP TOMOTPOITHOTO AJIIIOCTEPU3MA, TTOCKOJIb-
Ky AT® MOKeT B3aUMOIeICTBOBATh KaK C aJUIOCTEPUUECKUM, TaK U C aKTUBHBIM LIEH-
TPOM, B ITOCJIEHEM cJlydae KakK cyOcTpar.

[Mpu ¢pusnonorndeckux 3HadeHUSAX AT® akTUBHBIN HeHTP GochHoPpPyKTOKM-
Ha3bl BceTJa HachbllleH cyoctpatamu (B ToM uuciie AT®). I[ToBbllieHHEe YpOBHS
AT® orHocutenbHo AI® cHUXaeT CKOPOCTh peakUuu, MOcKoJbKy AT® B aTux
YCJIOBUSIX IEMCTBYET KaK MHTMOUTOP: CBSI3BIBAETCS C aJUIOCTEPUUYECKUM LIEHTPOM
depMeHTa, BBI3BIBACT KOH(POPMALIMOHHBIE U3MEHEHUS U YMEHBIIIAET CPOJACTBO K
ero cyocrpartam.

M3MeHeHue akTUBHOCTU (HochoPpyKTOKMHA3bl CHOCOOCTBYET peTyJsiILiuU
ckopocTtu (ochopuIMpoBaHUs TIIOKO3bl IeKCOoKnMHa3oi. CHUXEHUE aKTUBHO-
¢t pochoPpyKTOKMHA3HI TIpU BEICOKOM ypoBHe AT® BeaeT K HAKOTMJICHUIO KakK
dpykT030-6-hocdara, Tak U TIIIOKO30-6-pocdaTa, a MOCACAHUN THTUOUPYET reK-
COKMHa3y. [eKCoOKMHa3a BO MHOTUX TKaHSX (32 UCKJTIOUEHUEM TT€UEHU U B-KIETOK
MOJIKEJTYIOYHOM KeJIe3bl) UHTMOMPYETCS TII0K030-6-hocdaTom.

IIpu BeIcOKOM ypoBHEe AT® cHUXKaeTcsl CKOPOCTh IIUKJIa TUMOHHON KHMCIIOTBI 1
JIBIXaTeJIbHOM 1enu. B 3THX yCI0BUSIX TIpoliece IIMKOIN3a Takxke 3amemsercs. Cie-
JIlyeT HAalTOMHUTbD, UTO ajijiocTepudeckast peryisiius pepmeHToB OITK u gpixaTeabHOM
LIEMU TaKXe CBI3aHa C U3MEHEHUEM KOHLIEHTPALMU TaKUX KJIIOYEBBIX MPOAYKTOB,
kak NADH, AT® u Hekoropbix MetabonmuToB. Tak, NADH, HakarumBasch B TOM
cllyJae, eCJIM He YCIIeBaeT OKMCIUTBCS B IbIXaTeJIbHOM LMK, MHTMOUPYET HEKOTOPhIE
ajuioctepuyeckue epMeHTbl IUTPATHOTO LUKJIa (CM. pa3aesn 7).

®dusnojornyeckasi pojib TJIMKOJIM3a B MEYESHU U XUPOBOW TKAHU HECKOJIBKO
WHasl, YeM B IPYryX TKaHsX. B redyeHu U XUpoBO# TKaHU INIMKOJIU3 B MEPUOJ MU-
eBapeHUsT GYHKIMOHUPYET B OCHOBHOM KaK MCTOYHUK CyOCTpaTOB IIJisl CUHTE3a
XKupoB. Perynsuus riMkoausa B IeYeHU MMEET CBOM OCOOEHHOCTU U OyaeT pac-
CMOTpEHa Mo3XKe.

2,3-6uccocornuuepatHblit LKA

B mIMKOIMTHYECKOM TTYTH MOXKET IMPOTeKaTh MOIMOJHUTEIbHAS PeaKIIns, KaTa-
nmsupyemas oucdocdorauiepaTrMyTa3oit, mpeBpamawiieii 1,3-ouchocdornuepar
B 2,3-0ouchochormuepar (2,3-BPI'), KoTopblii MoOXeT TIpM ydactum 2,3-
ouchochornuuepardocdarasbl npeBpaiarhcs B 3-dochorauuepar — MeTadoauT
rkonau3a (puc. 8.23).

B 6onpmmmHceTBe TKaHeH 2,3-BPI o6pasyeTcst B HeOOMBITNX KOTWYecTBaxX. B apn-
TPOIIMTAX 3TOT METAOOJIUT 00pa3yeTcss B 3HAYUTEIBHBIX KOJMYECTBAX U BBHITIOJHSIET
POJIb AJIOCTEPUYECKOTO peryisiTopa GyHKIMU reMorioouHa. 2,3-b®I; cBsa3bIBasch
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Puc. 8.23. O6pasoBaHue u npeBpaiieHme 2,3 oucpocdo-
rmuuepara

C TEeMOTJIOOMHOM, TIOHMKAET €T0 CPOACTBO K KUCIOPOY, CIIOCOOCTBYET TUCCOLIMALIMH
KUCJIOpOo/ia U MEePEexXo/y ero B TKaHu (cM. pazaen 1).

8.7. CuHTe3 rnioKo3bl (rNI0KOHeoreHes)

HexoTtoprble TKaHM, HaIpUMeEp MO3T, HY>KIAIOTCST B TIOCTOSTHHOM TTOCTYTIICHUH TITIO-
Ko3bl. Korma rmocTyrmieHre yriaeBoAOB B COCTaBe MUIIM HEZOCTATOYHO, COmepsKaHUe
IJIIOKO3bl B KPOBU HEKOTOPOE BpeMsI MOAAEPKUBAETCS B TIpeiesiax HOPMbI 3a CUeT pac-
LIETJIeHUs] INIMKOTreHa B rneyeHu. OHaKo 3amachl IJIMKOIreHa B IeYeHr HeBeJuKu. OH1
3HAYMTEJILHO YMEHbBINIAIOTCS K 6—10 9acaM rojomaHust U MpakTUUECKU TIOJTHOCTBIO MC-
YepIbIBAIOTCS TIOCTIe CYTOUHOTO rojionanus. B aToM cityyae B me4yeHu HaYMHAEeTCsT CUH-
TE3 TIIIOKO3bI de Novo — TTIOKOHeoreHe3. [iIioKoneorene3 — 310 Mponece CHATE3a NIIOKO3bI
M3 BellecTB HeYIIeBOaHO# npuponasl. Ero ocHOBHOM (GYHKITMEH SIBISIETCS TTOMIepsKaHe
YPOBHSI IJIIOKO3bI B KPOBY B MEPUOJ JUTUTEIBHOTO TOJI0AaHUsI U MHTEHCUBHBIX (hU3nve-
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cKuX Harpy3ok. [Iporuecc npoTrekaeT B OCHOBHOM B [T€YeHU U MEHEE MHTEHCHUBHO B KOP-
KOBOM BEILIECTBE MOYEK, a TAKXKE B CIM3UCTOIN 000I0YKE KUIIIEUHUKA. DTU TKAHU MOTYT
obecnieynBaTh cuHTE3 80— 100 I I1I0K03BI B cyTKU. Ha g0110 Mo3ra nmpu rojiogaHuu mpm-
XOIUTCsI OOJIbIIAsT YaCcTh ITOTPEOHOCTH OpraHM3Ma B IJIIOK03€. DTO OOBSICHSIETCS TEM,
YTO KJIETKM MO3Ta He CITOCOOHBI B OTIMUKE OT IPYTUX TKaHeil obecrieunBarh MOTpeod-
HOCTH B BHEPTUHM 3a CYET OKUCIICHUS KUPHBIX KUCJIOT (CM. pa3zneir 9).

Kpome Mo3ra B r1ok03e HyKIaioTcsl TKAHU M KJIETKU, B KOTOPBIX a9POOHBIN MYTh
pacnajga HeBO3MOXEH WM OTpaHWYEeH, HAIIpUMEDP SPUTPOLIUTHI (OHU JIUILIEHBI MUTO-
XOHJIpUIA), KJIETKU CETYATKU, MO3TOBOIO CJI0SI HAAIIOYEYHUKOB U [IP.

INepBUUHBIMU CyOCTpaTAMH ITIOKOHEOTEHE3a SIBIISIIOTCS JIAKTAT, AMUHOKUCIIOTHI 1
InLepost. BKimoueHne 3TUX cyoCTPaToOB B INIIOKOHEOTeHE3 3aBUCUT OT (DU3UOJIOTHYE-
CKOTO COCTOSTHMSI OpraHmu3Ma.

o Jlakrat siBAsieTCsl MPOAYKTOM aHa3poOHOro riaukoausa. OH obpasyeTcsl nMpu
JIFOOBIX COCTOSIHUSIX OpraHu3Ma (3pUTPOLIUTHI, pa0OTAIOIIME MBIIIIbI). TaKUM
00pa3oM, JJaKTaT UCIIOJb3YeTCsI B TJIIOKOHEOTeHE3€e TTOCTOSIHHO.

e [Imuepos BEICBOOOXIAETCS TIPU TUAPOJIN3E XKUPOB B KMPOBOI TKAHU B TIEPU-
OJ1 TOJIOJAHUSI WU NP JUTUTEIbHOM (DPU3NYECKON Harpy3Ke.

e AMMHOKUCIOTBE 00pa3yloTcsl B pe3yJbraTe pacliaga MBILIEYHBIX OEJIKOB U
BKJIIOUAIOTCSI B INIFOKOHEOTeHe3 MPU JUIMTEIbHOM TOJIOJaHUN WU MPOIOIKU-
TeJbHOU MBILLIEUHOH padoTe.

Ha puc. 8.24 moka3aHbl NyHKTbI BKJIIOYEHWS IIEPBUYHBIX CyOCTPATOB B INIIOKOHEO-

reHes.

Peakuun rimoxoHeorene3a. boJbIIMHCTBO peakiinii TJIIOKOHEOTeHe3a IPOTEKAI0T
3a cYeT OOpaTUMBIX peakluii TuKoiau3a (puc. 8.25, peakumu 9, 8, 7, 6, 5, 4, 2) u
KaTajJu3upyloTcsl TeMu ke ¢epMeHTaMu. OJHaKO TpU peaklMM TJIUKOJIM3a TepMO-
JUHaMUYeCKU HeoOpaTuMbl. Ha 3TuX cTanusix peakliMuy TJIOKOHEOTeHe3a MPOoTeKaloT
JPYTUMU MYTSIMU.

Tak, obpazoBaHue dochoeHonnMpyBaTa U3 MUpyBaTa MPOUCXOAUT B XOAE JABYX
peakumii (puc. 8.25, peakuuu 11, 12), nepBast U3 KOTOPBHIX IPOTEKAET B MUTOXOHIPH -
ax. [upysat, oGpasyroluiicss 13 JIakrata WId U3 HEKOTOPBIX aMUHOKHKCIIOT, TPaHC-
MOPTUPYETCSI B MATPUKC MUTOXOHAPUIA M TaM KapOOKCUJIUPYETCs ¢ 00pa3oBaHUEM

['roko3a
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Puc. 8.24. BknioyeHne cyoCcTpaToB B MIOKOHEOreHes
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Puc. 8.25. Munkonuns v rmiokKoHeoreHes.

DdepmeHTbl 06paTUMbIX peakLnii MNKONn3a 1 riokoHeoreHesa: 2 — GocdorniokoM3omMmepasa;
4 — anbponasa; 5 — TpuosodochaTnaomMmepasa, 6 — muuepansaervadocdaraermaporeHa-
3a; 7 — pocdornmuepaTtkmHasa; 8 — pocdornmueparmyTasa; 9 — eHonasa.

depmMeHTbl HEOOPaTUMbIX peakLuunii riokoHeoreHesa: 11 — nupyeatkapbokcunasa; 12 — doc-
doeHonnmpysaTkapbokcukmHasa; 13 — bpykTo3o-1,6-6uchocdarasa; 14 — rmoko30-6-
docodarasza. |-Ill — cybecTpaTHbIe LUK
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okcasoatietata. IupyBaTkapookcuiasa, KaTaTu3upylomas JaHHYIO peakKIuio, — M-
TOXOHAPHANIBHBIN (epMeHT, KOPEePMEHTOM KOTOPOro sBisieTcsl OMOTUH. Peakiius
TpoTeKaeT ¢ ucroiab3oBanueM AT®. OkcaoalieTaT TPaHCITIOPTUPYETCS B IIUTO30JIb
BKJIIOUAETCS B IJIIOKOHEOTeHE3, MpeBpallasch B hochoeHONNMUpyBaT B X0/ peakiuH,
Katajau3upyeMoii ocdoenoa-nupyBarkapookcukunazoi — ['Td-3apucumbiM dep-
MmeHToM. HazBaHue hepMeHTa 1aHO IO OOPAaTHOM peaKiIuu.

[TpeBpaiieHue nupyBaTa B (ocOEHOINUPYBAT MIPOUCXOIUT C UCIIOIb30BaHUEM
JIBYX MOJIEKYJI ¢ Makpoapruueckumu csizamu (AT® u I'TD). B nepecuere Ha CUHTE3
OITHOM MOJIEKYJIBI TJIIOKO3BI M3 IBYX MOJEKYJ IUPyBaTa pacxol COCTABISICT 2 MOJb
ATP u 2 Monb I'TO nnu 4 mosrs AT® (utst yro6cTBa pacCyKIeHU I peaiaraeTcs CIm-
TaTh, 4TO dHepro3arpaThl Ha cuHTe3 AT® u I'TD paBHbI).

Ortuierutenue ¢ocdarHoil rpyrmsl U3 GpykTo30-1,6-0ucdocdara M TIIOKO30-
6-(pocdaTta KaTaIM3UPYIOT (PepMeHThI PPYyKTO30-1,6-0Mchocdarasa U MIIOKO30-6-
docdarasa. [Tocie yero cBoOOAHAS INIFOKO3a BEIXOJUT U3 KJIETKU B KPOBb.

HTak, B reyeHM CyIIecTByeT YeThipe hepMeHTa, KOTOpbIe MMPUHUMAIOT yJacTue
TOJIBKO B TJTIOKOHEOTeHEe3¢ 1 KaTaTu3UPYIOT 00OXOMHBIE peaKIIMi HeOOPaTUMBIX CTa-
IUi TIMKOJIM3a. DTO NUpyBaTKapOokcuaasa, GocdoeHoMMpyBaTKapOOKCHKUHA3A,
tpykro3o-1,6-ouchocdarasa u rmoko3o-6-docharasa.

DHepreTHYecKuii 0ajaHC TIIOKOHEOreHe3a W3 mupyBaTa. B xome 3Toro mpoiiec-
ca pacxonyeTcst 6 moinb AT® Ha cuHTe3 | MOJb TJTIOKO3BI U3 2 MOJIb TTMpYyBaTa.
4 AT® pacxoayercsi Ha cTaauy cuHTe3a (ocdoeHONNUpyBaTa U3 OKcajoale-
tata u eme 2 Moiab AT® Ha cragusgx obpasoBanms 1,3-6mcdochormmiepara U3
3-ocdoriuinepara.

CyMMapHBIli pe3ybTaT TII0KOHeOoTeHe3a U3 MUpyBaTa BbIpaXKaeTcs CASAYIOIIUM
YpaBHEHHEM:

2 [Mupysat + 4ATO + 2I'TO + 2(NADH+H+) + 4H,0 — Imioko3a + 4A1D +

2D + 6H,PO,+2NAD+.

CuHTE3 rnoKo3bl U3 NaKTaTa

JlakTar, 06pa3oBaBUIMiiCS B MHTEHCUBHO pabOTAIOIIMX MbILIAX WX B KJIETKaX
¢ npeoObJaiaoluM aHa3pOOHBIM CMOCOOOM KaTa®ojvM3Ma [IHOKO3bl, TTOCTYIAeT B
KpOBb, a 3aTeM B MneuyeHb. B nmeueHu orHomenue NADH/NAD+ HuxXe, ueM B cOKpa-
LIAoLIECs MBIIILIE, TTORTOMY JaKTaTIeruaporeHa3Hasl peakiius mporekaer B oopar-
HOM HaIpaBJ/ieHUH, T.€. B CTOPOHY oOpa3oBaHusl MUpyBaTa u3 jakrtata. Jlanee nupysat
BKJIIOYAETCS B [NIIOKOHEOTEeHE3, a 00pa30BaBIlIasics III0K03a IMOCTYNAaeT B KPOBb U TO-
[JIOLIAETCS CKEeJIETHBIMU MbILILAMU. DTa MOCIEN0BATEIbHOCTb COOBITUI HAa3bIBAETCS
III0K030-AKTATHBIM HUKJIOM, 1u LIuKioMm Kopu (puc. 8.26).

[Hukn Kopu BbIMTOJHSIET IBe BaxkHelinue GyHKUIMU: 1 — obecneynBaeT yTUIN-
3alMI0 JlaKTaTa, YacThb JaKTaTa UCHOJIb3yeTCs Il CUHTe3a [JIIOKO3bl; 2 — TPeNoT-
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Puc. 8.26. Lukn Kopu (rnioKko30-nakTaTHbINA LAKIT):

1 — nocTynneHve nakrarta u3 CokpaLLaioLLEeNCst MbiLLLbI C TOKOM KPOBY B MEYEHb;

2 — CVHTES3 MI0KO3bI 13 N1akTaTa B NeYeHu;

3 — NOCTYMNJIEHME MOKO3bl U3 NMEYEHU C TOKOM KPOBM B PaOOTAIOLLYIO MbILLILLY;

4 — CnoNb30BaHME MOKO3bl, KAk 9HEPreTMYeckoro cyocTpaTa; CokpallaloLencs MbllULEen 1
obpazoBaHue nakrata

BpalllaeT HAKOTUIEHUE JIaKTaTa U KaK CJeACTBUE 3TOro ornacHoe cHuxkeHue pH (J1ak-
Toauunos). Jpyrad yacTtb Jlaktarta okuciagercs nedeHolo 1o CO, u H,0O. DHeprus
OKWCJICHUSI MOXET MCITOTb30BaThes It cuHTe3a AT®, HeoOX0oaIMMOTo T peaKIInii
[JIIOKOHEOoreHesa.

JlakToauupos

[Tpu TMIIOKCHM, BO3ZHUKAIOIIEH BCIEACTBAE HAPYIICHNUS CHAOXKEeHMS TKaHEe KIC-
JIOPOJIOM WJIM KPOBbIO, YMeHbIIaeTcss akTUBHOCTD TTK U cHUXKaeTcss OKUCIUTENb-
HOe JeKapOOKCUIMPOBaHUE MUpyBaTa. B 3TUX yCI0BUSIX paBHOBeCHE peaKIK MUAPY-
BaT <> JIAKTAT CIBUHYTO B CTOPOHY oOpa3oBaHus yakTaTa (puc. 8.27). Kpome toro,
P TUTTIOKCUM YMeHblIaeTcss cuHTe3 AT®D, uto, cienoBaTeIbHO, BEIET K CHUXKEHUIO
CKOPOCTH INIIOKOHEOT€HE3a — APYroro MyTu yTuiau3aluu jakrata. [loBbilieHUEe KOH-
LeHTPAINY JIaKTaTa ¥ CHIDKEHHE BHYTPUKIIETOUHOro pH oTpuiiatebHO BIHSET Ha
AKTUBHOCTb BceX (DepMEHTOB, B TOM YHCJIe U MMPYBATKApOOKCUIIA3bl, KATAIU3UPYIO-
LIEH HAYAJIbHYIO PEAaKILIMIO IIIOKOHEOTeHE3a.



Pa3den 8. 06meH yrneBof0B 185
JlakTar
HI/IpyBaT—1>e> ----- —> [m0K03a

MJIK | »

Anetuin-KoA

------

CO,, H,0

Puc. 8.27. HapyweHune metabonmama nupyeaTa npm nak-
Toauupo3se:

1— HapyLleHne NCrnoib30BaHnA nnpysaTta B MNMIOKOHEOreHe3e;

2 — HapyLLeHne OKUCIeHns nupyBaTa

Bo3HUKHOBEHUIO JJaKTOAIIMI03a TAKXKEe CIIOCOOCTBYIOT HAapYIIEHUS TIIOKOHEOTe-
He3a MpH TTeYeHOTHO HeTOCTATOYHOCTH Pa3IMIHOTO MporcxoxkneHus. Kpome Toro,
JJAKTOALMA030M MOXET COMPOBOXKAATHCS TMIIOBUTAMUHO3 B, Tak Kak IpOM3BOJHOE
3TOr0 BUTAMMHA — THaMUHIMGOCPAT BBHIMMOJHSIET KOPEPpMEHTHYIO (PYHKIMIO B CO-
crape [TJK mpu okuciInTeIbHOM IeKapOOKCHIMPOBAHUY TTMpPyBarta (cM. pasuen 6).
Heduuur TMaMMHA MOXET BO3HUKATh, HallpuMep, Y alKOTOJUKOB ¢ HapylIeHHbIM
PEXKMMOM MUTAHUS.

CuHTE3 rNIoKO3bl U3 AMUHOKUCNOT

AMUHOKMCJIOTHI, KOTOPbIE MPU KaTaboJu3Me MpeBpallaloTcs B MUPyBaT WU Me-
TabOJUTHI IIUTPATHOTO LIMKJIA, MOTYT paccMaTpUBAaThCS KaK IMOTEHIIMATIbHBIC TTPEe-
IIECTBEHHUKH TJIOKO3Bl M TJIMKOTeHa M HOCAT Ha3BaHMe IIMKOreHHbIx. Hampumep,
oKcaJioalleTaT, 00pa3yIolIniics U3 acriapariHOBOM KMCJIOThI, SIBISICTCSI TPOMEKYTOY -
HBIM TTPOIYKTOM KaK IIMTPATHOTO LIMKJIA, TaK 1 TIIIOKOHEOTeHe3a.

M3 Bcex aMMHOKHCIIOT, TIOCTYMAIONINX B MIeUeHb, TpuMepHO 30% TIpuXomnTcs Ha
JIOJTIO aJlaHWHA. DTO OOBSICHSIETCS TeM, YTO MPU pacIlelUIEeHUH MBIIIEYHBIX OSIKOB
00pa3yloTcss aMUHOKMCIIOTBI, MHOTHE M3 KOTOPBIX TPEeBpaIIaloTCsS B MUPYBAT WU
CHauaja B oKcajoalleTar, a 3aTeM B ITUpyBart. [lociaemHuii mpeBpaiaercs B alaHUH,
MIproOpeTast aMIHOTPYIIITY OT IPYTHX aMIUHOKMCIIOT. AJJTAaHWH M3 MBIIIII IIEPEHOCHUTCS
KPOBBIO B MeUEHb, TIe CHOBA ITpeodpa3yeTcsl B MUPYBAT, KOTOPBII YaCTUIHO OKUCIIS-
eTCST ¥ YaCTUYHO BKIIIOYAeTCs B TTIOKOHeoreHe3. ClemoBaTeIbHO, CYIIeCTBYET Clie-
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JIyIOLLAasl TTOCJIeIOBaTeIbHOCT COOBITHIA, Ha3bIBaeMasl INIIOK030-aJJAHNHOBBIM HUKJIOM
(puc. 8.28). Bechb LIMKJI HE MPUBOAUT K YBEJIMUYECHUIO KOJIMUYECTBA [VIFOKO3bI B MBIIIIIIAX,
HO OH pellIaeT MpobJIeMbl TPAHCIIOPTa AMMHHOT'O a30Ta U3 MBIILL B TIeYeHb U TIPEAOT-
BpalllaeT JaKToaluI103.

Mp1ma Ileuenn
I'mroko3a < I'mroxo3a
OIIK<——— [lupysar [MTupysar—> OIIK
PAR AR
CO,, H,O, Dueprus CO,, H,0, Dueprus
Ananua » AnaHuH

Puc. 8.28. Mioko30-anaHWHOBbLIV LUKJI

CuHTE3 rnioKo3bl U3 rnuuepona

[uepon MoryT MCToib30BaTh TOJBKO T€ TKaHU, B KOTOPBIX UMeeTcsl (hepMeHT
[JIMLEePOJKMHA3a, HAlIpUMep MedyeHb, MoYKu. DToT ATP-3aBUCUMBIN (DepMeHT Ka-
TaJIM3UPYET MpeBpalleHre IIMleposia B o-riauuepodocdar (rmmueposa-3-docdar).
[Tpu BItOYEeHUM TauLEepoli-3-(ocdaTa B IIIOKOHEOTeHe3 TPOUCXOIUT €ro Jeruapu-
poBanue NAD-3aBUCHUMOIi NEeruaporeHasoil ¢ odpa3oBaHuUEM IUTUAPOKCHUALIETOH-
(ocdara (puc. 8.29), KoTopblii fasiee MpeBpallaeTcs B III0KO3Y.

Perynﬂu,vm rMuKoaun3a u rioKoHeoreHesa B ne4yeHu

Kpome mapbl IpOTUBOMOIOKHBIX TPOLIECCOB: CUHTE3a U pacliajga INIMKOTeHa, B
IeYeHN MOTYT IIPOUCXOIUTD ellle IBa IIPOTUBOIOJIOXKHO HAIlpaBJICHHBIX IIpoliecca —
TJIMKOJIN3 U TJI0OKOHeoreHe3. B OoNbIIMHCTBE APYIrMX OPraHOB IMPOUCXOIUT TOJBKO
rnukoau3. [lepekinoueHue TeyeHn ¢ TJIMKOJIM3a Ha TII0OKOHEOTeHe3 U 00paTHO Mpo-
HWICXOIUT C yJaCTHEM MHCYJIMHA U TJII0KATOHA U OCYILECTBIISIETCS C TIOMOIIIBIO:

® QIJIOCTEPUYECKOI PEryasiliuid aKTUBHOCTU (hPepMEHTOB;

e KOBaJICHTHOU MoauduKauu pepMeHTOB ImyTeM dochopuanpoBanusi/ nedoc-

¢dopumpoBaHus;

e VHIYKIIMU/PENpPeccuy CUHTE3a KJIIOUeBBIX (DEpPMEHTOB.

PerynaropHbie Bo3neiicTBUSI HaMpaBieHbl HA (PePMEHTHI, KaTaIu3UpyolIre Heoo-
paTHMble CTAJAMH TIMKOJIM3a U TIIOKOHEoreHe3a, CoOUeTaHe KOTOPhIX Ha3bIBAIOT «Cy0-
CTPATHBIMH» WJIH «X0JIOCTHIMU» ITUKJIAMH.
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NADH + H' JEruiporeHasa

Juruapokcuaneronpocdar

Puc. 8.29. MNpeBpalweHue rmuueposa B agurmapokcuaue-
ToHdocohar

HazBaHue «cyOcTpaTHBIN» MK 03HaYaeT OObeAMHEHUE peaKlinii CMUHTE3a U pac-
nana cyoctpara. HazBaHue «x010CTOi» OTpaxkaeT pe3yabTaT paboThl MOJ00HOr0 1UK-
Jla, 3aKJII04aloluniics: B 6ecrone3HoM pacxogoBaHuu ATO.

H3meHeHUe B MeYeHU TIMKOJIMTUYECKOTO HaIpaBJeHUs Ha TIIIOKOHEOTeHe3 U
00paTHO TTPOUCXOIUT P CMEHe aOCOPOTUBHOTO COCTOSTHUST Ha TTOCTaOCOPTUBHOE
WJIM TOJOMAHUE U OCYILECTBISIETCS peTyJsiliueil akTUBHOCTU (hepMEHTOB, KaTalu-
3UPYIOLIMX PeakKlMMU CyOCTpaTHBIX LUKJIOB, 0003HaueHHbIX Ludpamu 1, II, 111 Ha
puc. 8.30.

HanpasiieHne peakiyu nepsoro cyocTpaTHOro IUKJIA peryjIupyercs IJaBHbIM o0pa-
30M KOHILIEHTpaluei rioKo3bl. [Tpu nuiieBapeHun KOHUEHTPALMS TJI0KO3bl B KPO-
BU mnoBblmaeTcs (1o 8—10 MMoIb/1T). AKTUBHOCTD TJIIOKOKWHA3BI B 3TUX YCIIOBUSIX
MakcuMalibHa. BeieacTBue aToro yckopsiercs TAIMKOIUMTHYecKas peakiiysi o0pa3oBa-
HUS NII0K030-6-ocdara. KpoMe TOoro, MHCYJIUH UHAYLUPYET CUHTE3 TJIIOKOKMHA3bI
1 YCKOPSIET TeM caMbIM (hocopumrpoBaHme TITIOKO3bI. [10CKOIBKY IITIOKOKMHA3a TTe-
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Puc. 8.30. Perynauusa metabonnama rnoKo3bl B MEYEHU:

BUN® — 6udyHkumoHanbHbIi depMeHT (bpykTo30-2,6-6ncdocdarasa/pocdodpykTo-
KMHasza-2); BUD-OH — pedochopunnmpoBaHHbIi GEPMEHT; EI/I<D—®— dochopunrpoBaHHbIN
depmeHT; NOK-OH — pedocdopunmpoBaHHbIn NMpyBaTaAErnaporeHasdHbli komnnekc; NMK-OH
— pedochopunnpoBaHHas NMpPyBaTkMHA3a; I'IK-@ — dochopunnpoBaHHas NMpPyBaTkNHa3a;
TAD — rnuuepanbaernadocdat; JAD — gurngpokcmauetoHdocdat; PEM — dpocdoeHon-
nupysar; |-lll cybcTpaTHble LMKbI
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YeHHM He MHTMOMpPYyeTCs TIII0K030-6-(hocdaTtom (B OTIMYME OT TeKCOKMHA3BI MBIIIIII),
TO OCHOBHas 4acTh INII0K030-6-(ocdaTa B aGCOPOTUBHOM IEPUO/IE HAIPABISETCS Ha
CHHTE3 TIIMKOTeHA W TI0 TJIMKOJIMTHYECKOMY TTYTH.

Hanpasienne peakiuii BToporo cyoCTPaTHOTO HUKJIA 3aBUCUT OT aKTUBHOCTHU (poc-
dodpykTokuHasel U docdaraszsl GpykTo30-1,6-6uchocdara. AKTUBHOCTh ITUX
(bepMeHTOB 3aBUCHT OT KOHIIEHTpauuu (GppykTos3o-2,6-omchocdara. Ppykro3o-
2,6-0uchochar — 310 MeTabONUT, ObOpasyooIIMiica U3 GhpyKTo30-6-docdara u
BBITTOJTHSIIOLIMI TOJBKO peryisiTopHble ¢yHKunu. O6pa3zoBaHue (GppykTo30-2,6-
oucdocdara myrem dochopunupoBanus (GpykTo30-6-docdara KaTaau3upyer
ondynknuonaibublii pepmeHT (B D), KOTOPHII KaTaaIu3UpyeT TaKKe U 00paTHYIO
peakuuto (puc. 8.31).

B peakuun dpochopmimpoBanus Gpykro3o-6-docdara ¢ ucronabzoBanuem ATO
bepMeHT TIposIBIIsIeT KWHA3HYIO aKTUBHOCTD, a TIpH Ae(ocdOopuInpoBaHIT 00pa3o-
BaHHOTO (PYKTO30-2,6-0uchocdara — docdarazHyro. DTO 00CTOITENLCTBO U OIpe-
JIeJINI0 Ha3BaHUe (pepMeHTa — OM(YHKIIMOHAIbHBIN.

Kwunasnas aktuBHOCTE BUD mposiBisieTcs, Korma GpepMeHT HaXOIUTCS B JIe-
dochopunmuponannoii hpopme (BUD-OH). dedochopunupoBannas popma bUD
XapakTepHa IJ1s1 abCOPOTUBHOTO TepHoaa, KOTIa MHCYJINH/TI0KaroHOBBIM MHIEKC
BBICOKMIT. B 3TOT mepmon KonmmdecTBo (ppykT030-2,6-0ncdocdara yBermamBaeTcs
(puc. 8.32).

[1pu HU3KOM MHCYJIMH/TIIOKATOHOBOM UHAEKCE, XapaKTEPHOM JIJIs Teproa v -
TEJILHOTO TOJIOAaHUSI, TIPOoUcXoauT dochopunnpoBanne bBUD, u oH GyHKINOHU-
pyeT Kak docdarasza. Pe3yabraToM SIBISIETCS CHUXKEHUE KOJIMYECTBA (DPYKTO30-2,6-
oucoocdara.

DpykT030-2,6-6Mchocdara aIocTepUIEeCKH aKTUBUPYET (PochoppyKTOKMHAZY
(bepmeHT TIMKONMM3a). [lpu 3ToM GpyKTO30-2,6-0MCchocdaT cCHIKaeT WHTUOUPY-
foutee aerictBue AT® Ha 3TOT (pepMeHT B aDCOPTUBHOM II€pMOJE M ITOBBILIAET €0
CpOICTBO K (pyKT030-6-(pocdaty. B TO Ke BpeMst ¢ppykT030-2,6-6uchocdat MHIU-
oupyeT GpyKTO30-1,6-6Mchocdarasy (pepMeHT IToKoHeoreHesa). Mrak, B abcopo-
TUBHOM IIEPUOJIE YPOBEHD DPYKTO30-2,6-0Mchochara MOBIIIAETCS, YTO IPUBOIUT K
akTuBaunu GochodpyKTOKMHA3EI U YCKOPEHUIO TIMKoIMn3a (puc. 8.33).

PesynbsraToM yMeHbIIeHUsI KojinuecTBa (hpyKTo30-2,6-0ucdocdara B mocrad-
COpPOTHMBHOM Mepuoje OyaeT CHUXKEHUE aKTUBHOCTU hochodpyKTOKMHA3BI, 3aMel-
JIEHWE TJINKOJIM3a 1 TIepeKITI0YeHNE TJIMKOIN3a Ha TITIOKOHEOTeHE3.

B perynamuu TpeThero cyocTpaTHOro MMKJIa OCHOBHAS POJIb TIPUHAIICKUT ITHPY-
BaTKuHase, ¢ochopunmpoBaHHasi (hopMa KOTOPOil HeaKTUBHA, a aedochopuaInpo-
BaHHas — akTUBHA (puc. 8.34).

B nepuon nuineBapeHus UHCYJIMH akKTUBUPYET pochonporenHbocdarasy, KoTo-
past neochopuanupyeT NupyBaTKMHA3Y, IEPeBOJIsl €¢ B aKTUBHOE cocTosiHue. Kpome
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Puc. 8.31. Peakuuu, katannsupyembie 6UMPYyHKLNOHANbHbIM PEPMEHTOM
(BUND)

¢ I/IHcynHH/rnIOKarOHT

4 N
BU®—OH BHo—P)

+/> Pi
CDH-(bO(IJ(l)aTEBa
‘e

T I/IHCY.HI/II-II/FJIIOKaFOH¢

Puc. 8.32. Perynauusa aktueHoctn BUD

TOTO, UHCYJIMH B MTeYeHU BIUSIET Ha KOJIUYECTBO (DEPMEHTOB, UHAYLIUPYS CUHTE3 MHU-
pyBaTKMHA3bl U pEIIpeccupys cuHTe3 ochoeHonmmupyBarkapookcukuHasbl. Ciaemno-
BaTeJIbHO, IMKOJIUTHYECKasl peakiinsi ¢pocoeHOIMUpyBaT—>NUPYBAT YCKOPSIETCS MTPU
MUIleBapeHur. DTa ke peakiuus 3aMeJIsIeTcsl B TOCTaOCOPTUBHOM COCTOSTHUM TTOJ
BJIMSTHUEM TJIIOKaroHa, KOTOPBI omocpeaoBaHHO yepe3 TAMP-3aBUCUMYIO TIPOTe-
MHKMHa3y pochopusinpyeT 1 MHAKTUBUPYET MUPYBATKUHA3Y.

[Tpu AIUTENIBHOM TOJIOJAHUMN TJIIOKATOH YCKOPSIET TJIIOKOHEOoreHe3. DTO JOCTU-
raercs He TOJBKO IyTeM (hochOopUIMpoBaHUS TUPYBATKMHA3H M CHIDKEHUEM CKO-
pPOCTH DJIMKOJIM3a, HO W MyTeM MHAYKLMU CuHTe3a (hepMEeHTOB IJIIOKOHEOoreHe3a:
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DpykT030-6-hochart
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Puc. 8.33. Perynauusa aktuBHoctu Il cy6cTpaTHoro umkna ¢ppykro3o0-2,6-

6uodocoatom

r 7
; *I/IHCYJII/IH/FJIIOKaFOH :
: (1M TENBHOE TOJIOJAaHHKE) !

AT® AJl®

Y
®

r 1
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IMupyBaTtkunaza-OH
aKTHBHAs

IIupyBaTkuHaza-
HCAKTHBHasA

.
. Docdo-
i iporenHdocdarasa |

i [S)
Pi A

r

f WNHcynuH/riarokaron ;
i (TTocite efpl, 60TaTol YIiIeBOIaMu):

Puc. 8.34. Perynauus nupyBaTtkuHa3bl B Ne4eHn
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bochoeHoaMMpPYyBaTKAPOOKCUKMHA3KI, PPYKTO30-1,6-01cdocdarasbl U MIHOKO30-6-
docdarasnl. U3BecTHO, UTO TJTIOKATroH, (ochopuanpyst ornocpeIoBaHHO TPaHCKPHUII-
LIMOHHBIE (PAKTOPHI, BAUSIET Ha X aKTUBHOCTh M TAKMM 00pa3oM MHAYIIUPYET CUHTE3
3TUX (PepMEHTOB IItoKOHeoreHe3a. Kpome Toro, cuHTe3 hochoeHomupyBaTKap-
OOKCUKMHA3BI TP IJTUTEIBHOM IFOJIOJaHUN UHAYLUPYETCS KOPTU30JI0M, OTHAKO 3TO
TIPOVCXOIUT B pe3ysIbTaTe BKIIOUEHMS IPYTroro MeXaH3Ma JAeCTBUS, XapaKTePHOTO
JIJIS1 CTEPOMAHBIX TOPMOHOB (CM. paszzaeinsl 4, 12).

Koopaunanus ckopoctu peaknuu 11 u III cyGcTpaTHbIX IMKJIOB JOCTUTAETCS C TMO-
Molbio ¢GpykTo30-1,6-6uchocdhara — npoaykra Il cydbecrpatHoro nmkina (TjuKo-
JINTUYECKOE HaIpaBjeHUEe), KOTOPbIi SIBJSIETCS] alFIOCTEPUYECKUM AKTHBATOPOM MMH-
pyBaTkuHa3bl. B mepuon nuileBapeHus: BCAEACTBUE YCKOPEHUST HauyalbHbIX CTaAUi
[JIMKOJIM3a KOHLEHTpaus GpykTo30-1,6-6ucdocdara moBbIIAETCS, YTO TPUBOIUT
K JOTTOJTHUTEIFHOM aKTUBAIIN THPYBAaTKIMHA3EI.

3HayeHue rMUKONU3a B NeYeHU ANA CUHTEe3a XXUpos

OCHOBHBIM 3HAUEHMEM YCKOPEHMUSI INIMKOJIM3a B TIEYEHU B TIEPUO/I TTUIIIeBapEeHUsI
SIBJISIETCS 00pa3oBaHue NUTUApOKcraleToH(pocdaTa u atieTwin- KoA — UCXOIHBIX Be-
IIECTB IJIsT CUHTEe3a XK1pa.

B ab6coptusHom nepuone ITAK HaxoauTcst B nedochopuivpoBaHHON (aKTUB-
Hoi1) dopme, ciaemnoBaTesbHO, AeKapOOKCUIMpPOBaHUE MUpyBaTa yckopsiercs. O6-
pasyembiit anetmii- KoA mcmonb3yeTcss B OCHOBHOM JIBYMs MYTSIMU: IJISI CHHTE3a
SKMPHBIX KMCJIOT U B IUTPATHOM ILMKJIe. B mepuoa nmuieBapeHust ycKopsieTcs: 00-
pasoBaHue aleTua-KoA u ero ucrnonb3oBaHue IS CUHTE3a KUPHBIX KUCa0T. He-
00XOIMMBIN IJIsI CUHTE3a Xupa o-riuiepodocdat odpasyeTcs B peaKlliu BOCCTa-
HOBJIEHUSI U3 nuruapokcuauneroHdocdara (puc. 8.35). [oapobHO 3TOT Mpoluecc
paccMaTpuBaeTcsl B pazaesie 9.

Annoaepuqecxaﬂ perynagua a3p06|-|oro pacnapa rinlKo3bl
U rnioKoHeoreHesa B ne4YyeHU 3HepreTu4eCKMM CTatyComM KNeTKku

AJtocTepuyeckasi peryysiiius CKOpoCTH TJIMKOIU3a, 3aBUCMMas OT UBMEHEHUS CO-
otHotreHnst AT®/AN®, HanpaBiieHa Ha M3MEHEeHNEe CKOPOCTH MCTIOB30BAHUS TITIO-
KO3bl HETOCPEACTBEHHO KJIETKAMM MeueHu. [J110K03a B KJIeTKaxX MeyeH! UCTIOIb3YeTCsl
HE TOJIbKO JUISI CUHTE3a IJIMKOTeHAa 1 KUPOB, HO TaKXKe U KaK UCTOYHUK SHEPTUU IS
cuHTe3a AT®. OcHoBHBIMM ToTpeOuTensIMU AT®D B TermaTronuTax SBJSIOTCS TIPO-
1ecchl TpaHCMEMOpPaHHOTO TepeHoca BEIIECTB, CUHTE3 OEKOB, INIMKOTeHa, XXUPOB,
rimokoHeoreHe3. Ot ckopocty yruauzauuu AT® B 3TuX mpoliieccax 3aBUCUT CKOPOCTh
ero cunre3a. ATOP, AII® u AM®, a takke NAD* u NADH sasnsiorcs amiocrepu-
yecKUMU 3(pdeKkTopaMy HEKOTOPBIX MIMKOJUTUYECKUX (DEepMEHTOB U (DEepMEHTOB
rimokoHeoreHe3a. B uactHoctr, AM® aktuBupyet hocodpyKTOKMHA3Y I HHTHOUPY-
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Puc. 8.35. CuHTE3 XMpa U3 yrneBogoBs:

1 — oKMcneHue MIKo3bl 4O NUPYBaTa N OKUCAUTENBHOE AeKkapboKCUAMpoBaHue

nupyesaTa NpuBoasAT K 06pasoBaHmio aueTu-KoA;

2 — auetun-KoA siBnseTcs CTpoUTESNIbHbIM B610KOM AJ15 CUHTE3a XXMPHbIX KUCOT;

3 — XUPHbIE KUCNIOTbI U a-rruepondocdat, 06pasyoLmincs B peakLmm BOCCTaHOBIEHUS An-
rngpokcuaueToHdocdarta, y4acTByIOT B CUHTE3E TPUALMIIULEPOSIOB

eT dpykT030-1,6-61chocdartazy. AT® n NADH unrnoupyror nmupyBatkiHasy, a AJdD
aKTMBMPYET NUpyBaTKapookcuiaazy (puc. 8.32).

CrenoBatenbHO, IpK yeuJieHUU pacxomoBaHus AT® m CHIDKEHUN ero KOHIIEH-
Tpaluy ¢ OMHOBPEMEHHBIM yBeJTMYeHHEeM KOHIIeHTpan AM® aKTUBHPYETCST TIIH-
Kou3 1 oopazoBaHue AT®, a MIIOKOHeoreHe3 py 3ToM 3aMmemisiercsi. Kpome toro,
ot cootHotueHus: ATO/AND®, AM® u NAD/NADH 3aBucut cKOpoCTh peakiiuii
obuiero Myt karabosusma (cM. pasaen 7).

Perynauuﬂ copaepiXaHuA rinoKo3bl B KPOBU

PesynbraTom peryisiiuy MeTaboJIndecKuX MmyTeit mpeBpalleHus TJI0KO3bI SIBISeT-
¢ TIOCTOSTHCTBO KOHIIEHTPAIIMH TITIOKO3BI B KPOBU.

KoHueHTpaius nioKo3bl B apTepyualbHOM KPOBU B TEUCHUE CYTOK TTOAACPXKUBACTCS
Ha moctosstHHOM ypoBHe 60-100 mr/ma (3,3 — 5,5 Mmmous /). [1ocite mpreMa yriaeBogHOM
MUY YPOBEHb IJIIOKO3bl BO3pacTaeT B TeueHue nmpumepHo 1 yaca mo 150 mr/mn (~8
MMOJIb/JI, aTUMEHTapHAasI TUIIEPIIFOKO3eMHUSI ), a 3aTeM BO3BPAILAETCSI K HOPMATIBHOMY
ypoBHIO (ITpuMepHO Yepe3 2 yaca). Ha puc. 8.36 npencrasiieH rpaduk M3MeHEHU I KOH-
LIEHTPALIMY TJTIOKO3bI B KPOBU B TEUEHUE CYTOK IPU TPEXPA30BOM IIpUEMeE TTHIIIN.
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Puc. 8.36. UameHeHue KOHLeHTPaLm MI0KO3bl B KDOBU B TEYHEHME CYTOK:
A-B — nepvop nuweBapeHust; B, I — noctabcopOTVBHBIM MEPUOS, CTPENKON yKa3aHOo BpeMs
npviemMa nuLLmM, NyHKTMPOM NokasaHa HopMasbHas KOHLIEHTPaLMS MoKO3bl

1st IpeoTBpaIeHUsT Ype3MEePHOTO TOBBIIIEHNS] KOHIIEHTPAIIMK TJIIOKO3bI B KPO-
BU NpPHU MUIIEBAPEHMH OCHOBHOE 3HAaUYeHHE MMeeT MOoTpebIeHre TI0KO3bl MeYeHbI0 1
MBIIIIIIaMH, B MEHbIIIe Mepe — KUPOBOIi TKaHbIo. ClieayeT HaIlTOMHUTD, YTO 00JIee 1Mo-
JIOBUHBI Bceil MToKo3bl (60%), mocTynaloleil U3 KAIIEYHUKA B BOPOTHYIO BEHY, T0-
TJIoIIaeTcs nmeyeHbo. QKoo 2/3 3TOro KOJIMJYeCTBa OTKIIANBIBAETCS B IMEYeHU B (Op-
M€ TJIMKOTeHa, OCTaJibHasl YacTh MpeBpalllaeTcsl B KUPbl U OKUCIISIETCS, oOecrieurBast
cunTe3 AT®. YckopeHHne 3TUX IPOLECCOB MHULIMMPYETCS MOBBIIICHUEM WHCYIWH-
[JIIOKaroHOBOTo uHAeKca. JIpyrast yacTh IJIIOKO3bl, MOCTYIAOIIEeH U3 KUILIEYHUKA, TO-
najgaeT B 001Mid KpoBoTOK. [IprMepHOo 2/3 3TOro KoJIMuecTBa MOrJIONIAeTCs MBI~
MM U KUPOBOU TKaHBIO. DTO OOYCJIOBJIEHO YBEJIMUYEHHWEM MPOHUIIAeMOCTH MeMOpaH
MBIIIEYHBIX W XUPOBBIX KJIETOK ISl TTIOKO3BI MO BIMSIHMEM BBICOKON KOHIIEHTpA-
LMY MHCyIMHa. [J110Ko3a B MbIIILAX OTKJIaAbIBAETCs B (hOpMe IJIMKOIeHa, a B XKUPOBbIX
KJIETKax TpeBpaniaercs B kupbl. OcTanbHas 4yacTh TTIOKO3bI OOIIET0 KPOBOTOKA TMO-
TJIOLIAETCS IPYTUMU KJIETKaMu (MHCYJIMHHE3aBUCUMBIMU).

[1py HOpMaJTbHOM pUTME NTUTaHUS U COAJTAaHCUPOBAaHHOM PalIMOHE KOHIIEHTPALIMS
IJIIOKO3bl B KPOBU U CHaOXXEHUE TIIFOKO30l BCEX OPraHOB MOJIePKMUBAETCS TJIABHBIM
00pa3oM 3a CYeT CMHTE3a M pacliaia ITMKoreHa. JIMiib K KOHIly HOYHOTO CHa, T.e. K
KOHILy caMOTo OO0JIbIIOro nepepbiBa MexXI1y NprueMaMy MUIKA, MOXET HeCKOJIbKO yBe-
JIMYUTHCS POJIb INIIOKOHeoreHe3a (puc. 8.37).

Kak B mepuos mokosi, Tak U BO BpeMs MPOAOJKUTENbHOI hr3nyeckoil padoThl CHa-
yaja MCTOYHMKOM TJIIOKO3bI JIJISI MBIIIL CAYKWUT IJIMKOTEH, 3alaceHHbI B caMuX
MBIIIIIAX, a 3aTEM IJII0K03a KpoBu. M3BecTHO, uTo 100 I riMKoreHa MoryT o06ecIieynThb
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Puc. 8.37. UICTOYHUKM IIOKO3bl B KPOBU B Nepuoa NuLieBapeHus n Bo Bpe-
M4 ronopaHuva:

1—B nepuoa nuileBapeHnd yrnesoabl NULLA ABNAIOTCA OCHOBHbLIM NUCTOYHMKOM 1I0OKO3bI B KPOBU;
2—B I'IOCTa6COpTVIBHbII7I nepumom nevyeHb NOCTaBNAET MIOKO3Y B KPOBb 32 CHET NMPOLLECCOB MNKO-
reHoNM3a 1 MIOKOHEoreHesa, Npu4em B TedeHre 8—12 4 ypoBeHb M0K03bl B KPOBW NMOAAEPXMBA-
€TCH4 B OCHOBHOM 3a CHET pacrnaga rmmnkoreHa; 3 — MIOKOHEOoreHes 1 MKOreH nevyeHn Y4acCTBYIOT B
paBHOl71 CcTerneHu B nogaep>xaHnin HOpMaJ'IbHOVI KOHUEHTPaLUWKN roKO3bl; 4 — B TEYeHne CyTOK Mn-
KOreH ne4veHu rnpakTn4eckn roJIHOCTbIO NcHepnbiBaeTCA N CKOPOCTHL MIOKOHEOreHe3a ysenmimea-
eTcs; 5 — npu anntenbHoM ronogaHum (1 Hepens n 6onee) CKOPOCTb MIOKOHEeOreHe3a yMeHblLa-
€TC4, HO IMIoKOHeoreHe3 octaeTca eAUHCTBEHHBLIM MCTOYHUKOM I1HOKO3bI B KPOBU

Oer NpyMMEpPHO B TeyeHre 15 MMHYT, a 3amachl IJIMKOT€HAa B MBIIIIIAX [TOC/Ie IprueMa
YIJIEBOJHOM NMUILIM MOTYT cocTaBsaTh 200—300 .

HTak, uzioxkeHHbIe CBEICHUS MTO3BOJISIOT CAeIaTh BEIBOA O TOM, UTO KOOPAUHA-
LIMSI CKOPOCTel MIMKOoIM3a, TIIOKOHEeOoreHe3a, CUHTe3a U pacliaja TJMKoreHa ¢ yJya-
CTHEM TOPMOHOB 00eCITeUnBaeT:

e IIpeIOoTBpallleHUE YPE3MEPHOIO IMOBBIIIEHUS KOHLIEHTPAIIUK IIIOKO3bI B KPOBU

MocJie mpueMa Mullu;
e 3aracaHue INIMKOTeHa U ero MCIOJIb30BaHKUE B ITPOMEXYTKAX MEXAY ITpueMaMu
MU,

e cHaOXeHue III0KO30M MBIIIL, TOTPEOHOCTh KOTOPBIX B SHEPTUU OBICTPO BO3-

pacraet IMpu MbILLIEYHOI padoTe;

e CHaOXeHMe TJII0K0301 KIIETOK, KOTOphIe ITPY TOJI0OTaHUM B KaYeCTBE UCTOUHU -

Ka DHEePruy UCIIOJIb3YIOT IIPEUMYIIECTBEHHO TJII0KO3Y (HEPBHBIE KJIETKU, 3pU-
TPOLIMTBI, MO3TOBOE BEIIECTBO MOUYEK, CEMEHHUKMN).
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8.8. NeHT030(h0ChaTHBIN NYTb NpeBpPaALLEHMUA [IIOKO3bI

IlenTo3odocharubiii myTh ((poCchOrTIOKOHATHBIN) — aIbTepHATUBHBIN ITyTh OKMC-
JIEHU NTI0K030-6-docdaTa. [TeHTO30(h0ChaTHBIN ITyTh COCTOUT U3 IBYX 3TAIOB (Ya-
CTeli): OKUCIUTEIBHOTO M HEOKUCIIUTEIBHOTO.

ITenTo3o0docdaTHBIl MTyTh 0OecrneuynBaeT KJISTKM prO030ii 1J1s1 CUHTEe3a ITypHUHO-
BBIX ¥ THPUMUAMHOBEIX HYKJICOTUIOB U THIPUPOBAaHHBIM KodepmeHTOoM NADPH,
KOTOPBIN UCITOJIBb3YETCSI B BOCCTAHOBUTEBHBIX MIPOLIECCaX.

®epmeHTHI TTeHT030(hoc(haTHOTO MyTH JIOKATNU30BaHBI B LIMTO30J1E.

Haub6onee aktuBHO neHTO30(OChATHBINA MYyTh MPOTEKAET B OpraHax, rie mpouc-
XOJIUT CUHTE3 JIMIIUAOB, — XUPOBOI TKAHU, IIEYEHH, KOPE HAAIIOYSUHUKOB, 3PUTPO-
LIMTaX, MOJIOUHOM XeJie3e B Iepuo JaKTalluu, CeMEHHUKAX.

OKucnuTenbHbIN 3TaN

B okucuTebHO# YacTH MeHT030(0CchaTHOIO MyTH TII0K030-6-docdaT noasep-
raetcs neruapupoBaHuio NADPT-3aBucMbIMU 1ervaporeHa3amMu 1 1eKapOOKCUIM -
POBaHUIO, B pe3yJIbTaTe KOTOPOTO 00pa3yIoTcs IeHTO3HI (puc. 8.38).

Peakuyuy okucauTeIbHOTO 3Tala sSIBJSTIOTCS OCHOBHBIM McTouyHUKOM NADPH B
kietkax. NADPH kak noHop Bogopoja yyacTBYyeT B aHAOOJIMYECKUX IIpolieccax, Ha-
MpuMep B cuHTe3e XoJectepona (pa3nen 9). NADPH — uctoyHuK BOCCTAHOBUTEIBHBIX
SKBUBAJICHTOB TSI IUToXpoMa P—450, kaTanm3upyroiero oopa3oBaHUe TMAPOKCUIIb-
HBIX TPYTIIT MPU CUHTE3€ CTEPOUIHBIX TOPMOHOB, XKEJTYHbBIX KUCIIOT, MPU Kataboar3mMe
JIEKAPCTBEHHBIX BEILIECTB U IPYTMX YYKEPOIHBIX COeAMHEeHM (cM. pa3nenst 9, 11, 12).
Boicokast akTMBHOCTH (hepMeHTa TIIIOK030-6-(ocdaTaernaporeHasbl oOHapyKeHa B
aromutupytommx geitkouutax, rame NADPH—okcunaza ucnonb3yeT BOCCTaHOBJICH-
Hbelii NADPH ni1s1 06pazoBaHust cynepoKCHUAHOTO MOHA U3 MOJIEKYJISIPHOTO KUCIOPO-
Ja. CynepoKCUIHBII MOH 00pa3yeT Apyrvue akTUBHBIE (hOPMbI KMCIOpOIa, MO, Aeii-
CTBUEM KOTOPBIX M TTOBpeskmatoTcst MosteKyinbl JIHK, 6ekoB, TummmoB 6akTe praaTbHBIX
Ki1eToK. CMHTE3 XUPHBIX KUCJIOT U3 YIVIEBOJOB B MEUEHU SIBJISIETCSI OCHOBHBIM IyTeM
yrwzauuu NADPH u obecnieunBaet pereHepaiuio okucieHHoi hopmbl NADP+. B
MeYeH! TIII0K030-6-(ochaTaernaporeHasa MHIYLUPYETCS MPU YBEIMUEHUN COOTHO-
LLIEHWST MHCYJIMH/TJIFOKAroH Tociie TpueMa 00ratoit yriaeBogaMu MUILIN.

Oo6pazoBanre NADPH perymupyercs Takke 10 MeXaHU3My OTpULIATEIbHOI oOpar-
Holt cBs13M. [ITfoK030-6-hocdarmernnporeHasa marnompyercss NADPH. Takum o6pasom,
ckopoctb cuHTe3a NADPH cooTBeTCTBYET CKOPOCTH €0 UCITONIB30BAHKS B KJIETKE.

Hecmotpst Ha To uto NADPH o00pa3syercst Takke Ipy OKUCJIEHUU Majarta (Ipu
yuyactuu NADP*-3aBucuMoii ManaTaeruaporeHasbl) U IeTUIpUpPOBaHUST U30LIUTPA-
ta (ipu yyactu NADP*-3aBucumoii n3ouuTpar-aeruaporeHasbl), B OOJbIIMHCTBE
cJlyyaeB TOTPEOHOCTH KJIETOK B BOCCTAHOBUTEJIbHBIX 9KBUBAJICHTAX YAOBIETBOPSIIOT-
csl 3a cueT MeHTo30(ochaTHOrO MyTH.
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Puc. 8.38. OkucnurtenbHbIV 3Tan neHTo30dpocdaTHOro nyTu.
OKncnuTenbHbI 9Tan BKKOYAET ABE peakunn oernapupoBaHmns. Bo BTOpon N3 aTnx peakumin
OLLHOBPEMEHHO MPOUCXOANT AEKAaPOOKCUIMPOBaHME, YIepoaHas YacTb YKOPaYMBaeTCs Ha
OOVIH aTOM YIrJiepoAa, rnoJly4atoTCs NEHTO3bl U BOCCTaHOBEHHbI NADP

HeoKkucnurenbHbI 3TaN

HeoxkucaureabHblii 3Tan MeHTO30(p0ochaTHOTO MyTH BKIIOYACT CEPUI0 00PATHMBIX
peakiivii, B pe3yJbTaTe KOTOPBIX prOyI030-5-dochar obpasyercs U3 GhpyKTo30-6-
¢ocdara u rmmuepanbaerun-3-gocdara. B aTux npeBpalleHUsIX IPUHAMAIOT yda-
ctue (hepMEeHTHI: AMUMepa3a, H30Mepasa, TPAHCKEToJ1a3a U TPaHcaubAoIa3a. TpaHcke-
TOJIa3a B KauecTBe KO(epMEHTa UCHONb3yeT THaMuHandocdar. HeokucimreabHbIM
aTan NMeHTo30(pocdaTHOro MyTH He BKIIIOYACT PeaKllUuU IeTUAPUPOBAHUS U IO3TOMY
UCIIONB3YeTCsl TOJBKO JJIsI CUHTE3a MeHTo3 (puc. 8.39).

HMcxoaHbpiMu BelllecTBaMU HEOKMCIMTEILHOTO 3Tafa SIBJSIIOTCS MSATh MOJEKYJ
dpykro30-6-bochara, B cymme comepxkanine 30 yriaepogHbix atomoB. KoHedHbIi
MPOAYKT peaklMu — IIeCTh MOJIEKYJ pub030-5-docdara, B CyMMe TaKxKe coaepKaT
30 yrrepomHbIX aToMOB. ITocKoNbKY McxomHbIe BemecTBa (DpykTo30-6-docdar), B
CBOIO OuYepeib, 00Pa3yloTCs U3 IIIIOKO3bl, MOXKHO CKa3aTh, UTO B 3TOM IpoIlecce TISITh
MOJIEKYJI ITIOKO3bI TTPEBPAIAIOTCS B 1IECTh MOJIEKYJI TIEHTO3bI.
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Bce peaklimy HEOKUCIUTEIBHOTO MyTU 00pa30oBaHUs MeHTO3 oopaTuMbl. Clieao-
BaTeJIbHO, MOXHO MPEICTaBUTh MPOIIECC, B KOTOPOM ILIECTh MOJIEKYJI IIEHTO3 TIpeBpa-
IIAIOTCS B TISITh MOJIEKYJT TJIIOKO3BI, T.€. MYTh BO3BpallleHUs MEHTO3 B (hOHJ TeKCO3.
OTUM cMOCOOOM MOTYT YTUJIM3UPOBATHCS TIEHTO3BI.

HexkoTopbie MeTabOJINThI HEOKUCIUTEILHOTO MYTH SIBJISIIOTCS TAKXKE U MeTabO0 I -
TaMu MIMKon3a. M3 3Toro ciemyert, 4To 00a IyTH TeCHO CBI3aHbl ¥ B 3aBUCUMOCTH OT
MOTPEOHOCTU KJIETKU BO3MOXKHBI MEPEKIIIOUeHHUSI ¢ OIHOTO MyTH Ha apyroii. [Tpu cba-
JaHcupoBaHHOI noTpedHocT B NADPH u nmeHTo3ax B KjIeTKE MPOUCXOIUT OKMC-
JINTENIBHBIN ITyTh CUHTE3a MeHTO03. ECIu moTpeOHOCTU B MIEHTO3aX IPEBIIIAIOT M0-
tpedoHoct B NADPH, 10 06pa3oBanue pn6030-5-docraTta MOXKET IIPOUCXOAUTH U3
MeTab0IMTOB IJIMKOJIM3a — (PPYKTO30-6-hocdara U riulepanbIerua-3-docoara.

B cnyyae eciu NADPH HeoOxoaum B OoJibllieii CTEIIEHU, YeM II€HTO3bI, TO BO3-
MOXHBI JIBa BApUAHTA:

1) Ipu BBICOKOM BHEPTeTUYECKOM CTaTyce KJISTKM U3JIUILKU TIEHTO3 IMyTeM o0par-
HBIX peakliiii HEOKUCIMTEIBHOTO ITyTH MpeBpallaoTcst B GpykTo30-6-docdat u rim-
Lepoanpaeruadocdar, 13 KOTOPLIX B IIPOLiECCe IIIIOKOHEOreHe3a 00pa3yeTcsl TITHK03a;

2) Ip¥ HU3KOM DHEPreTUYECKOM CTaTyce KJIETKU M3 MEHTO3 Takxke 00pa3yroTcs
mmuepoanbaernadocdar u Gpykro3o-6-docdat, KOTOpble 3aTeM BKIIOYAIOTCS B
TJIMKOJIN3.

DpykT030-6-O
Py .

Tnunepansaerun-3- DpykT030-6-D
3 Cs
1
Kenny n030-5-® Opurpozo-4-O Dpykr030-6-D
Cs C Ce
4 4 2
DepMeHTEI
Pubyio3o-5-® Cenorenryo30-7-® [ unepanbaeru-3-d
Cs G & 1.T
5 3 . Tpanckeronasa
3 2. Tpancanbonasa
Pu6030-5-® Pu6030-5-® 3. TpaHckerouasa
Cs Cs Kemy 1030-5-® 4. IenTo3odochaTnzome-
. Cs pasa

Pubynozo-5-®

C
sl >
Pu6030-5-®
Cs

Puc. 8.39. HeokucnurtesnbHbI 3Tan NeHTo30¢docdaTHOro NyTu:
2 — cTexHoMeTpuyecknin kKoadobuumeHT; P—docdar;
C; — Cg — KONMYECTBO YrepoaHbIX aTOMOB
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MeHTo30¢hoChaTHbIN LMKN

OKUCTUTENbHBIN 3TaIl O6pa30BaHI/IH TMEHTO3 U HEOKUCJIUTEJIbHBIN 3TaIl (HYTL BO3-
Bpali€HUsA IIEHTO3 B FCKCO3I)I) COCTAaBJISIIOT BMECTE IUKJIMYECKHUMA npomecc.

12NADP* 12NADPH 6 CO,

6 romoko3a (36 C)—>\;J> —> 6 pubyn030-5-hocar (30 C)
A OKMCIUTENBHBIN TYTh
i HeoKMCIUTEIbHBI TTyTh
1 l“J'IIOKO3a/ .
6C) i i
e ¥ 5 rmoko3sa (30 C)

Takoii IpolLecc MOXHO OMUCAaTh OOIIMM YpaBHEHUEM:

6 Tok030-6-docdat + 12 NADP* + 2 H,0 —5 rmokozo-6-docdar + 12 NADPH
+12 H* + 6CO,.

DTO 03HAyYaeT, YTO M3 IIECTU MOJIEKYJ TJIIOKO3bl 0Opa3ylOTCsl IIECTh MOJIEKYJ
pudyno30-5-docdat (meHTo3bl) U mectb Mosekysn CO,. DepMeHTb HEOKUCTUTETBHOI
¢aspl npeBpalaloT 1eCcTh MOJEKYI prulya030-5-(ocdaT B MSATh MOJEKYN IJIIOKO3bI
(rekcosbl). [1pu mocienoBaTeIbHOM MPOBEACHUN 3TUX PEAaKLMi eIMHCTBEHHBIM I10-
JIe3HbIM TIponykToM siBiisiercst NADPH, ob6pasyroliuiicst B OKMCIUTEIbHOM (hase MmeH-
To30oocharHoro mytu. Takoii Mmpoliecc Ha3bIBaeTcsl NeHT030(ochaTHHIM HUKIOM.

IMporekanue meHTO30(0oc(haTHOrO LMKIA IO3BOJSIET KJIETKAM IPOAYLIMPOBATh
NADPH, HeoOXoauMBblii IJ1 CUHTE3a XXUPOB, He HaKaIUIMBasl IICHTO3bI.

NledekKT rnioko30-6-pochataernaporeHasbl B 3pUTPOLUTAX

HedepmeHraTuBHoe okucieHue remoriaoouHa (Fe2t) B merremoriooun (Fe3™)
MPUBOAUT K ONHOJIEKTPOHHOMY BOCCTAHOBJICHUIO KUCIOPOa U TOSIBICHUIO CyIIe-
pokcuna O?-, KOTOPBIA CIYKUT MPEaITeCTBEHHUKOM IPYTHX aKTUBHBIX POPM KHC-
Jopoaa: nepokcuaa sogopona H,O, n ruapoxcuibHoro pannkaia OH-. AKTHBHBIE
(hopMbI KHCIIOpOa SBISIOTCS CUABHEUITUMU OKUCTUTENSIMU U TTIOTOMY CITOCOOHBI
BBI3BIBATh Cepbe3HbIe MoBpexaeHus mojekya JHK, 6enkoB, HeHACHIILIEHHBIX JI1-
MUI0B.

B sputpouuTax, Kak 1 B 00JbIIMHCTBE KJIETOK, MPUCYTCTBYET TUOJI-COAEPXKAIIUI
TPUNENTUI—TIYTaTUOH (y-TJyTaMWI-LIMCTEHUUI-TJMIMH). BoccTaHoBieHHast (pop-
Ma riaytatuoHa (I'SH) comepxut SH-rpynny (puc. 8.40), KkoTopast MOXET CIyXKUThb
JIOHOPOM BJIEKTPOHOB B peakiiusix BocctaHoBieHust. [loxa aefictBueM pepMeHTa Iiny-
TaTUOHIIEPOKCUAA3bl BOCCTAHOBJCHHBIN TJYTaTMOH IIpeBpaliaeT MOJICKYTY MepoK-
cUlia BOJIOpo/ia B MOJIEKYJTY BOJIbI, & caM MepexoauT B okucaeHHoe coctosiHue (I'SST).
PereHepaliio BOCCTaHOBJIGHHOTO IJIyTaTMOHA OOecIeurBaeT IIyTaTMOHpEAyKTa3a,
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A HOOC*(EH*CHfCHfﬁf NH*(‘:Hfﬁf NH—CH,-COOH

NH, (¢} (‘ZHz (¢}
SH
y-Liyramar Iucrenn IV

b I
(OKHCIIEHHBIN) Y-Glu—Cys—Gly

NADPH + H* \ / [=S—S-T \ / 2H,0 | é

|

Lyrarion- ['myratnon- 2-Gla—Cys—Gly ?
penykrasa nepokcuiaza SH ¥-Glu—Cys—Gly

NADP+/\ 2I'-SH /\Hzoz I'-SH RES=SSIN l

(BOCCTaHOBJIEHHBIN)

Puc. 8.40. BoccTaHOBNeHue rnyTaTuoHa nog AecTBUEM rnyTaTtmoHpe-
AYyKTa3bl:
A — cTpoeHue myTaTuoHa: b — BOCCTaHOBMAEHME rMyTaTUOHA

HCIIOJIb3Ys B KauyecTBe AOHOpa Bomopoaa ruapupoBaHHbiii NADPH. /nsg sputpo-
LMTOB €IMHCTBEHHBIM HCTOYHUKOM nonydeHuss NADPH cnyxur nenrosodocdar-
HBI MyTb, IJ151 APYTUX TKAHEN CYILIECTBYET aJIbTePHATUBHbBIN CITIOCOO — TIpU ydyacTUu
NADH-3aBucuMoii MmajataeruaporeHasbl (MaanK-(QpepMeHT).

B3aumoneiicTBe BOCCTAHOBJAEHHOTO TIJIyTaTMOHA € IEPOKCUAOM BOAOPOIA B
SPUTPOLIMTAX MPeNOXpaHsIeT HUCTEMHOBbIE OCTATKU B TPOTOMEpPAX reMOrJI00MHA OT
okucieHus. [1pu reHeTudeckoM aedekTe II0K030-6-(ochaTtieruaporeHasbl KOH-
HeHTpauus BocctaHoBeHHOro kopepmenta NADPH ymeHbinaeTcs, B pe3yabTaTe
Yero pe3Ko CHUXXAeTCsl KOHIIEHTpallus BOCCTAHOBJIEHHOTO IJIyTaTUOHA, a B KJIETKe
COOTBETCTBEHHO yBEJIUUMBAETCS KOJIMUYECTBO aKTUBHBIX (DopM Kucjaopoaa. B atom
ciyyae okuciaeHue SH-rpynm MoJieKysa reMorjo0rMHa B 9pUTPOLIMTAX MPUBOAUT K
00pa30BaHUIO MEPEKPECTHBIX TUCYTbOUAHBIX CBSI3eH U arperallii MpoTOMEPOB Te-
MoryobuHa ¢ (popMupoBaHueM Tejl XaiHia (cM. pazaen 14). B mpucyTcTBUmM Tel
XaiiHla IIaCTUYHOCTh MeMOpaHbl HApYIIAeTCsl, M1 OHA TEPsIET CIIOCOOHOCTD K Je-
bopmatmu TIpy IPOXOXKIECHUH SPUTPOIIUTOB Yepe3 KaWJIISIPhl. DTO BBHI3BIBACT Ha-
pyllieHUe [eJTOCTHOCTH MEMOpPaHbI, YTO MPUBOJIUT K FeMOJIU3Y IPUTPOUUTOB. Psia ne-
KapCTBEHHbIEC BEIIECTB, HAIIpUMEp aHTUMAJSIPUMHBIN MpernapaT NpuMaxuH, CyJb-
(haHMIAMUIBI, TAKXKE CHUXAIOT CIIOCOOHOCTh 3PUTPOILIUTOB OOPOTHCS C AKTUBHBIMU
dopMaMu KMcCI0opoa.



Pazoen

OOMeH JUnuIoB

Jlunmuael — pazHooOpa3Hble MO XMMHUYECKOM CTPYKTYpe BelllecTBa, OObeANHEH-
HBIE B OIMH KJIACC M3-3a CXOACTBA (PM3UKO-XUMIUYECKIX CBOMCTB. Bee mpencraBuTe-
JIM 3TOTO KJ1acca — ruapodoOHbIe nin aMbuduiabHbIe (coaepxkalire THIpoduIbHbIe
U ruapoOOHbIE YIACTKM) COSIMHEHHS, BBIMOJHSIIOIIE pa3HOOOpa3Hbie (DYHKIIUU.

Tpuanunrauuepossl (TAI) 1 XKUpHBIE KUCTOTHI SIBASIIOTCS TOATOBPEMEHHBIMU
MMOCTAaBUIMKAMU SHEPTUHU [IJISI OpraHU3Ma.

Dochoanmuabl, IMTMKOTUTTUIL U X0IeCTepot oarogapst aMbubuIbHOCTA MO-
JIEKYJI y4aCTBYIOT B 00pa30BaHUU KIIETOYHBIX MEMOpPaH.

ITpousBoaHbIE MOJMHEHACHIIIEHHBIX XXKMPHBIX KUCAOT: MpOCTariaHAWHBbI,
TPOMOOKCaAHBI U IEKKOTPUEHBI, SIBJSIOTCS TKAHEBBIMY TOPMOHAMM, YYaCTBY-
IOIIMMU B PETYIsIIUU KOHIeHTpauuu HAM®, Ba3zo- 1 OpOHXOAUIATALIMN U
KOHCTPUKIIUM, CBEPThIBAHMU KPOBU, BOCTIAJIUTEIbHBIX U aJUIEPTUYECKUX Pe-
aKIUSIX.

XosecTeposl — He TOJbKO CTPYKTYPHBI KOMIIOHEHT MeMOpaH, HO U Mpelie-
CTBEHHUK CTEPOUIHBIX TOPMOHOB, XEIYHBIX KACJIOT U BUTaMUHA D).

9.1. CTpoeHue OCHOBHbIX JIMMMAOB OPraHM3Ma

Kupel i TAT npeactaBisitoT coboil C/IOXHBIE 3(PUPHI MIULIEpOia U BBICIIUX
KUPHBIX KUCIOT (puc. 9.1). ¥V denoBeka >XUpPHbIE KUCIOTbl UMEIOT YETHOE YMCIIO
VIJIEPOIHBIX aTOMOB. Cpean HUX pa3InJaroT:

HACBIIeHHbIe, O0Iast CTPYKTypa KOTOPBIX MOXET OBITh 3arrcaHa CIICIyIOIINM
obpazom: CH;-(CH,)n —COOH. Hymepauus aromos uaet ot COOH-rpynisl,
YIJIEPOIHBII aTOM, BXOASLIMI B KOHLIEBYIO CH;-IrpyriITy, Ha3bIBaIOT - YIJIEPOIHBIM
atoMoM. OCHOBHBIMU TIPEACTABUTEISIMU TOM TPYIIIbI SIBISIOTCS TAJIbMUTUHO-
Basg (C16:0), comepkaHue KOTOPOIi B XXupax dejoBeka cocrapisieT 23—30%, u
creapuHoBas (C18:0) kucaoTsl. 11t KpaTKOi# 3aIMCH XXMPHBIX KMCIOT OOBIYHO
BBOJAIT CIIEAYIOIINE CUMBOJIBI: Cn — YKCIIO YITIEPOIHBIX aTOMOB, Yepe3 TBOETO-
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4yye — YMCJI0 JBOMHbIX CBsI3eit, a B CKOOKaX ¢ Ae(hCOM A — HOMEPA YIJIePOIHBIX
aTOMOB, TIPU KOTOPBIX HAXOASITCSI JBOMHbBIC CBSI3U;
MOHOHEHACHIIEHHbIe: nTajapMuTooenHoBas (C16:1 (A9) u oneunopas C18:1

(A9) xucnotsl. B TAI yenoBeka coaepkaHue OJJEMHOBOM KUCJIOTHI COCTABISIET

20—-25%;

ITommHeHachIEeHHbIe (VT TTOJTMEHOBEIE) KUCIOTHI TIOUTH HE CHHTE3UPYIOTCS B
OpTaHU3Me W SIBJISTIOTCSI He3aMeHUMBIMH VJTV 3CCEHIIMATBbHBIMY TTHIICBEIMU
dakTopaMu. 3amUCh 3TUX KUCIOT OCYLIECTBIISIIOT IBOSIKMM CITOCOOOM, UCITO/b-
3ysl HyMepaluio OT m-aToMa C YKa3zaHUeM HoMepa aToMa, IIph KOTOPOM Ha-
XOIUTCS IBOMHAsS ¢BA3b, Wi oT COOH-TpynIel, KaK yKa3bIBaJIOCh BEIIIIE.

COBOKYMMHOCTh OCHOBHBIX 3CCEHITMATbHBIX BBICIINX KUPHBIX KUCIOT 0003HAa-

yaroT Kak sutamul F. K HuM otHOCSTCS:

— ymHoJieBas (o 6) kuciora — C18:2 (A9, 12), coaepkaHue KOTOPOil B Iu-
nuaax yejoBeka cocrapisieT 10—15%, XOTsI B TKaHSIX OHAa COBCEM HE CHH-
Te3UpyeTCs,;

— yuHoneHoBas (o 3) kuciaora — C18:3 (A9, 12, 15), criocoOHast CMUHTE3UPO-
BaThCsl B OPTaHU3Me KUBOTHBIX B OU€Hb MaJIbIX KOJIMYECTBAX;

— 3KO03amoJIMeHOBbIe KUCIOThI, BKJIJammue 20 yriaepoaHbIX aTOMOB.
OCHOBHOI TIpefcTaBUTeTh — apaxumoHoBas (o 6) kucmota — C20:4 (A5,
8, 11, 14), yacTUYHO CUHTE3UPYIOLLIASICSI B OPTaHU3ME U3 JIMHOJIEBOI KHC-
noTel. Ee comep:kaHne B cocTaBe JIMITUAIOB COCTABIISIET OKOJIO 8% OT KOJIN-
YeCcTBa BCEX XHMPHBIX KUCIOT 4YeloBeKa. B prIObeM KMpe, pacTUTETbHBIX
MacJjax BCTpedyaeTcs aiiKo3aneHTaeHoBas (® 3) KMCI0Ta ¢ MSIThIO TBOMHBI-
MU CBSI3SIMU.

TpranniIrmmieposasl SIBISIOTCS BRICOKOKOHILIGHTPUPOBAHHOKW (DOPMOIT 3HEPIHUu.
ITpu oxucnenuu 1 r xxupa BbuaesieTcs: 9,3 KKaji,uyTo MOYTHU B JIBa pas3a 0oJiblilie, YeM
MIpY OKKUCIIEHUM TaKOTO XK€ KOJMYecTBa 0enKoB mian yriaeBogoB. Yame Bcero TAI co-
JepKaT pa3Hble XKUPHbIE KUCTOTHI B 0L~ U 3- TTOJIOXKEHUSIX, cCaMasi HEHACBILIEHHAsT KUC-
JIOTa, Kak paBuJjI0, MPUCOEIMNHSIETCS B 3-1TOJI0XXEHUE MOJIEKYJIbl. B Ha3BaHUSX XXKUPOB
MepBOHAYAILHO MEPEUMCIISIOTCS XKUPHBIE KUCIOTHI ¢ 3aMEHOM OKOHYAHUS -aT Ha -1
¥ yKa3zaHueM crnupra — mmuepona. Hanpumep, TAI, BKTiouaronumii B o, ITOJI0XKEHU-
SIX TAJIbMUTUHOBYIO U CTEAPUHOBYIO KUCJIOThI, a B 3-TIOJIOXKEHUU OJIEMHOBYIO KHCJIOTY,
OyIeT Ha3bIBaThCSI MAIbMUATOMII-OJIEWI-CTEapOI TJIULIEPOJL.

Docho- 1 MTUKOTUIUIBI, X0JIECTEPOIT IBISTIOTCS OCHOBHBIMU KOMITOHEHTAMU MEM-
OpaH 1 X CTpOEeHKE OBUIO OITMCAaHO paHee B paszeie 4.

9.2. lNepeBapuBaHue nunupoB

CyTrouyHas MoTpeOHOCTh YejaoBeKa B kupax cocTtapisier 70—80 1, XoTs B Iuile-
BOM pallMOHe UX coiepxXaHue MoxeT kojedatbcs oT 80 no 130 r. Y B3pocibIx Jio-
Jieil pacliernieHue TMUIIEBbIX XWPOB HAUMHAETCSl B JIBEHAILIATUIIEPCTHON KUIIKE.
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Puc. 9.1. CTpoeHue 0OCHOBHbIX IMNUAO0B TKaHEel YeNoBeKa

O0s13aTe/IbHBIM YCIIOBMEM TepeBapuBaHUs SIBJISIETCS AMYJbIUPOBAHHE — CHIDKEHUE
IMOBEPXHOCTHOI'O HATSDKEHUSI Ha TpaHUIle paslelia Boma — KMP, TaK KaK XKUPbI TH-
IpodOoOHBI U coaepkaTcsl B KJIeTKaxX B BUIE 0e3BOMHBIX Kareab. OCHOBHYIO POJib B
5TOM MPOIECCe UTPAIOT KEIUHbIE KUCIOTHI, BXOASIIME B COCTaB Xeaun (puc. 9.2).
bynyun ampuduabHBIMUA MOJIEKYJIAMU, OHU OKPY:KAIOT KaIuTio XX1pa U CIIOCOOCTBY-
10T €€ IPOOJIEHUIO Ha MHOXKECTBO MEJIKUX KaresieK. TakuMm o0pa3oM MOJIEKYJIbI XKupa
CTAHOBSTCS JOCTYITHBIMU JIUISI IEUCTBUS JINIIA3, COAEPXKAIIMXCI B COKE TOIKETYI0U -
HOI XeJie3bl. B aMynbrupoBaHuM NUILEBOTO XXMpa IIOMUMO MULIEILI XKEJIUM, B COCTaB
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Puc. 9.2. CTtpoeHue Xen4YHbIX KUCJIOT

MmaopodunbHbIn y4acTok B Moniekynax 06padyioT —OH-rpynnbl B 3, 7 MONOXEHUSIX NOJULUKIN-
yeckom cTpykTypbl 1 COO-rpynna 60koBOro pagyvkana, a B KOHbIOrMpPOBaHHbIX MPOU3BOOHbIX —
BECb Y4aCTOK, Ha4MHas C KapOOHWLHOW rpynnbl 60KOBOro paavkana

KOTOPBIX BXOIST (hOCGHOIUMMMUABL: XKeJTYHbIE KUCIOThI: XOJECTEPOa B COOTHOILIEHUHN
1:12,5:2, yyactBytoT noHbl K*, Na*, conu BeIcIIMX XUPHBIX KucioT, CO,, bukap-
OOHATHI MAHKPEATUUYECKOTO COKA U MEePUCTATbTUKA KUIIIeUHUKA. 2KeJTYHbIe KUCIIOTHI,
CUHTE3WpOBaHHBIC B TTeYeHU, Ha 2/3 KOHBIOTUPOBAHEHI, T.€. 00pa3yioT ITPOM3BOIHEIC
C MOJIEKYJIaMU INIMLMHA U TaypuHA, YTO YCUIMBAET SMYJIbIUPYIOIIE CBOMCTBA STUX
COCIMHEHUIA.

B mpocBeTe KulleuHUKA TTPOMCXOINT aKTUBALMSI MAHKPEATHYECKO# JIMMA3bI 32 CUCT
MPUCOEANHEHMS K PepMEHTY OeJIKa-aKTUBATOPa KOJIUNA3bl, KOTOPHIA TOXKE CUHTE3UPY-
€TCS1 B TIOJIKEITYJOUHOM XKeJie3e U TTOCTYMNAaeT B KUILIEYHUK B COCTaBe MAHKPEATUYECKOTO
coka. O6pa3oBaHUe KOMITIEKCA JIUIa3bl U KOJIUITa3bl U3MEHSIET KOH(popMauio dep-
MEeHTa, aKTUBHUpYeT ero 1 cMemaeT pH meiictBus ¢ 9,0 1o 6,0. [TaHnkpeaTuyeckas aura-
32 — TUApOJa3a, OTILISIUISIONIAsi C BBICOKOW CKOPOCTBIO XKMPHBIE KUCIOTHI U3
O.-TIOJIOXKEHUI MOJIEKYJIBI, TIO3TOMY OCHOBHBIMU TpoayKTamu ruapoiusza TAD aBis-
I0TCSI MOHOALMITIIMLEPOIIbI (2-MAT) u skupHbIe KUCIOTHI (puc. 9.3).

B cocTtaBe coka TMOmKeayoOuHON KeJie3bl MPUCYTCTBYIOT U ApPYTHUe TUAPOJIA3HI,
YYaCTBYIOIIME B paCIeIUIEHUH JIUMUAOB MUIIU. DTO — X0JECTEPOIICTEPA3a, KATallk-
3upyolias pacuierieHue 3(pupoB XojiecTeposia A0 BBICIINX KUPHBIX KUCIIOT U CBO-
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0 > Kupusbie
[l KHCJIOTBI
(|? (|IH2—O—C—R1 2H,0 ﬁ (linOH
R2—C—O—(|IH ?I) AN = RZ—C—O—?H
CHz-0—C—R, [lmpeamiiccras CH;0H
Tpranmnraumnepos 2 — MoHOAIMITIIALIEPOIT

Puc. 9.3. MTmpponnsa TAl naHKpeaTU4eCKOon IMnason

OomHoOro xoJjecrepoja, 1 Haoop (ocdonunas, pacueruisiiomux Gochoaunuabl Ha
BBICIIIME XXUPHbIE KUCIIOTHI, TJIULEPOJI, OCTATOK (HhOChHOPHOI KUCIOTHI U a30TUCTOE
OCHOBaHME: XOJIUH, CepUH WIN 3TaHOoJaMuUH (puc. 9.4).

NepeBapuBanue TAI MONnoOKa y rpyaHbIX AeTen U geten MNagLuero
BO3pacTa

B coctaB TAI' Monoka BXOIST XKHUPHBIE KUCIOTHI C KOPOTKOM JUTMHOM 1LIeNH OT 4 10
12 yriepogHbIx aTOMOB. B ceKpeTopHBIX XKeJle3ax sI3bIKa U XKeJIyJKa CUHTe3UPYeTCs JI-
na3a, padotatoias rpu pH 7,0. OHa oTIIEIISIET B XKeAyaKe OCTaTOK OTHOM >KMPHOI
KUCJIOTHI U3 a-TtojoxeHust TAI' Mostoka. OcBoOOaMBIIASICS XKMPHAsI KICJIOTA BCaCchIBa-
eTcsl B >KeJIyAKe WIM KMIIeYHMKE, a auanuiarauiepo (JIAD) mocTynaer B KUILIEYHUK 1
MOJBEpraeTCs TUAPOIN3Y ITaHKpeaTnIecKo mnia3oii 1o MAI 1 X1UpHOiT KMCIOTHL.

9.3. BcacbiBaHMe NPOAYKTOB rMaponusa nUNUAOB

[1noxo pacTBOpMMbIE B BOJHON cpeie MPOAYKThbl TUAPOJIM3A JIMITUIOB: BHICIINE
XKUpHBIE KUCIOThI, 2-MAI, xonectepo, a Takxke ITOCTYIIMBIIME C MUIIEH XXKupopa-
cTBOopuMbIe BUuTaMUHBI A, 1, E, K BKJIt0UatoTcst B MULIEJIBI XKeTUM, 00pasysi CMelllaH-
Hble MuIeIbl. B Takoil ¢hpopMe OHM BCachIBAIOTCS KJIETKAMU CIM3UCTOI 000JI0YKHU
kuieyHuka. [Tpu BcacblBaHMU 3TOT CJAOXKHBINA HAAMOJEKYISIPHBIN KOMILJIEKC pacria-
naetcs. KemquHble KUCIOTHI ¢ TOKOM KPOBH TOCTYITAIOT B MEUYeHb, a OTTyIa yepes
>KEJTYHbIE MPOTOKM B XKETYHBIM My3bIpb U 3aTEM B COCTaBE MUIIE/LT XKeJIUYM CHOBA U3-
JIMBAIOTCSI B KUIIEYHUK. M3 KUIIeuHMKA OKOJIO 5% 3KEeTYHBIX KUCIIOT BHIBOIUTCS C
KajioM, a OCHOBHAsl Macca BcachIBaeTCsl, IUPKYJIUPYS U3 TIEYEHU B KETUHBIN MYy3bIPb,
KWIIEYHUK U CHOBA B TeYEHb. DTOT KPYrooOOPOT KEeTUYHBIX KUCIOT MTOJTyYMT Ha3Ba-
HUE 3HTEPOrenaTuYecKoil mupkyasauuu. [Totepu KeauHbIX KUCIOT B KUILIEYHUKE BOC-
TIOJTHSIIOTCS 32 CUeT CUHTe3a B IeYeHM U3 XoJiecTeposa. [uiiepos, Oyaydu BeIecTBOM
XOPOLIO paCTBOPUMBIM B BOJHBIX CPe/laX, BCAChIBAETCSI O€3 yJacTUSI XKeJTUH.

Hapyenus, BbI3BaHHbIE CHUKEHUEM TTOCTYTUICHUS TaHKPEaTUYECKOM JTUTa3bl
(mpu MaHKpeaTUuTe) WJIM XKeJIUU TPU HeJOCTaTOUHOM KeJ4eoO0pa3oBaHUU WJIM 3a-
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Puc. 9.4. Tmpponuns adpupos xonectepona n pochonunmnoos:
A. — maoponm3 apnpoB Xonectepona
B. — rugponns dochonunupa Ha npumepe dochaTuannxonmHa — neumTuHa

KyMOPKe XeJTYHBIX MPOTOKOB ((KeTYHOKaMeHHast 00JIe3Hb), CHIKAIOT CKOPOCTD TH-
IPOJIM3a JIUTTUIOB U COMPOBOXKIAIOTCS cTeaTopeeii — MOSIBICHUEM HepacllerieH-
HBIX XHPOB B cocTaBe dekanuit. [1py 3ToM CHIXaeTCsT BcachiBaHUE TTOJIUEHOBBIX
SKUPHBIX KUCJIOT U XMPOPACTBOPUMBIX BUTaMUHOB: A, I, E, K, 4To mpuBoaut K
Pa3BUTUIO TUTTOBUTAMUHO30B.

9.4. PecuHTe3 3K30reHHbIx TAl B KneTkax CAU3UCTOM
KULEYHUKA U X TPAHCNOPT NO KPOBU

M3 npoiyKTOB THAPOJIN3a XKUPOB B KJIETKAX CAU3UCTON KUILIEYHUKA UJIET CUHTE3
TAT. TlpeaBaputelbHO XUPHbIE KUCAOTHI aKTUBUPYIOTCS MPU ydyacTuu amui-KoA-
CHHTeTAa3, crieU(UYHBIX K ITTUHE YITIeBOAOPOJHOTO paaukaia. CyliecTByeT TpU BUaa
(bepMEeHTOB: OIMH aKTUBUPYET >KMpPHbIE KMCJIOTHI, BKJIIOYalole 2—3 yrjiepoaHbIX
aToMa, Ipyrou crieliu@uyeH K XXUPHbIM KUCJIOTaM CO CpeAHel NMHoM 1enu B 4—12
YIJIEPOJHBIX aTOMOB, a TpeTUii TipeBpallaeT B alui-KoA JIMHHOLENOUEYHbIE XKUP-
HbIE KMCJIOThI, cocTosIIIMe U3 12—24 yriaepoaHbIX aTOMOB.
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Puc. 9.5. PecunTtes TAT B KNleTKax CIM3NCTON KULLEYHUKA

Amni-KoA-cunrerasa
R-COOH + HS-KoA + AT® R-CO~ S-KoA + AM®+H,P,0,

Jlanee akTUBUpPOBAHHBIE XXUPHBIE KUCIOThI gocTpauBaioT 2-MAI no TAI mpu
yyacTuu (pepMEHTOB — TpaHcauuias uiv amuarpaicgepas (puc. 9.5).

Tunpodo6Hbie TAT BKIIOUAIOTCS B BOJAOPACTBOPUMbBIE HAIMOJIEKYJISIPHbIE KOM-
TJIEKCHl — XWJIOMHKPOHBI (prc. 9.6), TipeacTapisitone co00il OMUH U3 BUIOB JIUIIO-
MPOTEUHOB, 00ECNEUYMBAIOIINX TPAHCIIOPT XUPOB 10 KpoBU. OHU SBIISIIOTCS cpepu-
YEeCKMMM YacTULIaMM, BHYTPEHHEE COIEPXKUMMOE KOTOphiX 00pa3yloT TAI u acdupsl
X0JIeCTEpoJia, a Hapy>KHYI0 000J104KY — (pOoChOIUIUIBI, XOJIECTEPOI U OCIKU: UHTE-

Puc. 9.6. CtpoeHue nMnonpoTenHoB.

A0po YyacTuupbl NpeacTaBaeHo HenonspHbiMy annugamu: TAI n adupamm
xonecteposa. AXc — adupsbl xonecrtepona
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rpajibHble (MpoHu3bIBaIIMe PochOIUNMUIHBIN Cc10iT) U nepudepruyeckue (B3auMo-
JNEHCTBYIOIIUE C HAPYKHBIM CJIOEM MEMOPAaHbI).

B cocraBe xuomMukpoHoB (XM) 3K30reHHbIE KMPHI Yepe3 TUMMaTUIeCKylo Cu-
cTeMy IIOCTYIIalOT B KPOBOTOK, Ile IMoMuMO XM, OCHOBHOU TpaHCIOPTHOI (DOPMBI
5K30T€HHOTO XUPa, MPUCYTCTBYIOT U APYrUe JUIMONPOTeuHsbI (Tadu. 9.1). Tak:

JINTIONIPOTENHBI OueHb HU3KOM T1oTHOCTH (JITTIOHIT) TpaHCOpTUPYIOT CUHTE3U -
pOBaHHbIE B ITEYEHU SHIOTEHHbBIE KUPbI U XOJIECTEPOIT;

JIMTIONPOTEUHBI MpoMexyTouHolt miotHocTy (JITIITIT) o6pasyrorcsa uz JITTOHITI
nox neiictBueMm JIIT-numnassl, pacmofioXKeHHONH Ha CTEHKaX COCYIOB, U SIBJSIOTCS
npenmecrBeHHuKamu JITTHIT;

JmnonpoTenHbl HU3kou miotHocTu (JITTHIT) nmepeHOCAT XomecTepon K TKaHSIM.
JlunonpoTtenHsl Boicokoit iotHocTu (JITIBIT) obecneurBaloT mocTtaBKy O€IKOB Ha
JIpyrue JUIOMPOTENHBI U MIEPEHOC X0JIecTepoJia OT TKaHel B IeUeHb.

Tabauya 9.1
CocTaB 0CHOBHBIX JIMTIONPOTEMHOB KPOBH YeJ0OBeKa
?é‘;‘c‘;gg‘f;j‘;‘“ ng;’i‘f JITIOHTT ST NTHIT JITBII
TAT 85 55 26 7 3
benku 2 10 11 22 50
Dochomnmumsl 3 18 23 21 27
Xonaecrepoa (Xc) 2 7 8 8 4
BDdupsl Xc 3 10 30 42 10

B xpoBeHocHoM pyciie XM koHTakTupytot ¢ JITIBIT u Mexxay HUMM TTPOMCXOIUT
00MeH MeMOpaHHBIMU OeJIKaMu — anoJmnonporenHamu. XM nosrydaroT ot JITIBIT Ao
C,; 1 Ano E, a xunomukpons! otnaior Ha JIIIBIT Ano Al. IToryuns Ano C;; u Anio E ,
XM u3 He3pesioit HopMbl MpeBpallialoTcsl B 3peible YaCTHIIbI, TAK KaK 9T OeJKu 0be-
CrieynBaloT JanbHedmmii meradonnsm XM. Ano C;; — akrusatop JIIT-nmumnassl, dep-
MEHTA, JJOKAJIM30BaHHOTO Ha 3HIoTesnn cocynoB. C momomisio Ao C; XM cBs3biBa-
1otcs ¢ JITT-nmumasoit, KkoTopast TMIpoAn3yeT Haxonasmuecss BHyTpyu dactuil TAIT Ha
TIULEPOJ U Boicine kupHble KUCIoThl (B2KK). XM Ha 85—90 % cocrosit u3 TAT, no-
3TOMY, Tepsisl XKUPbI, OHU MpeBpailiaroTcs B octarounbie XM. IlociieqHue Bo3BpalliatoT
AnoC,; Ha JITIBII u ynansoTes u3 KpoBoToKa ¢ momolsio Ano E. Penienropsl kiteTok
MEYEHU CBSI3bIBAIOTCS C OTUM OEJIKOM U TOTIJIOIIAI0T YaCTULIbI IO MEXaHWU3MY DHIOLIM-
To3a (puc. 9.7). B ki1eTkax rne4yeHu 3HA0COMbI CIMBAIOTCS C TM30COMaMU, U COAECPKH-
MOE OCTATOYHBIX XUJIOMUKPOHOB THAPOJUIYIOT JIU30COMaTbHbIe (hepMeHThI. OOpasy-
IOIIMECS TTPOIYKThI UCTIOJb3YIOTCS 1711 BHYTPEHHUX HY>KJ OpraHa.
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Puc. 9.7. MeTtab0211M3M XUJIOMUKPOHOB

9.5. JHAOreHHbIN CMHTE3 XXUPOB B NepUOA NULLEeBapPeHUsA

B aGcopOTHBHBIN TepuoJ WIM Mepuoj MUIeBapeHUsl YacTb SHEPTrOHOCUTENIEH,
TaKMX, KaK TJII0KO03a U XUPHbIe KUCJIOTHI, 3anacatotcs B Buae TAIT B cneuuannzupo-
BaHHBIX KJIETKAX XXMPOBOI TKAHN — agumnouuTax. B aToT nmepuona B KpoBU MOBHIIIACT-
Cs KOHLIEHTPALMS TJIIOKO3bl M YBEJIUYMBACTCS MHCYJIMH/TIIOKArOHOBBI WHIEKC.
Mucynun unayuupyetr cuHte3 JITT-1uma3sl U ycKOpSeT MOCTYIUIEHUE 9K30T€HHbBIX
BBICIIIMX XXUPHBIX KUCJIOT B aAUTIOLIUTHI, TJI€ OHU UCTIOIB3YIOTCS Ha cuHTe3 TATL

VYrunuszaius rjioKo3bl MeYeHblo, MbIIIIAMU U XUPOBOW TKAHbIO aKTUBUPYETCS
WHCYJIMHOM, TaK KaK OH CTUMYJIMPYeT BKIIOUYeHUE NEPEHOCYMKOB I1ioko3bl [JIHOT-4
B MeMOpaHBbI XKMPOBOI1 1 MBIILIEUHOM TKaHEH ¥ TaKMM 00pa3oM jejIaeT UX IIpOHUIIae-
MbIMU JIJIS1 [JIIOKO3BI.

B nedyeHu ropMOH UHAYLIMPYET CUHTE3 MIIOKOKMHAa3bl, (HochodpyKTOKMHAZHI U
MUPYBATKUHA3bI, KOTOPBIE YACTh [JIIOKO3bI, HE UCITOJb30BAHHON HAa CUHTE3 IJIMKOTe-
Ha, OKMCJIFIOT B renaroluTax 0 nupyBara B rpoliecce adpooHoro mivkosausa. I1po-
1IECC YCKOPSIETCS HE TOJIBKO 32 CUET YBEJIMYEHUS] KOJMUYECTBA 3TUX (PEPMEHTOB, HO U
Osiaromapsi TOMy, YTO MHCYJIMH, aKTUBUPYS crielinduueckyto dochonporenHdocda-
ta3y, nepesoaut bU®-depMeHT 1 upyBaTKMHA3Y B AedocdopunupoBaHHyo (pop-
My. B aTuX ycroBusix yckopsieTcst cuHTe3 PpyKT030-2,6-hocdara — MOIIHOTO aKTH-
BaTopa hocodpyKTOKMHA3BI U TMpyBaTa U3 pocchoeHoanpyBaTa (CM. pasaei §).

CuHTE3 BbICWINUX HKUPHBIX KUCNOT

[MupyBaT U3 LIUTO30J151 TPAHCTIOPTUPYETCSI B MUTOXOHIPUH, TA€ YaCTUYHO MOJABEP-
raeTcs OKMCIUTeNbHOMY AeKapookcuaupoBaHuio ITJIK komiuiekcoMm ¢ oOpazoBaHUeM
anetuin-KoA, n kapObokcuampyeTcs: mupyBaTKapOOKCHIa3oll ¢ o0pa3oBaHUEM OKca-
JroarieTara.

O6a npoayKTa B peakiiuu, KataiusupyeMmoii pepmentom LITK — uurparcuHTazoi,
MpeBpalllaloTcsl B IUTPAT U ¢ TIOMOIIbIO COOTBETCTBYIOILIECH TpaHCIOKa3bl TOKUAAIOT
MuToxoHApuu (puc. 9.8). Yreuka nurpaTa B LIMTO30JIb OOBSICHSIETCS] TEM, YTO B a0-
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COPOTUBHBII MEPUOA B MUTOXOHJPHUSIX 00pa3yioTcs Oojbline KoaudectBa ATD u
NADH, xotopsie, SIBISISICh a/UIOCTEPUYSCKUMHA UHTMOUTOPAMU U30LUTPaTASCTUAPO-
T€Ha3bl M OL-KETOIIyTapaTACIUAPOreHa3HOrO KOMILIEKCa, CHIXKAIOT UCIOJIb30BaHUE
LMTpaTa B IUTPATHOM LIMKJIE.

Puc. 9.8. O6pa3oBaHue U3 mioko3bl aueTun-KoA — cy6eTpata cuHtesa BXKK:
@ — WHAYKUMSA GEPMEHTOB NHCYJIHOM

B nuTo3ose uuTpat pacnagaeTcs Ha okcajoaleraT u aueTtui-KoA mpu yyactum
¢epmeHTa nuTpaTIMa3bl. AlleTiii- KoA BoBIeKaeTCs B CUHTE3 BBICIIMX XXMPHBIX KUC-
JIOT, a OKcajioaleTaT Mo JeiCTBMEM IUTOMJIA3MATHYECKOH MaJIaTIeruaporeHasbl BOC-
CTaHaBJIMBAETCs B MaJlaT, KOTOPbIi TUOO ¢ MOMOIIBIO COOTBETCTBYIOIIEN TpaHCIOKa-
3bl BO3BpalllaeTcsi B MUTOXOHAPUHU, JIMOO ¢ TMOMOUIbIO MaluK-(hepMeHTa
MoJBepraeTcsl OKMCICHUIO U 1eKapOOKCUIMPOBAHUIO ¢ 00pa3oBaHUEM MUpyBaTa U
NADPH-goHopa Bomopoaa B peaklisiX BOcCTaHOBIeHUS npu cuHTe3e B2XKK.

WHCyIMH MHAynMpyeT CUHTE3 HUTPAaTIMa3sl M Maauk-(pepmenta. Peakiusi, kataiu-
3upyemasl HUTPATINAa30il, UIET ¢ 3aTpaToil MojeKysbl AT®D, sHeprust KOTOpoii 3aTpa-
YrBaeTCs Ha 00pa3oBaHME MaKpOIPIMUeCKOW CBSI3W MEXIy OCTaTKOM aleTuiaa U
HS-KoA (puc. 9.9).

OCHOBHYIO peryisaTopHyio peaknuio cuHrte3a BXKK katanmsupyeT OMOTHH-
conepxaiuit pepmeHT — anetun-KoA-kapdokcuiasa, B xone KoTopoit anetui-KoA
npespaiiaercs B MaioHWI- KoA (puc. 9.10).

bnaronaps kioueBoMy IOJIOKEHUIO 3TOM peakiuu B cuHTe3e BXKK akTuBHOCTD
aretui- KoA-kapOoKkcuiiazbl MOXET U3MEHSIThCS B IIMPOKUX TMpeesiax MyTeM:

— accolMaIMy U JUCCOUUAIMM MPOTOMepoB. LluTpaT cTuMynupyeT accolualuio u
MOBBIIIAET aKTUBHOCTb (DEPMEHTA, a yBeIMYEHUE KOHIIEHTpaluu auui- KoA yckopsi-
€T AUCCOLMALIMIO TPOTOMEPOB U CHUXKAET aKTUBHOCTh (hEPMEHTA;
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100!
tl AT® AJI® + Pi 1-----=- 1 COO
L2 | HS-KoA L feo
Ho—$—c00' \ > CH3;C~+S—KoA + [
AT®-nurparinasa frmmes ! CH,
CH, P Aneruin-KoA | _
éOO' o0
L{utpar Okcanoarerat
Puc. 9.9. Peakums, kKatanusavpyemMasi LMTpaT/inason
ﬂ) CO; AT® AJD +Pi (l)l
A CH3—C~ SKoA A » CH,—C~SKoA
Anerni-KoA Kodepment-onornn COO"

Anernin-KoA kapbokcunaza

Manonunn-KoA

Puc. 9.10. CuHTte3 manoHun-KoA v ero perynauvs:

A — cnHTe3 manoHun-KoA;

B — accouvauus n guccoumaums NpoToMepoB aueTui-KoA-kapbokcunassi;
B — dochopunnposanme n pedochopunmposaHne depmeHTa
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— (ochopumposanus u nedochopumupoBanusa. UHcyauH ctumyaupyet aedocdo-
PUJIMPOBAHME U TTOBBIILIAET aKTUBHOCTD (hepMEHTa, a TJIIOKAroH U agpeHaluH — ¢hoc-
(hopunmpoBaHue 1 €ro MHAKTUBALIUIO.

— MHIYKIMHA CHHTE3a HOBBIX MOJIEKYJI hepMeHTA 1O/ BIMSIHUEM UHCYJIMHA.

WMHCymMH MHAYHUPYET TaKKe CUHTE3 TOJM(YHKIMOHAIBHOTO (pepMeHTa — Najb-
MHUTHJICHMHTA3bI, VIV CUHTA3bI BBICHIMX KUPHBIX KUCJIOT. CeMb aKTUBHBIX LIEHTPOB 3TOTO
(bepMeHTa CMOCOOHBI KaTAIM3UPOBATD PsiJl MOCIeA0BaTeIbHBIX peaklinii. [Tpoiiecc Ho-
CUT UMKJIMYECKUI XapaKTep, B XOA€ KaxKI0Tro LIMKJIa MTPOUCXOIUT YIJIMHEHUE XXUPHOM
KUCJIOThI Ha JBa YIJIepOAHbIX aroMa. [TpoMexXyTouHble TTPOAYKThI CUHTE3a OCTAIOTCS
CBSI3aHHBIMU € (DEPMEHTOM BILIOTh 10 00pa30BaHUs MAJIbMUTUHOBOM KUCJIOTHI.

DepMEeHT COCTOUT M3 JIBYX WAEHTUUYHBIX IMPOTOMEPOB, Ha KaXIOM M3 KOTOPBIX
UMEIOTC ABe GYHKIMOHAIBHO aKTUBHBIE —S H-TpyImbl: omHA MPUHAIIEXKUT OCTATKY
uucrenHa — S, H, a npyras — 4-docdonanterenHrunostanosamuuy — P —S,H (puc.
9.11), KOTOpBI COOEPXKUT NTPOU3BOIHOE BUTAMUHA By — MaHTOTEHOBOI KUCIOTHI U
MPUCOEANHEH K paguKajy CepruHa B cOcTaBe (hepMEeHTa.

dochonanteTenH C=0

TuosTaHOIAMHH CH,

Manonun-KoA

Puc. 9.11. CtpoeHune pochonaHTeTEeNHTUOITaHOSIAMUHA
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[Tpouiecc HauMHaeTcs ¢ MepeHoca aleTUIBHOIo ocTatka oT aueTuia-KoA Ha H S,-
rpynmny (pepMeHTa Ipu y4aCTUM aKTUBHOTO LIEHTpa, 00J1a1ato11ero aleTuiaTpaHcdepas-
HOI akKTMBHOCTBHIO (puc. 9.12). 3aTeM LIEHTp ¢ aKTUBHOCTbIO MaJIOHUJITpaHc(epasbl
MIPUCOEINHAET OCTATOK MAJTOHMIIA OT MaJloHWI-KoA K H S, -rpyrrie Toro xe nmpotome-
pa (peakuus 1). B peakiium 3 Kataau3upyeMoil KeTOAlMJICMHTAa3HbIM LIEHTPOM alle-
TWIbHBIIA OCTaTOK MepedpachiBacTCsl Ha MaJOHWIbHBINA octaToK Ha Mecto —COOH-
TPYyNMBl , KOTOpas BBITECHsETCS U3 Moisiekyael B Buae CO,. Obpasyercd mnepBblil
MIPOMEXYTOUHBII MPOOYKT cuHTe3a — aueroaueTwi-E (E — depmeHT), cBsI3aHHBIN C
S,-rpynmoii hepmMeHTa THOI(PUPHON CBA3BIO.

Cunrasa
BBICIIHX KHPHBIX KHCJI0T

NADPH + H*
*»
Co2 NADP*

SH ‘”CH3 § ‘”CHq ‘ "’cx—h
ﬂ SH COO° (‘::0
/ : ,
CHz—C~ SKoA -~ : CH; L .
Auernn-KoA  CO, AT® AJI® +Pi Q 12
N A CH—C 22 SKoA =o
Buorun N CH
Auerna-KoA-kapGokenaasa ceY e [ 2
Mamonna-KoA HC‘OH
ﬂaJ‘lel‘lTaT (Ci) \\.. OCH;
: NADPH l\>H20
2 NADP* 2 NADPH o, NADP* 4+ H*
o 00 () © @ ) @
§z SiH % SH $ SiB % SiH
‘7 ¢=0 ¢ ¢=0  ¢=0 c=0
|
i CHe f CHy  CHy CH
I
CHa ¢=0 CHa GH> ¢H
‘CHZ ‘CHz 03CH3 OCH;  “CH,4 OCH;
CH, CH,
OCH;4 mCH3

Puc. 9.12. CuHtes naJioMMTUHOBOM KUCJOTbI.
KVpHbIE KUCNOTbI MOTYT CUHTE3UPOBATLCH OOHOBPEMEHHO Ha 060MX CyObeamHMLax GepMeH-
Ta, HO Ha CXemMe npencrtasJieH rnpouecc, I'IpOTeKaIOLIJ,VWI Ha O,EI,HOI7I N3 HUX

[Mocnenyrolre peakiiuy HAaMpaBIeHbl HA BOCCTAHOBJCHUE [3-KETOTPYIIIbI U Mpe-
BpallleHue octaTka aueroaueTua-E B Oyrupun-E. [1pu 3Tom cyOcTpat, KOBaJIeHTHO
CBSI3aHHbIH ¢ HEePMEHTOM, C TOMOLIbIO (hOCHOMAHTETEUHTUOITAHOIAMUHOBOM «PYKU»
repemMelaeTcsl U3 OJHOr0 aKTHBHOTO LIEHTpa B APYroi, rie MmojaBepraercsi COOTBET-
CTBYIOIIMM TIpeBpaleHusIM. Ha cTanusix BocCTaHOBIEHUS 3aTpauyrBaeTCs 2 MOJICKYJIbI
NADPH + H*, koTopble OpraHu3M MoJiy4yaeT YaCTUYHO U3 MeHT030¢oc(haTHOrO MyTH,
YaCTMYHO 3a cYeT paboThl MaluK-(pepmeHTa. O0ecrieueHHOCTh KoPepMeHTaMu J10-
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cTUraeTcsl 6aronapsi TOMy, YTo B aOCOPOTUBHbIN MEPUOA MHCYJIUH UHAYLIUPYET CUH-
Te3 MaJMK-(pepMeHTa U IIII0K030-6-pocdaT aernaporeHassl — nepsoro NADPH-
o0Opa3sytoliero pepMeHTa OKUCIUTENbHOM (ha3bl MeHT030(oc(haTHOTO MyTH.

KoHeuHbIi MpoayKT MepBOro LMKIIa cuHTe3a OyTupui-E, cBI3aHHBIN TMO3()HpPHOI
CBA3bIO C S, rpynmnoit ¢pepmenTa, nepemeraerca Ha H S,-rpymmy, a K ocBoOOAMBLIENCS

P —S,H-rpynne npucoeaMHNUTCA HOBBIH OCTaTOK MaJIOHUJIAa ¥ HAUMHAETCS CIEYI0-
IIMIA [IUKJI CUHTE3a, B X0/Ie KOTOPOr0 OCTAaTOK OyTUpPMJIA YAJIUHSIETCS ellle Ha 2 yriie-
POOHBIX aTOMa C O0pa3oBaHMEM IIECTUYIVIEPOJHON KHUCIOTHL. B pesynbrate cemu
000pPOTOB LIMKJIA ITOJTy4aeTCs MaIbMUTWI-E, KOTOPBIi TMAPOIUTAYECKU OTIIEIUISIeT-
Cs1 OT MAJILMUTWICUHTA3EI IIPU YYACTUM NAJTbMUTH/IEAINIA3bI.

[TasbMUTAT — OCHOBHOU MPOAYKT JAaHHOTO (hepMEHTA, XOTSI B HEOOIbILIMX KOJIUYE-
CTBaxX MOTYT CMHTE3UPOBAThCS KUPHbIE KUCIOTHI ¢ 00JIee KOPOTKON YIJIeBOAOPOIHOM
nenbto. CymMmmapHOe ypaBHEHME CMHTE3a MajJbMUTaTa MOXHO 3arucaTh CASAYIOIIUM
obpaszoM:

CH,;CO~SKoA + 7 HOOCCH,CO~SKoA + 14(NADPH+H*)— C,;H;,COOH
+ 7CO, + 8HSKoA + 14NADP* + 6H,0.

CMHTE3 XXUPHBIX KUCNOT C 6onbLuem yem C,q, YUCNIOM YrepoAHbIX aTOMOB

ZKypHBIe KUCTTOTHI ¢ YUCIIOM YIJIEPOTHBIX aTOMOB OO0JIbIIIE, YeM 16, CHHTE3HPYIOT-
Csl B 9HAO0IUIAa3MaTUYECKOM PETUKYJIYyME aHAJIOTUYHO TOMY, KaK 3TO MPOUCXOJUT Ha
najibMUTWICMHTa3e. OJHAKO KaXAylo CTaauio Mpollecca KaTaau3upylT OTAe/IbHbIE
(bepMeHTBI. YIUIMHEHUE LIeNr MTPOMCXOIUT C MOMOIIbI0 MaJloHUI-KOA, a B peakiusx
BoccTaHoBJIeHUs uctoib3dyercss NADPH + H™.

O06pa3oBaHNE HEHACBHIIEHHBIX JKUPHBIX KHCJIOT — TaJbMUTOOJIEUHOBOI U OJICUHO-
BOI KHUCJIOT — MPOUCXOAUT HA MEMOpaHe SHAOIIa3MaTUYECKOTo peTukyiayma (DP),
ABoiHbIE CBA3U MeXNY Cy U C|; BOBHUKAIOT 3a CYET PAOOTHI OKCHIeHa3bl JKMPHBIX KHC-
JIOT, KOTOpas TpeOyeT 11 cBoeit padboTel yyactusa O, u NADPH.

CuHTE3 TpMALUArNMLEpPONoB

[Iporecc naet B TeueHre 4 — 5 9acoOB ITOCTIE MpYeMa TTAIIN B TIEYSHH U KUPOBOI
TKaHU C MCIOJb30BaHUEM 3K30TeHHBIX U 3HAoreHHbIXx BXKK, a Takxke rnuieposa,
noctynusiiero B cocraBe TAIT nuinu wim oGpasyrolierocsi U3 AMruapoKcualeToH-
docdara (JJAD) — ogHOro U3 NPOAYKTOB KaTaboM3Ma TII0KO3bl. B meuenu u agu-
nouutax JJAD BoccTaHaBiIMBaeTCs KMuepoJ-3-docdaraeruaporenasoii 10 riuie-
poia-3-docdata (puc. 9.13).

CBoOogHbI TnLepos docdopmwimpyercd ¢ nomMoubio AT® B runepos-3-
(ocdar ToBKO B IEUeHU, KUIIIEYHUKE W TTOYKaX, MTOCKOJbKY TOJIbKO B 3TUX OpraHax
umeercs (pepMeHT IMIepoJKuHasa (puc. 9.14).

Hanee raunepon-3-gocdar B3aMMOAEHCTBYET C aKTUBUPOBAHHBIMU (opMaMu
BXK — annn-KoA ¢ o6pazoBanueM ochaTumHONi KMCIOTH, KOTOPask UCIIOIb3YyeT-
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H2(|J—OH H2C|—OH
C=0 + NADH + H* > HO—C—H + NAD*
| [Cnunepon-3-docdar- I
H,C—OPO3H, Jeruaporenasa H,C—OPO3H,
JuruapokcuaneTos- I'munepon-3-dpocdar
docoar (JJAD)

Puc. 9.13. O6pa3oBaHue muuepon-3-poccdarta us JAD

H,C—OH H,C—OH

HO— éH + AT® [ nueponkunasa - HO— (le +ALD
H,C—OH H2C|—OPO32'
[numepon I'munepon-3-docdar

Puc. 9.14. ®ocodopunupoBaHue rmuvuepona NnuueposiKMHa30M nevyeHu

cg Ha cuHte3 TAI u obpazoBanue dochonunuaos (puc. 9.15). [Ipuuem, ecnu Bce
KJIETKH, 32 UCKJIIOUEHWEM 3PUTPOLIUTOB, CIIOCOOHBI CUHTE3UPOBAaTh (DOCHOTUMUIBI,
To cuHTe3 TAI mpoTekaeT riiaBHbIM 00pa30M B MeUEHU, KUPOBOM TKaHU, JaKTUPYIO-
e MOJIOYHOM Xeje3e U KUIICUHUKE.

B neuenu TAT ynakosbiBatoTcst B JITTIOHIT u nmoctynatotr B KpOBOTOK, a B KUPO-
BOIi TKaHU JIETIOHUPYIOTCS B BUIe Kamnesek xxupa. B kposu JITTOHII mogo06Ho xumo-
MHUKpoHaM KoHTakTUpyIoT ¢ JITIBIT, mony4atot ot Hux 6enkn AnoCy; u Ano E u ripe-
BpallamTcs U3 He3penoit ¢popMbl B 3penylto. 3penbie JITTOHIT B3aumoneiicTBYIOT ¢
JITT-nunasoit, koropas ruapoausyer B Hux TAI' mo mmiepona u BXKK (puc. 9.16).
JITTOHII, Tepsist TAI, caagana npespamatorcs B JITIIIII, a 3atem B JITTHII, ocHOB-
HBIM KOMITOHEHTOM KOTOPBIX SIBJISIIOTCS 3UPHI XojiecTeposa (DXc).

B aGcopOTUBHBIN Mepuon MHCYJIMH MHAYLUPYET B aauronuTtax cuHreld JII-1u-
ra3bl U TAKUM 00pa3oM yBEJIMUYMBAET MTOTOK 3HI0- U 3K30reHHbIX B2XKK B XupoByio
TKaHb Ut cuHTte3a TATL

B kpoBu npu reHeTnueckux Aedekrax B cTpyKrype JII1-1umnassl uin akTuBaTopa
aroro ¢pepmeHTa — Ano C;; Beicokoe copepxxanre XM n JITTOHTT moxeT coxpaHaTb-
Csl B TeUeHUE IJIUTEbHOTO BpeMEHMU, TOTIa KaK B HOpMe UX KOHLEHTpaIlMs CHUXKaeT-
cg BaBoe 3a 0,5—2,5 yaca nocJe IMosBJIEHUSI B KPOBU. Y TaKMX MallMEHTOB CHIBOPOTKA
KPOBU MPU CTOSIHUM B XOJIOAWJbHUKE B TE€YEHUE HOUYM pacciauBaeTcsi, oopa3ysl Ha
MOBEPXHOCTU MPOOUPKU CJIOK XKupa.

CojepxxaHue pa3HbIX JIUIIOMPOTEUHOB B CBIBOPOTKE KPOBU OLIEHUBAIOT C TOMOILIbIO
afieKTpodopesa B mojaruakpuiaMuaHoM reyie. Yepes 4—5 yacoB mociie mpuemMa nmuiiy Ha
JIMNUAOrpaMmMe OOHaPYKMBAIOTCSl BCE BUbI JUMOMPOTEMHOB, a MOCJI€ HOYHOTO ToJI0-
JaHWsT — TOJIBKO TOJTOXUBYIHeE (t, , = 5—7 cyrok) JITHIT u JITIBII (puc. 9.17).
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Puc. 9.15. CunTtes B neyeHu TAI nu pochonunupos

9.6. O>kupeHue

Cpenu 9eroBeYeCKOM MOMYJISAINN OXUPEeHNe MPeACTaBIsIeT co00it Hamboee Ja-
cToe oTKJIoHeHUe B ooMeHe TAT. DTy maTosoruio 1MarHocuMpyoT Y MalueHTOB, Mac-
ca KoTophix Ha 20% w1 Gostee mipeBbIIIaeT HopMy. OCHOBHBIMH TTPUYMHAMU OXKUPEHUS
SIBJISTIOTCSI:

— reHeTndeckue pakropsl (80% ciydaes);

— YpOBeHb (PU3NYECKOI aKTUBHOCTH;

— KOJIMYECTBO MOTPEOIIIEMOI ITUIITH;

— DHIOKPUHHBIC HAPYIICHHUS.

K reHeTuueckuM (pakTopam OTHOCSIT:



Paszden 9. 06MeH NUNUA0B 217

Puc. 9.16. Cyab6a TAI xunomukpoHoe. u JIMOHIN:
A — nHTerpanbHbie 6enku JINMBIM — AnoA

claboe (YHKIIMOHUPOBaHUE OECITOE3HbIX 1IIMKIOB, B KOTOPHIX UMEET MECTO
OJIHOBpEMEHHOEe TTPOTeKaHUe PeaklUil IIMKOJIMU3a U TJI0OKOHeoreHes3a, 0J1aro-
Iapsl 4yeMy MPOMCXOAUT HelleJieBoe pacxogoBaHue sHepruu AT® (puc. 9.18).
B pesynbrare ocyliecTBiasieTcst coepekeHue 1 MperuMyIlIecTBEHHOE TeMOHUPO-
BaHME SHEPrOHOCUTEICH, MPeXIe BCETro K1UPOB;

MPOYHOE COMNPSKEHUE AbIXaHUSI U OKUCIUTEIbHOTO (hochOpUIUpPOBaAHMSI, OHO
MPEISITCTBYET OECIIOe3HOI TpaTe SHEPIrUM U coxpaHseT KoagduuueHT P/O
Ha BBICOKOM YPOBHE

BBICOKY10 3(pdeKkTuBHOCTL paboThl Na+/K+ AT®a3bl, Ha 10JI10 KOTOPOIi IMpU-
xonutcest 10 30% moTpebisieMoil KIIeTKOM SHEPIUM, 3TO 00eCIIeYBacT 9KOHOM-
Hoe ucrojib3oBaHue AT@;
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Puc. 9.17. Jlunuporpammbl CbIBOPOTKN KPOBU:
A — yepes 3-4 yaca nocne npMema npuLLm;
B — yepes 10-12 yacoB nocne npuema nNuLLm

ATD AJlD ATD Al
[nrokosa T'moko30-6-pochar DpykTo30-6-hochar Dpykro3o-1,6-nudochar
H;3PO, H,0 H3PO, H,O

Puc. 9.18. XonocTbie unkibl 0OMeHa yrneeonoB

e MyTalluM B reHe obese, KOAMPYIOIeM CTpoeHue OesKa JienTuHa. DTOT 6eoK
CHHTE3UPYeTCS B amUTIONMUTaX, CEKPETUPYEeTCS B KPOBb 1 B3aMMOJNEICTBYET C
pelienTopamMu rurnotaiamyca. CBs3blBaHUE JENTUHA C PELIENITOPOM UHTUOUPY-
€T ceKpelnto HeiponenTuaa Y, OTBETCTBEHHOTO 3a MUIIEBOE MOBEACHUE, M0-
WCK U MOTpedIeHUE TTUIIIN;

e MYyTalluy B pelieNTOpe JeMTUHA.

Mytanuu B reHax obese M pelenTopa JernThuHa SBJASI0TCS HauboJiee YacToi mpu-
YUHOM OXUpeHus. B mmocieqHeM ciyyae oTMedaeTcst BBICOKOE CofepsKaHue JISTTTUHA
B KPOBH, a LIEHTP T0JIoJia B TUIIOTalIaMyce TTPOI0JIKAeT CUHTE3UPOBATh U CEKPETUPO-
BaTb HeliporienTua Y.
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9.7. Ucnonb3oBaHue }XMPOB B KayecTBe UCTOYHUKA IHEepruu

INepexmoueHnue npouecca cuHTe3a TAI Ha UX OKKMCIEHUE IPOUCXOIUT IIPU CMEHE
TleproIa TMUIIeBapeHUs Ha TTOCTaOCOPOTUBHOE COCTOSTHUE, TIPH CTPECCOBBIX CHUTYa-
LMSX W JAJIUTeSIbHON (pusnueckoii padbote. CHUXKEHHUE KOHLEHTpallMM TJIOKO3bl B
KPOBU CTUMYJIUPYET CEKPELIMIO III0KAroHa, a cTpecc u (pusrnyeckasi akTUBHOCTD CO-
MPOBOXIAIOTCS BEIOpOCOM aipeHanrHa. Oba ropMoHa, 6yayyu aHTarOHUCTaMU UH-
CyJIMHa, Yyepe3 aleHWIATIIMKIAa3HYI0 CUCTeMY Mepeaadynd CUTHaja aKTUBUPYIOT TPO-
TeuHKHHa3y A, kotopas ¢ochopunupyeT 1 TakuMm odpazom aktuBupyeT TAI-1mma3y
WJIY TOPMOH-YYBCTBUTEIbHYIO JIUNA3y aauronuToB. B atux ycnosusx TAI-nunasa Ha-
yrHaeT runposus xupa 1o ruiepoia u BXKK. B pacuernnienun TAT yyactBytoT Tpu
JINTIA3bI:

— nepBoHavyanbHO TAIl-n1Mnasa oTuIeTUISIET OMHY MOJEKYJYy XUPHOW KUCIOThI U
npespaiiaet TAI' B ananwirauuepo (JIATL);

— JJAT-1umna3za npoosiKaeT rupoJin3 XKUupa U OCBOOOXKIAET CAEAYIOILYIO MOJIEKY -
1y BXKK;

— MATI'-numna3a 3aBepiiaeT paciuerieHue xkupa 10 riauieposa u BXKK

B agunouuTax CKOpoCTb-JIMMUTUPYIOLLIEH CTaaueil JTUTIOAM3a SIBISIETCS peaKilusl,
Katanuszupyemasi TAI'-numnazoii, mockoabky HAI'- 1 MATI-numna3sl NPUCYTCTBYIOT B
KJIeTKax B OOJIBIIOM KOJIMYECTBE, 1, KaK ToJbKO TAI'-numa3a akTuBUpyeTcs1, Mpolecc
JIUTIONN3a UIET 0 KOHIIA C OOJIBIIION CKOPOCTBIO.

[mmepod, 6yayIn BeIIecTBOM, XOPOIIIO PaCTBOPMMBIM B TIIa3Me KPOBH, TPaHC-
MOPTUPYETCsl B MeYeHb U MCIIOJIb3YeTCsl Ha CUHTE3 ITIOKO3bl. 2KMPHBIE KUCTOThI 00-
pPa3yloT KOMILJIEKCHI C aIb,OYMUHOM KPOBH, TOCTABJISIIOTCS] B pa3HbIE OpraHbl U TKAHU:
MBIIILIIbI, IeYeHb, TOYKU U JP., TAEC OKUCISIIOTCS C BbIASICHUEM SHEPTUM.

OKuUCNneHMe BbICIUMX JKUPHBIX KUCNOT ([3-oKucneHmne)

Oxkucnenne BXKK npoTekaeT B MUTOXOHAPUATBHOM MAaTPUKCE TOJBKO B a3pOOHBIX
YCJIOBUSIX, TaK KaK TECHO CBSI3aHO ¢ (DYHKLIMOHMPOBAHUEM LIUTPATHOTO LIMKJIA U LIeTH
repeHoca 3JIeKTPOHOB. 2KUpHbIe KUCIIOThI ¢ KOPOTKOM JuinHoM 1enu (4—10 yriepon-
HBIX aTOMOB) CAMOCTOSITEJTLHO MTPOXOASIT B MUTOXOHIPUY U TaM aKTUBUPYIOTCS.

Annn-KoA-cunteTasa 9P uim Hapy:KHOM MeMOpaHbl MUTOXOHIPUIA IpeBpala-
et BXKK B aumnn-KoA. 3arem non neiictBueM (pepMeHTa KapHUTHHALUATpaHChepa-
3p1 I (KAT 1) aumnbHbIi ocTaToOK ¢ ammii- KoA mepeHocuTcs Ha KapHUTHUH ¢ o0pa-
30BaHMEeM aluiakapHUTUHA (puc. 9.19). Cneuunduueckasi TpaHcJIoKa3a MPOBOAUT
9TO BEILIECTBO Yepe3 BHYTPEHHIOI MeMOpaHy MUTOXOHIpUil. Ha BHYTpeHHel To-
BEPXHOCTU BHYTPEHHEl MeMOpaHbl MUTOXOHApPHUI KapHuTHHAUuUATpaHncgepasza II
(KAT II) pacmenisieT aluIKapHUTHAH C TIOMOIIBI0O MUTOXOHApuaibHOoro HS-KoA.
Annn-KoA, ocBoOOXIaIONMiics B MAaTPUKC, YUACTBYET B PEaKIUSIX [3-OKUCICHUS
(puc. 9.20), a cBOOOAHBIN KAPHUTUH TOM XK€ TPaHCJIO0Ka30il BO3BpalllaeTCsl HAa Ha-
PYXHYIO MeMOpaHy.
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Puc. 9.19. Peakuus, katanuampyemas KapHUTUHauunTpaHcdepasomn

HNurencusBHocTh ntoctywieHns B2KK B MaTpukc MUTOXOHIPUIA 3aBUCUAT OT COOTHO-
1eHus1 KoandyectBa MajgoHWI-KoA/anmn-KoA. UYeM Bblllie B KJIeTKe KOHLIEHTpalUs
MastoHwI- KoA, TeM HIKe CKOPOCTh IepeHOoca KUPHBIX KUCIOT B MATPUKC MUTOXOH-
Ipuit, Tak Kak MajoHnI-KoA — amnoctepuueckuii muaruontop KATI, a atmn-KoA —
€ro akTUBaTop.

ITomaB B MaTpuKc MUTOXOHIPUIA, allMJIbHBIN OCTATOK B IUKJIMYECKOM MPOLIECCE C
MOMOLLBIO COBOKYMTHOCTU (DEPMEHTOB OKUCJISIETCS MO B-yriaepoaHomy atoMy. Kax-
OB IIUKJI BKJIIOYAET YeThIpe IMOCJIeNOBaTeIbHBIE peaKlMK, B Pe3yabraTe KOTOPBIX
SKMpPHasl KUCJI0Ta YKOpauyMBaeTCsl Ha JIBa YIJIEPOJHBIX aTOMa, KOTOPbIE OTILEIIISIOTCS
B Buae aueTi-KoA. Aietnin-KoA MoxXeT BCTynaTh B LIMTPATHBIN LIMKJT U OKMCIISIThCS
10 CO, n H,0, a ykopoueHHBI allMJIBHBII OCTaTOK OYIET BOBJIEKATHCSA B CJIEAYIOLINIA
LIMKJI B-OKUCTIEHMSI.

B pesynbrate B-okucnenus BXKK nonHocTso paciuemistorest ao auetui-KoA, u
CyMMapHO€ ypaBHEHHE OKUCIEHNST, HAIIpUMep NaIbMUTHHOBOM KucaoTel (C16) nme-
€T CJIEAYIOLINI BUI;

CH;(CH,),~-CO~SKoA + 7FAD + 7TNAD+ +7H,0 + THSKoA— 8CH;-

CO~SKoA + 7FADH, + 7(NADH + H*) (cMm. puc. 9.21).

Puc. 9.20. TpaHcnopT auun-KoA B MaTpMKC MUTOXOHAPUNA
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Puc. 9.21. § — Okucnenue BXXK B MUTOXOHAPUAX KII€TOK
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Bbixop aHeprum npu B-okucnenuu BXK

3a onuH UUKI B-okucieHus: odpasyetrcst 1 Mosb auetun-KoA, okucieHue KoTo-
poro B IUTpPaTHOM LIMKJIe obecrieunBaeT cuHTe3 12 Moiab AT®D. KpoMe Toro, B 3ToM
npoiiecce BocctaHaBnusatotesd 1 Moib FADH, 1 1 Mois NADH, okucnenue KoTopsix
B JbIXaTe/IbHOM LieTin AaeT 2 U 3 MoJib AT®D COOTBETCTBEHHO.

[Tpu okucAeHUN NATbMUTUHOBOU KUCIOTHI MPOXOAUT 7 LUKIOB -OKUCIECHUS
u obpasyetrcsa 8 monb auetun-KoA, 7 mons FADH, n 7 mons NADH+H*. Cneno-
BatesbHO, BoIxog AT® cocrassiet 35 AT® nipu B-okucnennu u 96 AT® B pe3yinb-
TaTe LMTPATHOIrO LIMKJIAa, 4TO B cymMMe naeT 131 Monb AT®. IToCcKOJIbKY aKTUBALIMS
B2KK TtpebyeT 3aTpaTsl 1 AT®, koTopast B XoAe peakKIuu pacramaercss Ha AM® u
H,P,0,, To eCTb UCITOIB3YIOTCA IBE MAKPOIPTUUECKUE CBA3U MOJIEKYJIbI, TO U3 131
cienyeT BerdecTh 2 Morb AT®. O6mas ¢dopMyra mrd momcuera Beixoga AT® mpu
MOJHOM OKMcJIeHUMU HachleHHbIX BZKK 3anuchiBaeTcs cieayiomnmm o0pa3oM:

[(n/2—Dx5+n/2x12] —2,

rae n — yucio C atomoB B Mmosiekyie BXKK;

n/2 — 1 — YUCIO LUKIIOB 3-OKUCTEHUS;

5 — Bbixoa AT® B 01HOM 1LIMKJIE B-OKUCAEHMS;

n/2 — 4KCJIO alleTUJIbHBIX OCTaTKOB;

12 — BeIxon AT® npu 1oJTHOM OKMCJeHUM aueTwi-KoA B IUTpaTHOM LIMKJIE 1O
CO, n H,0.

Oxkuciienne HeHacoimeHnbx B2KK nner mo myTu B-okucaeHus A0 MOJydeHUS KUP-
Holt kuciaotel ¢ —HC=CH-cBsa3blo B nonoxenun C;—C,. JlononHuTeabHbIe (ep-
MeHTHI: eHom- KoA-u3omepa3a 1 Tpancdepasa rnepeMeiiaT JBOMHYIO CBI3b B MOJIO-
XeHue 2—3 M UMc-u30Mep MpeBpalialoT B TpaHc-uzomep. Manee P-okucieHue
MNpoJoJIKaeTcsl ¢ yyacTueM (hepMEeHTOB, OMMCcaHHbBIX paHee. IIpu pacuere BbIXona
AT® 3a cuet okucieHus HeHachlmeHHBIX B2XKK MoxHO mosb3oBatbest (popmMystoit
JIJI pacyeTa BbIXOJa SHEPTUY NMpU oKucJieHnr HachieHHbIX BXKK, Boruutas 2AT®O
Ha KaXIylo JBOMHYIO CBSI3b.

Oxuciaenne BXKK ¢ HeueTHBIM YHCJIOM YIJIEPOIHBIX AaTOMOB ITPOTEKAET 110 MEXaHU3-
My -OKuCIeHUs ¢ 00pa30BaHMEM OIPENeIEHHOTO KonyecTBa areTuii- KoA u mose-
Kyl niponnoHui-KoA. B MeTtaboiau3Me mociegHero yJyacTBYIOT AOTOJTHUTEIbHBIE
bepmenTsl: mpomonmi- KoA-kapookcuniaza 1 MeTuimMaionmi-KoA-myrasa, padboraro-
LIMe ¢ yyacTueM OMOTMHA U BUTaMKuHa B ,. B pesynbrate nmponnonnia-KoA npespa-
maeTcs B cyKunHMI- KoA, KOTOpBIil MOXET MOCTyNaTh B IUTPATHBIN [IUKJI VJIM yda-
CTBOBaThb B cCMHTE3€ reMa (puc. 9.22).

Hapyumienns npouecca 3-okucaenusi. BctpeyatoTcest maToslornu, CBsI3aHHbIE CO CHU-
keHueM TpaHcnopTta B2KK B MaTpukc MutoxoHapuii. OHU MOTYT OBbITh BbI3BAHBI:

— nehuUTOM KAPHUTHHA B pe3yJIbTaTe CHIDKEHMSI €ro CUHTEe3a, IIOTEPSIMUA STOTO
BellleCTBa MIPY TeMOIMAIN3€e UK 3a CUET SKCKPELIMU C KETOHOBBIMU TeJIaMU;
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Puc. 9.22. lNpeBpaweHue nponnoHun-KoA
B cyKuuHui-KoA

— Hu3koii aktuBHOCTBIO KAT 1 hepmenTa, cBsI3aHHOI C Ae(PEKTOM B CTPYKTYpe reHa
9TOr0 (hepMeHTa MU €r0 MHIMOMPOBaHUEM HEKOTOPBIMU JIEKAPCTBEHHBIMU IIpeIia-
patamu, HarpuMep CyJibHOHUIMOYEBUHOM, KOTOPas UCIIOJIb3YeTCs 1JIsl JISYEHUST ca-
XapHOTO TradeTa.

Cpenu pepmeHTOB B-okucaeHust auui- KoA-geruaporeHasa npeacrapieHa He-
CKOJIbBKMMM BUAAMM, CTielIU(UIHBIMU K JJIMHE YIJIEBOAOPOIHOIO paguKaia Xup-
HOM KMCJIOTHI. JIOCTATOYHO YacTO BCTpeUuaeTcsl HacleICTBeHHAas1 00Jie3Hb, BbI3BaH-
Has AedekTamMm B CTPYKType rena anui- KoA-aeruaporeHasnl, OKMC/SIONIEH XUPHBIE
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KUCJIOTBI CO CPETHUM YHUCIIOM yriepoaHbix atoMmoB —C, — C,,. YcTaHOB/IEHO, YTO
CMEepTb KaXJOT0 JECSTOr0 HOBOPOXKIEHHOTO MPOUCXOAUT B pe3yJibTaTe HeaocCTa-
TOYHOCTH 3TOro depMeHTa. B XXupax MojioKa conep>KUTCs MHOTO CpeaHelenovey-
HBIX XUPHBIX KUCTIOT, KOTOPBIE HE MOTYT OKMCISThCS Y TaKUX AeTeil. EmnHCcTBeH-
HBIM MCTOYHUKOM DHEPTUM [IJISI TaKUX OOJBHBIX CTAHOBATCS YIJCBOMBI, a TIPU
CPaBHUTEJbHO MPOJOIXKUTEIbHBIX MHTEPBAJIaX MEXIy KOPMJIEHUSIMU pPa3BUBAETCs
TsiKesasi TUMTOTJIMKEeMUS, COMPOBOXKAAIOIIASICS TTOTepeil CO3HaHMsI, 2 UHOTIA U TU-
Oesblo pedeHKa.

9.8. CMHTE3 U UCNOoNIb30BaHUE KETOHOBbIX Te

B moctabcopOTUBHBIN Tepuoa U MpHU rogomaHuu modounusauus TAID corpoBo-
KmaeTcs moBbileHueM KoHueHTpaluu BXKK B chIBopoTKe KpoBU, KOTOPbIE OKMCIISI-
IOTCSI MHOTMMU TKaHSIMU (CKEJIETHBIMU MBIIIIIAMU, CEPALIEM U TIEUSHbIO) IS TTOJTy-
yeHus1 sHepru. OgHaKo MO3T U HepBHasl TKaHb X HE MCHOIb3YIOT, Tak KakK BXKK He
CIOCOOHBI MPOXOAUTH FeMaTodHIehaInIeckuii 6apbep. B aTuX ycl1oBUsIX B Me4eHU
AKTUBHO UIET 3-OKHCIEHNE XXUPHBIX KIUCJIOT ¢ 00pa30BaHMEM BOCCTAHOBICHHBIX KO-
depmentoB FADH, u NADH + H* n auetni-KoA. BocctaHoBIeHHBIE KODEPMEHTBI
noctynatot B LIT1D u, okuchssich, ucnonb3ytorcest Ha cuHTe3 AT®, oGecrneunBaronnii
SHEpreTUYecKue HyX/Ibl OpraHa, a aieTuia-KoA B OCHOBHOM UI€T Ha CUHTE3 KETOHO-
BbIX TeJ (puc. 9.23, 24). K KeTOHOBBIM TeJlaM OTHOCSIT: alleToaleTaT, [3-ruaApoKcuoyTH-
par u anetroH. by1yun BonopacTBOPUMBIMU BEIIECTBAMU OHU C KPOBbIO TTOCTYIAIOT B
MO3I, HEPBHYIO TKaHb U APYTUE TKAHU U, OKUCSISICh, CHAOXKAIOT UX SHEPTrUeli B yCJIO-
BUSIX TOJIOAAHUS.

CuHTe3 KETOHOBBIX T€JI OCYIIECTBISIETCS TOJBKO B MUTOXOHAPUSIX TEIaTOLIMTOB
¢ ucnojb3oBaHueM aieTusi- KoA, obpasyronierocs npu B-okucieHuu BXKK. Cna-
0o0e OKMCIIeHUE alleTUJIBHOTO OCTaTKa B LIMTPATHOM IIUKJIE OOBSICHSIETCS TEM, UYTO
B — oxkucnenue gaet MHOTO AT® 1 NADH + H*, KoTopble UHTUOMPYIOT pery-
JISTOPHbIE pPEaKIMM LMTPATHOTO 1MKIA (M30LUTPATAECTUAPOreHa3y U O-KEeTOo-
IIyTapaTaeruaporeHa3Hbl KoMmimieke). OKcanoareTaT — MUCXOMHBIN cyOCTpaT IUIst
CHHTE3a IINTPATa, B 9TUX YCIOBUIX MOCTYIAeT M3 MUTOXOHIPHWIA B IIMTO30JIb HA CUH-
Te3 TJII0KO3bl B MPOliecce TJIIOKOHEeOTeHe3a.

Korga koHueHTpanus anetuyi-KoA B MaTpukce MUTOXOHIPUI CTAHOBUTCS BbI-
COKOI, THO/NAa3a KaTaau3upyeT oOpallleHue MOocAeAHEel peakiuu B-OKUCICHUS U
obpasoBanue aneroaueTui-KoA n3 2 monekyn anetun-KoA. Aueroanernia-KoA
B3aMMO/JICICTBYET ellle ¢ OAHOM MoJieKynoi aueTua- KoA u o6pasyercst 3-ruipoKcu-
3-merminrayrapui-KoA (I'MI'-KoA) B peakuun, katanusupyemoii I'MI'-KoA-
cunta3oii. 3atrem I'MI'-KoA-nmmasa pacueruisier TMI-KoA Ha aueroaueratr u
anetui-KoA. AleroaneraT MOXET BBIXOAUTb U3 MUTOXOHIAPUIA B KPOBb MJIM BOC-
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Puc. 9.23. MeTa6onuam BXKK B MUTOXOHAPUSAX NEeYeHU
B YCJIOBUSIX rOJIOAaHNS

CTaHaBJIUBATHCS [3-TUAPOKCHOYTHPATIETUAPOreHa30il B -TMIPOKCHOYTUPAT, KOTO-
PBIif TakXe YXOAUT M3 KJIETOK B KPOBb. DTa peaklusl Jerko oopaTumMa U OTHOCH-
TeJIbHbIE KOJIMYECTBA 00pa3ylolIMXcs alleToaleTaTta U B-ruJpoKcudyTupara 3aBu-
cat ot cootHoweHusi NADH/NAD B matpukce MUTOXOHApuUii. B Hopme B
CBHIBOPOTKE KPOBM COOTHOIIIEHUE B-TUAPOKCUOYTHpPATa K alleToaleTaTy npruoInu3u-
TeJIbHO paBHO 1:1.

IIpu Gonee yem 3-mHEBHOM rOJIOJAaHMM U caXxapHOM AuadeTe aleToaleraT
croco6eH HeepMEeHTaTUBHO JeKapOOKCUIMPOBATLCI ¢ 0Opa3oBaHUEM arleToHa
n CO,.

KoHIeHTpanmms KeTOHOBBIX TEJT TIOBBIIIAETCS TTOCIe HOYHOTO TOJIOgaHMs 10 1—2
MT//J1, TOCJie HeAeAbHOTO ToJoaaHusl oHa cocTaBisieT 20—30 Mr/mi , a npu Tsixke-
JIbIX (hopMax caxapHoro auadeta Mmoxet gocturaTb 300—400 mr/mi. TTocKoabKy Ke-
TOHOBBIE Tejla SBJSIOTCS opraHnueckumu kuciaortamu (pK~ 3,5), crmocoOHbIMU K
JUCCOLIMAIIAN:

CH,-CO-CH,-COOH <=> CH;-CO-CH,-COO- + H*,
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Puc. 9.24. CuHTE3 KETOHOBbIX T€J1 B MUTOXOHAPUSAX
nevyeHun

HX HAKOILJIEHWE MOXKET MPUBOAUTH K KeTOANUA03Y U COITPOBOXKIATHCS YMEHbILIEHUEM
LIEJTOYHOTO pe3epBa KpoBU. OmacHasl CUTyallus MOXET BO3HUKATh IMPU CaXapHOM
nrabeTe, Korga OTMeJaeTcsl BBICOKOE COofepsKaHMe KETOHOBBIX TeJ, CIIOCOOHOE BbI-
3bIBaTh CHIDKeHME pH KpoBM (HEKOMITEHCMPOBAHHBIN alNI03).

KeToHOBBIE TEIa MCITOTB3YIOTCS :

— B TIEpUOJI TOJIONAHMS MBIIIIAMU, TTIOYKAMM, KUIIIETHUKOM, MO3TOM M HEPBHOM
TKaHbIO;

— OpU JJUTEIbHOUN (hU3MYECKOIl paboTe MBIIIIEUHOI TKaHbIO;
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— IpU caxapHOM AuadeTe BCEMU MHCYJIWH 3aBUCUMbIMU TKaHSIMU, 32 UCKITIOUE-
HUEM MeYeHMU.

OKucieHre KETOHOBBIX TeJl — adpOOHbIN MPOLECC, MPOUCXOMSIIUN B MAaTPUKCE
MUTOXOHAPUI MIPU ydyacTuu epMeHTOB, yKa3aHHBIX Ha puc. 9.25.

B-ruapokcubyTrpat OKUcCISeTcs B-TuApOKCUOYTUPATAETUIPOreHA301 10 alleToa-
lieTaTa, KOTOpPbIA aKTUBHUpPYeTCs, moaydas octaToKk —KoA ot cykiuHui-KoA-
IIPOMEXXYTOUHOI'O IPOJAYKTa LIMTPAaTHOro LuKia. 3aTeM aneroaneTui-KoA paciie-
TISIeTCsI Ha IBE MOJIEKYJThI areTiii- KoA, KOTOpbie BOBIIEKAIOTCS B IIUTPATHBIN ITMKIT
1 noJiHoCThIO okucnstoTes 1o CO, u H,O. [TeyeHb He crmocoOHa UCTIOAB30BaTh KETO-
HOBBIE Tejla, MOCKOJbKY JinlleHa depMeHTa — cykuuHuI-KoA-aneroanerar-KoA-
TpaHcdepasbl, KaTaIM3UPYIOIIET0 aKTUBALIMIO alleToalleTaTa.

OH

| /7
CH;—C—CH,—C

[ AN o

H
B-F'mapokenbyTrpat

NAD*
B-FvapokcnbyTunpat-

JernaporeHasa
NADH + H*

I I
CH;—C—CH,—C—O"

AueToauerar
CyKunHU-KoA- CykunHun-KoA
aueToatleTar-KoA-

TpaHchepasa CyKumrar

7 0
CH;—C—CHy—C &~ SKoA|

boocooooo -

AueToauetun-KoA

HSKoA
Twnonasza

o o

I~ | r-mmmmme
CH3;-C~SKoA | + CH3;—C SKoA

boocooso e -

-
|
|
|

Puc. 9.25. OKucneHuve KeToHOBbIX TeJ
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KeToHOBBIE Tela OTHOCSITCS K DHEPTOHOCUTENSIM: TTPU OKUCJIEHUU alleToalleTara
BBIXOJ, dHepruu paseH 23 mossiMm AT® Ha 1 Momb cyoctpata (2 auetwi-KoA — 24
AT® — | ATD Ha akrtuBaumio ) 1 26 Mosib AT® Ha 1 Mok B-ruapokcubyTrpara 3a
CYET YJaCTHS B MPOLiecce OKUCICHUS B-TUAPOKCUOYTUPATACTUAPOTEHA3HI.

9.9. MeTabonu3m 31KO3aHOUAOB

DHK03aHOMIBI — 3TO IPYIINAa CUTHAJIBbHBIX MOJIEKYJT MECTHOTO JEWCTBUSI, KOTOPbIE
CHUHTE3UPYIOTCS MPAKTUYECKU BO BcexX AuddepeHIIMpOBaHHBIX KJIETKAX U3 MOJMHE-
HaCBIIIEHHBIX XXUPHBIX KUCIOT ¢ 20 yriieponHbIMU aTOMaMu (eicosa B IepeBo/Ie C Ipe-
yeckoro o3HayaeT 20). OHM UMEIOT OUYeHb KOPOTKUA MOJyNepro KU3HU U TeICTBY-
0T Ha TMPOAYLUPYIOLIYIO UX KJIETKY MO ayTOKPUHHOMY, a Ha COCEeIHUEe KJIETKU IO
rapakpuHHOMY MeXaHu3My. DIK03aHOUIbl YIACTBYIOT BO MHOTMX ITPOILIECCax B Opra-
HU3ME: B BOCMAJIMTENbHbBIX PEAKIIMIX MOCIe MOBPEXAEHNUS TKAaHU WU UH(EKIIMOH-
HOTO MOpaXeHUsl, PEryJUPYIOT TOHYC INIaJKOMbIIIEYHbBIX KJIETOK, CEKPELIMIO BOIbI U
HaTpUsl, OPOHXOKOHCTPUKIIMIO U JUJISITALIMIO, TaBJIeHUE KPOBU, TPOMOOOOpa3oBaHUE
Y PSIZL APYTUX QYHKIIMA.
OCHOBHBIM CYOCTpaTOM [JId CHHTE3a DWMKO3aHOUIOB SIBJISIETCS apaxuaoHOBast
(w-6-3ifKo3aTeTpacHOBAsT) KUCIIOTA, comepkalas 4 TBOMHBIC CBSI3U TIPU YIICPOI-
HbIX aToMax (A 5, 8, 11, 14). OHa MOXeT MOCTynaTh C MUIIEH UM CUHTE3UPOBATHCS
U3 JIMHOJIEBOM KMCIOThI. B HEOONBIINX KONMWYECTBAX Il CUHTE3a PMKO3aHOUI0B
MOTI'YT UCIIOJIb30BaThC 0-6-31K03aTPUEHOBAsI KUCI0TA C TPEMSI IBOMHBIMU CBSI3sI-
mu (A 5, 8, 11) n ®-3-3iiko3aneHTacHOBAasI KMCJIOTa, B COCTaBEe KOTOPOI MMeeTCs 5
JBOMHBIX CBsi3eil B mojoxeHusix A 5, 8, 11, 14, 17. Obe MUHOPHbIE B1IKO3aHOBbIE
KUCJIOTBI IUOO MOCTYNAIOT € MUILLEH, TMOO0 CUHTE3UPYIOTCS U3 OJIEMHOBBIN U JIMHO-
JIEHOBOU KHCJIOT COOTBETCTBEHHO.
[TonmHeHachIIeHHBIE XXUPHbIE KMCIOTHI IEPBOHAYAIbHO BKJIIOUAIOTCSI B COCTaB
MeMOpaHHbIX (GochoNUnuIoB, a 3aTeM OCBOOOXKIAIOTCS M3 HUX IOJ IeiCTBUEM
docdonunaszsl A 2 wiu pocdonunassl C, KOTOpPbIe aKTUBUPYIOTCS TIPU ITOCTYILIC-
HUU COOTBETCTBYIOLIETO CUIHAjda Ha pPEUenTop IUIa3MaTUYECKOH MeMOpaHbl
(puc. 9.26).
B pa3sHbIX TKaHIX apaxuIOHOBAsI U IPYTUe SMKO3aHOBbIE KUCIOTHI MOTYT UCIIOJIb-
30BaThCs MO TPEM OCHOBHBIM HaIlPaBJIEHUSIM:
e 1MKJOOKCUTEHA3HbIN MyTh BeAeT K 00pa3oBaHUIO MPOCTarIaHAMHOB U TPOM-
OOKCaHOB;

e JIMNIOKCUTEHA3a MPEBPAIIIAECT apaXUJOHOBYIO KUCJIOTY B JIEHKOTPUEHBI, JTUTTOK-
CHMHBI U ruapokcusiiko3arerpacHoatsl (I'DTE);

e cucTeMa OKMCJeHHUs ¢ ydyactueMm Lutoxpoma P450 orBeTcTBEHHA 3a CUHTE3
BMOKCUAOB.
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Puc. 9.26. OcBo6oXaeHne apaxmaoHOBOW KNUCOTbI U3

MeMﬁpaHHbIX amnnaos.
CBsi3bIBaHNE akTBATOPOB C PELENTOPOM Mia3mMaTnyeckot MemopaHsbl
akTuBupyeT nytn 1 unm 2

IMpocrarmanauHbl, 00pa3ylolecs Mo AeHCTBUEM HMKIOOKCUTEHa3bl U TTepOK-
CUJA3bl, COAEPXKAT S-WIEHHOE KOJIbIO, B COCTaB KOTOPOTO BXOIST aTOMBI yIJIepo/a C
C, o C,, 11K03aHOBOI KHMCIOTHI, THAPOKCUIBHYIO Tpynny y C,s 1 OT OOHOH 10 Tpex
IBOVMHBIX CBs3eil B 00KOBBIX LeTisiX (puc. 9.27). B Cy- u C;,-no3uuusix KoubLa Haxo-
JISITCSI 3aMECTUTENIM — 3TO OOBIYHO KE€TO- WJIM TUAPOKCUIbHBIC TPYMIIHIL.

HowmeHknaTypa mpocTariaHAMHOB BKJIIoUaeT cienyioliue obozHayeHus: PG or
cJIOBa IMpoCTarJlaHAMH, clieaylolire 3arnaBHbie OykBol A, E, D 1 T.1. yKa3pIBaloT Ha
XapakTep 3aMECTUTEJIEH B S-UJICHHOM KOJIblle, 8 HUXKHUI MHAEKC — YKMCJI0 IBOMHBIX
CBsI3eli B OOKOBBIX panukaiax. KoanuecTBo ABOMHBIX CBSI3€i 3aBUCUT OT TUIIA 9MAKO-
3aHOBOM KWCJIOTHI, KOTOpas OblIa CyOCTpaTOM IJIsI CHMHTe3a IIPOCTarTaHIWHOB.
Diiko3aTpueHoBas KucyuoTa oopasyeT ceMeiicTBo PG ¢ 1 nBoiiHOM cBa3bio MexXay C 4
n C,, (Hanpumep, PGE,), apaxunoHoBast — ceMeNCTBO MPOCTarJaHANHOB C 2 IBOW-
HBIMU CBs13siMU B rtostoxeHusax Cs = C,u C; = C,(PGE,), a sliko3aneHTaeHOBas —
ceMelcTBo ¢ 3 IBOMHBIMU cBA3IMHU B yyacTtkax C; = C,, C; = C,, u C,; = C 5 60K0-
BbIX 1eneit (PGE,).

OCHOBHBIM OOILIMM TPEAIIECTBEHHUKOM TMPOCTarjiaHAMHOB U TPOMOOKCAHOB U3
ceMelicTBa apaxuI0HOBOI KuciaoThl siBasiercsi PGH,, KoTopblil cuHTE3UpyeTcs: BO
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AMO®, TM® u UM® uHrubupyoT KJIIOUEeBblE peaklMi CBOEro cuHTe3a. [Ba
depmenTa: ®PID-cunTeTaza n amuaodochoprubosmiTpaHcdepasa MHTHOUPYIOT-
cd JIMIIb TIPU OTHOBPEMEHHOM ITOBBIIIEHUM KOHLeHTpauuu AM® u 'M®, Torga
KaK aKTUBHOCTb aleHWJIOCYKIIMHATCUHTeTa3sl 1 UM @ -nernaporeHassl CHIKaeTCs
JIMIIB ITPY YBEJIMUEHUH KOJIMYECTBA KOHEUHOTO MPOAYKTa, 00pa3yrolIerocs B KaXKI0u
13 BeTBeli MeTabonmyeckoro nyti. AM® unruoupyet npespaiienne UM ® B aneHu-
nocykumHat, a FM® — nipespamene UM® B kcanto3nH-5"-MoHOMOoCchaT (KM D),
obecrieunBast TaKUM 00pa3oM cOalaHCUPOBAHHOE COACPXKAHME aleHUJIOBBIX U Tya-
HUJIOBBIX HYKJICOTUIOB.

«3anacHblie» MyTH CUHTEe3a MYPHHOBBIX HYKJIEOTHAOB UTPAIOT 3aMETHYIO POJib B Tie-
PHUOIBI AKTUBHOTO POCTa TKaHEH, KOrma OCHOBHOM ITyTh CUHTE3a M3 MPOCTHIX TPeI-
IIECTBEHHUKOB HE CITOCOOCH MOJHOCThIO 00eCIIeYrTh HYKJIEMHOBBIE KUCIOThI CyO0-
crparamu (puc. 10.31). I1pu 3TOM BOo3pacTaeT aKTUBHOCTD:

e TUMOKCAHTUH-TyaHUHbochopubosmirpaHcdepassl (I'TDOPT), karanusupyio-

1Ieil TTpeBpalleHrue a30TUCThIX OCHOBAHMI: TMIIOKCAHTUHA U TyaHUHA B HY-

I'MnokcaHTuH I'yanun
+ +
DOPJ1D OPJID
3 _A[rreer]| . PA
4/’/’ Tt

UMD ———> KM ——> MO

AMOD

<---|| ADPT

AJeHO3uH AneHuH
+
DPIID

Puc. 10.31. «3anacHbie» NyTU CUHTE3a NYyPUHOBBIX
HYK/1€0oTUAO0B:

TOPT — runokcaHTUH-ryaHnHoocdopunbosmnTpaHchepasa;

ADPT — apeHuHdochopubosnntpaHcdepasa; AKaza — ageHO3MHKMHA3a
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kineotuasl —MM® u T'M® ¢ ucnonpzoBanuemM OPD B kKadyecTBe HJOHOpPaA
¢ochopub03b;

e anmeHuHDochopudosunTpanchepassl (ADPT), cuntesupylomeit AM® us3 ane-
HuHa u OPID;

e anmeHo3nHKMHa3bl (AKasza), mpeBpaiaronieii aneHo3nH B AM® 3a cueT mepe-
Hoca y-¢ocdatHoro octatka AT® Ha 5'-rUAPOKCUIBHYIO TPYIITYy PUOO3bI HY-
KJIeO3H/a.

Kata6onusm nypuHoBbIX HYKeoTUAOB. lMnepypukemus u nogarpa

V 4enoBeka KaTtaboJM3M ITyPMHOBBIX HYKJICOTHUIOB 3aKaHYMBAeTCs 0Opa3oBa-
HUEM MOYeBOil KMCJIOTh. [lepBoHAvYalbHO HYKJIEOTHUIbl TMIPOIUTUYECKU TEPSIIOT
(ocaTHBI OCTAaTOK B peaklLMsIX, KaTaau3upyeMbix (pocdarazamMu WM HYKICOTU-
JazaMM. AJICHO3WH J1e3aMUHUPYETCSl aJeHO3UHIe3aMHHAa30i ¢ 00pa3oBaHUEM HHO-
3uHa. Ilypunnykieosundocdopunaza pacliersieT HYyKIeo3uAbl A0 CBOOOTHBIX
OCHOBaHUi1 U pub030-1-ocdaTta. 3areM KCAHTHHOKCHIA3a — a’poOHasi OKCUJIO-
peaykTasa, mpocTeThueckasl Tpyrma KOTopoil BKIrovaeT MoHBI kenesa (Fe3t), mo-
nmmbaeHa u FAD, mpeBpamiaeT a30TUCTble OCHOBaHUS B MOYeBYIO Kucioty. Dep-
MEHT B 3HAUUTEJbHBIX KOJMYECTBAX OOHApYXXMBAeTCSl B IMEYEHU U KUIIEYHUKE U
OKHUCJISIET IYyPUHBI MOJIEKYJISIPHBIM KucjaopoaoM (puc. 10.32). MoueBasg KucjaoTa
yIOanseTcsT M3 OpraHW3Ma JeoBeKa TJIaBHBIM 00pa3oM ¢ MOYOM 1 HEMHOTO ¢ (eKa-
qusimu. OHa SIBJIsIeTCsT ¢1a00i KUCIOTOM U B OMOJIOTMYECKUX KUIKOCTSIX HAXOIMUT-
Cq B HEAMCCOIMMPOBAHHON (opMe B KOMIUIEKCe ¢ OeTKaMu WM B BUAE MOHOHA-
TpUeBOI cou — ypara. B HOpMe B CBIBOPOTKE KPOBM €€ KOHILICHTpALIUsI COCTABIISIeT
0,15—0,47 mMonb/n unu 3—7 mr/mi. Y3 oprannsma exxecyTouHo BeiBoauTcs ot 0,4 1o
0,6 T MOYEBOIT KICJIOTHI U YPaTOB.

YacTbeIM HapyllleHHeM KaTaboar3Ma IypUHOB SIBJISICTCS TUNepypUKeMusi, KOTopasi
BO3HMKAET, KOTJa B IJIa3Me KPOBU KOHIICHTPAIMS MOYEBOM KUCJIOTHI MPEBBIIIAET
HopMy. M3-3a 1ioxoif pacTBOPMMOCTH STOTO BelllecTBa Ha (poHE TUIepypuKeMUU
pa3BuBaeTCs moxarpa — 3aboseBaHKe, TPU KOTOPOM KPHUCTAJUTBI MOYEBOI KMCIIOTHI 1
YpaToOB OTKJIAJIbIBAIOTCS B CYCTABHBIX XPSIILIaX, CBSI3KAaX U MSITKUX TKaHsIX ¢ 00pa3oBa-
HUEM TTOIArpUUYECKUX Y3JI0B WM TODYCOB, BBI3bIBAS BOCTIAJIEHNE CYCTaBOB U He(po-
martuio. [omarpoit ctpagaer ot 0,3 1o 1,7 % HacelleHUs 3¢eMHOTO 1apa. Y My:KUuH
CHIBOPOTOYHBIH (DOHI ypaTOB B IBa pa3a BhIIIE, YEM Y KEHIIUH, TO3TOMY OHU 0OJICIOT
romarpoii B 20 pa3 yaiie, 4eM KeHITUHBL. 3a00JieBaHNEe TeHETUYECKH IETePMUHIPO-
BaHO 1 BbI3bIBACTCS:

— nedexramu O PAD-cuHTETa3bI, CBI3aHHBIMY C TUTIEpAKTUBAIIECH, JINOO YCTOM-

YHUBOCTBIO (hepMEHTa K MHI'MOMPOBAHNIO KOHEYHBIMU MPOAYKTAMM CUHTE3A;

— YaCcTUYHOU IOoTepeil aKTUBHOCTU T'MIIOKCAHTUHTYaHUH(GOCHOprOO3naTpaHC-

(bepasbl, KoTOpasi obecreurBaeT MOBTOPHOE UCIOJAb30BaHNE MYyPUHOB.

Ilpy mnonHO#Wt moTepe AaKTUBHOCTM  TUITOKCAHTUMH-TyaHUH(POocHopuodo-

3uaTpaHcdepasbl pa3BUBacTCSI TsKenas ¢GopMma TUIEPYPUKEMUW — CHHAPOM
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Puc. 10.32. KataGonnam nypuHOBbIX HYKJIEOTUAOB:
1 — HykneoTngasa nnm pocdatasa; 2 — ageHO3NHAE3aMNHA33;
3 — nypuHHykneosnadpochopunasa; 4 — ryaHasa; 5 — KkcaHTUHOKCMAA3a

Jlema—Haiixana, npy KOTOpOM HaOI0alOTCSI HEBPOJOTUYECKHE U TICUXUYECKUE
OTKJIOHeHMs. bone3Hb HacleayeTcsl Kak pelieCCUBHBIM MPU3HAK, CLEIJICHHBIN C
X-XpOMOCOMOIT U BCTPEUAETCSI TOJIBKO Y MaJTbYMKOB.

Jledat rromarpy aJulomypHHOJIOM — CTPYKTYPHBIM aHaJIOTOM TUITOKcaHTrHA. KcaH-
TUHOKCU/Ia3a OKMUCIISIET Mpernapar B OKCUITYPUHOJI, KOTOPbIH MPOYHO CBSI3bIBAETCS C
aKTUBHBIM 1LIEHTPOM (hbepMEHTa U OCTaHABIMBAaeT KaTabOJIU3M IypUHOB Ha CTalUU THU-
MOKCAaHTUHA, KOTopbIit B 10 pa3 jy4ilie pacTBOPUM B XXKUIKOCTSIX OpraHW3Ma, 4eM MO-
yeBas KMCJoTa.

BuocuHTe3 u Katabonusm NMUPUMUANHOBBIX HYKNE0TU[O0B.
OpoTtauunaypusa
B otnnuue ot cuHTE3a MypHHOBBIX HYKJIEOTUIOB, IIPU KOTOPOM a30THCTOE OCHO-
BaHue (OPMHUPYETCSI Ha OcCTaTke pub030-5-docdara, MUPUMUIMHOBOE KOJIBLO
TIepBOHAYATBLHO COOMpAeTCs M3 TPOCTHIX TPEMIIeCTBEHHUKOB: TIIyTaMUHA, acIap-
tara u CO,. 3atem oHo B3aumoneiicTByer ¢ @PID u npespaiuaercs B ypuauH-5'-
mMoHodochara — YMO (puc. 10.33).
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Puc. 10.33. NMNpoucxoxapeHue atToMOB NMPUMUANHOBOIO

KoJibLia U cuHTe3 YM®:

| — KAL-dpepmeHT: 1 — kapbamonndocdartcmHTeTasa I1; 2 — acnaprarrpaHckapbamonnasa;
3 — opurnagpoopoTtasa; 4 — AurnapoopoTaTaeryaporeHasa;

Il — YM®-cuHTtaza: 5 — opotatdocdopurbosmntpaHchepasa, 6 — OMP-gekapbokcunasa
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Cunte3 YM® mnporekaeT B IIUTO30JI€ KJIETOK M BKJItOYaeT 6 CTaguil, KaTaau3u-
pyembIx 3 depMeHTaMu, IBa U3 KOTOPBIX MOAU(YHKIIMOHANbHBI. Ha nepBoli craguu
uzet cuHres Kapbamousdocdara uz [1H u CO, ¢ ucnonpzoBaHueM 2 Mojekyn ATO.
ITpn npucoenuuenun K kapoamowndocdary Acn n otermiennn H,O obpasyercsa
LIMKJIMYECKOE COeMHEHUE — MUTHAPOOPOTAT, KOTOPBIH SIBJISIETCS MPOIYKTOM TIEPBO-
ro nonudyHKIuoHaabHoro oenka — KAJI-gepmenta. HazBanne KA/l ckiranpiBaeTcst
M3 HavyaJbHbIX OYKB (DepMEHTATUBHBIX aKTUBHOCTEI, KOTOPIMU 00JIafaloT OTIE/b-
HbI€ KaTaJTUTUUYECKUE TOMEHBI:

kapoamouiagocdarcunTerassl I1 (KPOC I1), acmaprarrpanckapbéamMonsia3sl U Jau-
THAPOOPOTA3bL. [IUrMapoopoTaT Aajnee OKUCISETCS B OpoTar Ioj AciictBueM NAD-
3aBUCHMOIA TUTUI00POTATAETHAPOreHa3bl U MPU y4acTUU BTOPOTo OM(PYHKIIMOHATbHO-
ro ¢hepmMeHTa — YM®PD-cuHTAa3bI TIpeBpalnacTcsa B YMOD.

YM® o6pasyer YT®D B aBe cTaguu:

MepBylo cTaauto kataausupyeT YMP-KuHasa,

YMO® + ATO — YD + A1D,

a Bropyto — HA®-KnHa3a ¢ MMpOoKOi CyoCTpaTHOM Criein(pUIHOCTHIO

YIAD + ATO —» YTD + AJ1D,

LT® obpasyercst uz YTD® niox aeiictueM LITA®, cunTeTa3bl, KOTOPAS, UCIIOIbL3YS
sHepruto AT®, 3aMelaeT KeTOTPYIIITy ypalliia Ha aMUIHyIo Tpyriry [iH:

YTO® + Iin + AT® —» UTD + Iy + AAD + H,PO,.

Perynguus cuHTe3a MMPUMUANHOBBIX HYKJIEOTUIOB OCYIIIECTBISIETCS AJlJIOCTEPU -
YECKU M0 MEXaHU3MY OTPULATEIBHOI 00paTHO CBSI3U:

— YT® unrubupyet aktuBHocTh KDC I1 B coctaBe KA/I-(pepmeHTa;

— YM® n IM® 1m1omaBisiioT aKTUBHOCTb BTOPOTO TTONM(DYHKIIMOHATEHOTO (ep-
MeHTa — YM®D-cuHrassl;

— HakorieHue LIT® cHukaet akTuBHOCTh LIT® cuHTeTasbl.

3amnacHble MyTU B CUHTE3€¢ MUPUMUIMHOBBIX HYKJIEOTUIOB HE UTPAIOT CTOJIb CYIlIe-
CTBEHHOM POJIY, UTO B CUHTE3€ MyPUHOBBIX HYKJIEOTUIIOB, XOTS B KJIETKaX OOHAPYXKEHBbI:

mapuvuarHdochopndo3naTpancdepasa, KaTaTu3NpyIoas peakiinio:

MNupumunuu + ®PAP — [NMupumununamonodocdar + H,P,0,

Y wm ) (YM®D unu IMD),

YPUIMHKUHA32a, TTPEBpAIlaoNas HyKJI€03U Il B HyKJIEOTH/L:

Ypunun + ATO® — YMO + AI1D,

u ypuaundocdopuiaza, criocooHast oopaiiath peakiiuio Aerpagaliy HyKJIeo3uaa:

ypauui + puboszo-1-docdar — ypuaun + H,PO,.

B nporiecce katabonmsma HUTUAUIOBBIE HYKICOTUAbI TUAPOJIUTUYECKU TEPSIOT
aMuHOTpyIImy U TipeBpaiaroTcs B YM®. Korga or YM® u fTM® oriierisitorest
HeopraHu4eckuii pocdaT ¢ MOMOILBIO HYKICOTUAA3bl WK ocdarTasbl 1 prbdo3a mpu
yyacTum (pochopuiias, To OCTalOTCI a30TUCThIe OCHOBAaHUSI — ypalua U TUMUH. O0a
reTepoLMKiIa MOTYT IOJABEPTaThCsl TUApUpoBaHuIo ¢ yuactueM NADPH-3aBucumoit
JTUTUAPOTTUPUMUIMHAETUIPOTeHA3bl U TUAPOJUTUUECKOMY pacIIeIJIeHUIo ¢ 00pa30-
BaHUEM W3 JUruapoypauuia — B-ypeuJonponuoHOBON, a U3 JUTUAPOTUMU-
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Ha — [-ypeuaomacisgHON KUCJIOT. JanbHeilliee ruapoJUTUYECKOe pacilierieHue
YPEUIONIPOU3BOIHBIX 3aKaHuMBaeTcsl oopasoBanuemM CO,, NH, u B-ananuHa win
-aMMHOMACJISTHOU KHUCIIOTHI.

Cpenu HapylieHn oOMeHa TMPUMUANHOBBIX HYKJICOTUIOB OMKUCAHO JIMIIH OJHO
peaKoe HacAeACTBeHHOE 3a00JIeBaHIE — OPOTAIMAYPHS, KOTOPOE BO3HUKAET B PE3YJib-
TaTe MyTallMM B TeHE BTOPOTO NOJUMYHKIIMOHAIBHOTO (pepMeHTa — Y MD-CcUHTA3HIL.
B aroM ciyuae HapyiaeTcst mpeBpalleHue oporata B YM®, GoJblide KOJIUYecTBa
opotata ( 10 1,5 r B CyTK1) BBIBOASITCS ¢ MOYOil. Pa3dBuBaeTCs HEIOCTaTOUHOCTh MU-
PUMMINHOBBIX HYKJIEOTUIOB. [IJIsI JIeueHUsT 9TOTo 3a00JIeBaHUS UCITOb3YIOT YPUIUH
WIM HUTUAMH B 103ax oT 0,5 10 1 I' B CYyTKM, KOTOPBIE C TIOMOILbIO HYKJIEO3UAKUHA3BI
npespamaotcd B YM® unu LIM® B 06xX01 HapyIIeHHOM peaKIInu.

O6pa3oBaHue Ae30KCMPUOOHYKIEOTUAOB

OObIYHO BHYTPUKJIETOYHAsT KOHLIEHTpalusl Ne30KCUPUOOHYKJIEOTHUAOB OYEHb
HU3Ka, HO B S-(ha3y KJIETOYHOIO LIMKJIa OHA Bo3pacTaet, odbecrieurBasi cuHTe3 JJHK
cyoctpaTtamu. B oOpazoBaHuUM 1e30KCUPUOOHYKIICOTUIOB YYaCTBYIOT ABa (PepMEHT-
HBIX KOMIUIEKCa: pHOOHYKJIEOTHAPEAYKTA3bI I THMUIMIATCHHTA3BI.

BoccraHoBneHue Bcex puOOHYKIIEOTHIOB B IE30KCUTTPOU3BOIHbIE KAaTaIU3UpyeT pU-
OOHYKIICOTUIPEAYKTA3HBINM KOMIUTEKC, KOTOPBII BKITIOYAeT COOCTBEHHO PHOOHYKJICOTH-
JpemayKTasy, OeJIOK-BOCCTAHOBUTEIh — THOPEXOKCHH 1 (PepPMEHT — THOPEIOKCHHPEIYKTA -
3y, y4acTBYIOIIMI B pereHepaiuu TnopeaokcruHa ¢ nomoiibio NADPH (puc. 10.34).

PubonykneoTuapenykraza — ajljlocTepuuecKuii GepMeHT, aKTUBHOCTb KOTOPOTO
3aBUCUT OT KOHLeHTpauuu oTaeabHbiX THT®, npuuem ntAT® gBisieTcsi MHTMOUTO-
POM BOCCTaHOBJICHHUSI BCEX PUOOHYKIIEOTUAOB. DTO 0OCTOSTENLCTBO OOBSICHSIET BO3-
HUKHOBEHHME TsLXKeJIeHIMX (hopM HMMYHOAEMHMIMTOB IPU CHIKEHUW aKTHBHOCTHU
(bepMeHTOB KaTaboIM3Ma IypPUHOB: aJeHO3WHIe3aMHHA3BI 1TV MypUHHYKIeo3uadoc-
topunassr (puc. 10.32). HemoctaTouHOCTh 3TUX (DePMEHTOB MPUBOAUT K HaKOILIE-
Huio B B- n T-mumporutax tAT® u nI TD, KoTopble allIoCTepUIeCKI MHTUOUPYIOT
pubonykieotuapenykrady u aumatoT JJHK npenmectsennukoB. Cunre3 JIHK caHu-
JKAeTCsI, M KIETKU TIEPEeCTarOT ASTUTHCS.

CuHTe3 THUMMIUIOBBIX HYKJICOTUIOB KaTAIM3UPYeT TUMUINIATCUHTA3HBIN KOM-
TUIEKC, B KOTOPBIN BXOSAT THMHAMJIATCHHTA3A, KaTATU3UPYIOIIas BKIIOUEHUE OIHO-
YIJIEPOIHOTO paaukaia B Moyiekylny a1YMO®, nurmapodoaarpenykrasa, obdecreyuu-
Barolas BoccraHosnenue H,-onara B Hy-donat ¢ yaactmem NADPH, u cepun-
OKCHMeTHIITPanc(epasa, OCYIIECTBISAIONIAs MePeHOC OKCUMETUIbHOM Tpynisl Cep
Ha H,-donat ¢ odpazosannem N3N!0-mermnen-H,-donata (puc. 10.35). B opranus-
Me yenoBeka 1Y M@ obpasyercs u3 n1lIAD myrem nedochopunnpoBaHus U mocie-
JYIOIIEro TUAPOJUTUYECKOTO 1e3aMUHUPOBAHUS.

Cpenu «3aracHbIX» IyTei CMHTE3a oMNpeaeeHHOe 3HaUeHUE UMEIOT:

o TuMHHbpOochopuUIasa, Mpeppaliarliiasi TAMUH B TUMUIVH:

TumuH + Jlezokcnpu6o3o-1-dpochat— Tumunmu + H;PO,

e TUMMIMHKMHA3a, KaTaJusupytoias pochopuimpoBaHue TUMHAIMHA.

Tumuguna + ATO — aTMO® + AJ1O.
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Pubonykineorusn
Hyxneo3un-  PeAyKTasa Jle30KCHUHYKI€03H/1-

audocharel = npudocharsl
(HA®) m (nH1D)

Tuopenokcun Tuopenokcun

HS/ \SH S/—\S
NADP < U NADPH + H*
Tuopeaoxkcun
peaykrasa

Puc. 10.34. BoccTtaHoBneHune puboHykneosupgaudpocdatoB

B AE€30KCUMNMPON3BOAHbIE.

BoccTaHoBuTenem puboHykneotnaos B dopme HOAD aBnseTca TMOpesoKCuH, Cynbdrnapusib-
Hbl€ rpynribl KOTOPOro OKNCNAKTCA B Xo04e oTOW peakunn. OKUCNEHHbIN TMOPEONOKCUH BOCCTa-
HaBNMBaeTCHA TMOPEeAOKCMHpeaykTason ¢ ysactnem NADPH

TuMHINIATCHHTA3a
aYM® > 1TM®
NS,Nlo-MeTI/lJIeH- H,-dosar
Hy-¢poaar
Cepun- .
okcuMeTnaATpancepasa NADPH + H
I'nnaun NADP*
Cepun Hurugpodoaart
peaykrasa

Hy-donar

Puc. 10.35. CuHTe3 TumnguH-5'-moHodocdara.

TyMmnamnaTcrHTasa He ToJIbKO MepeHocuT MeTuneHoByto rpynny NSN10- metuneH-H,-donara
B 5-€ NoIoXeHVe NUPUMUONHOBOIO OCHOBaHMS AYM®, HO 1 BOCCTaHaBNMBAET €€ B METUJb-
HbIi pagukan, 3abvpas Asa atToma Bogopoaa ot H,-dponata, n0STOMY BOCNOMHEHNE 3anacoB
NS5N10-meTuneH H,-donata Hyxpaetcs B paboTe elle ABYX pepMeHTOB: anrnapodonarpenyk-
Tasbl 1 CEPUHOKCUMETUNTPAHChEPasbl
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Ucnonb3oBaHue MHI'M6MTO|JOB CUHTE3a HYKN1eoTUao0B B KayectBe
NMPOTUBOBUPYCHbIX U MPOTUBOONYXOJZIEBbIX NPenaparoB

AHaJ0oru a30TUCTHIX OCHOBaHHfI, HYKJICO3MI0B U HYKJICOTHUIOB IIMPOKO MUCITOJIb-
3YIOTCA B MEIULMHCKON IIPAKTUKE B KA4YCCTBC JICKAPCTBCHHLIX ITPEIIapaTOB (Ta6f[.

10.3). OHu MOTYT:

— MHTUOMPOBATh ONpeaeIeHHbBIE (DEPMEHTHI, YY4ACTBYIOIIE B CUHTE3¢ HYKJICOTH -
JIOB WJIA HYKJICMHOBBIX KHUCJIOT;
— Bkimouatbes B pactymue nenu PHK wnu JHK 1 octaHaBimmBaTh pocT LieTeit.

Tabauya 10.3

HekoTtopbie npoTHBOOMYX0Ji€BbIe U MPOTHBOBUPYCHbIE MPENAPATHI

Coenunennst

5-dropypaimn

MeTtoTpekcaT

TuoryaHuH

ALIMKTIOBUD
(aluKII0-ryaHO3MH)

HwunoBynuH
(aHasior TMUMUAKMHA)
3ampuTabuH (aHa-
JIOT 2'-I-IUTUAMHA

MexaHu3Mm JeicTBUS

IIpeBpaniaercs B pubo- 1 1€30KCUPUOOHY-
KJICOTUIbI, KOTOPbIE MHTMOUPYIOT TUMUIM-
JnaTcuHTasy u poct ueneit PHK

CTpyKTypHBI aHAJIOT (hOJTMEBOM KUCIOTHI,
WHTUOMpPYET ITUTUAPOGOIATPEayKTa3y, Ha-
pYIIaeT CHHTE3 IIyPUHOBBIX HYKJICOTUIOB 1
npepaiieHue 1YM® B iTM®

AHtumeTaboauT, Hapymaet cuHTe3 JJHK 1
MUTO3 B OITyXOJIEBBIX KJIETKAX

IIpespaiiaercst B coorBercTByommii HTD
M OCTaHaBJIMBaeT cuHTe3 BupycHoi JJHK

DochHoprIMpyIOTCST B KJIIETKaX OPraHW3Ma C
obpazoBanuem 1- HT®D, MHTHOUPYIOT 0OpaT-
HYIO TPaHCKPUIITa3y 1 OJIOKUPYIOT peTuTnKa-
LIMIO BUPYCa UMMYHOIE(UIINTA YeI0BEKa

O01acTh NpUMEHEHNst

JledeHre  CONMIHBIX
OIyXOJIEWM  XKelyaka,
KKT, MojouHOM Ke-
JIe3bl, JJETKUX U JIp.

XuMuoTepanusi OITy-
xoJiei

JleueHne ocTphIx Jeii-
KO30B U XpPOHUYECKO-
TO MUEJIOJIeKO3a

JleueHue
MHGEKIMIT

TEPICCHBIX

Jlewenne CIIWda wu
npoduiakTuka  WH-
(bexmit, BEBI3BAaHHBIX
BUY



Pazoen ]

HHTerpanys MmeTa0d0JM3Ma

WnaTerpanmsa Metabonm3Ma yrieBoIoB, XKUPOB 1 OEIKOB 00eCIIeunBaeTCs:

e HaJUYMEM B META0OJMUECKUX IMYTSIX OOLIMX MTPOMEKYTOYHBIX MTPOAYKTOB;

® BO3MOXHOCTBIO B3aUMOIIPEBPAIICHII BEIIECTB Yepe3 00II1e MEeTaOOINUTHI;

® 1CIOJIb30BaHUEM OOIIUX KO(PEPMEHTOB,

e CyIIECTBOBAHMEM OOIIETO ITyTH KaTaboJM3Ma U €IMHOI CUCTEMbI OCBOOOXKIIE-

HUSI U UCTIOJIb30BaHUS SHEPTUM (IbIXaTebHas 1IEMb);

e ICIIOJIb30BAaHMEM CXOIHBIX MEXaHM3MOB PETYIISILINMN.

Hapuc. 11.1 npeacraBieHa o0111ast cXeMa OCHOBHBIX META00JIMYSCKUX IMyTeH yriie-
BOJZIOB, OCJIKOB 1 XKMPOB, OIMMCAHHBIX B IIPEIBIAYIINX IJIaBaXx.

11.1. KomnapTmeHTanu3auua u perynauus
MeTabonnyeckux nyren

CylecTBEHHYIO POJIb B KOHTPOJIE MeTa00IM3Ma UTPaeT pa3aeacHrue MeTaboImde-
CKUX IIPOLIECCOB 110 OTIEJIbHBIM OTCeKaM (KOMITapTMEHTaM) KJIeTok (Tabi. 11.1).

Tabauya 11.1

KoMnapTMeHTaM3anus OCHOBHbIX META00IMYECKUX MyTei

KomnaptmeHT MeTatoamyecKuii mpouecc
LluTo301b [nukonus
[1rokoHeoreHes
INenro3zodocdaTHbIit TyTH
BuocunTe3 Tununos
BuocuHTe3 MypuHOB M MUPUMUINHOB
MuTtoxoHapust LluTpaTHBI# UK

B-oKkucIeHrEe XUPHBIX KUCIOT
CHHTE3 KETOHOBBIX TEJI
JlpIxaTenbHas 1elb

289
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Puc. 11.1. MHTerpaunsa metabonmuama



Pazden 11. WHTerpauus meTabonmsma 291

[Tpu paccmoTpeHun Tabaubl 11.1 MOXHO caenaTh Caeayone BoIBOIbI:

e MeTaboJIMUYecKMe MPOLECcChl, CBI3aHHbIE C OMOCUHTE30M M B3auMMOIIpeBpa-
LIEHUSIMU BELIECTB, B OCHOBHOM CBsi3aHbl ¢ uto3osieM. NADPH, Heobxo-
IUMBII JJ1s1 peakiiMii BOCCTAaHOBJIEHUSI, O0pa3yeTcsl TaKXKe B 1IIMTO30JI€ B pe-
3yJibTaTe OKUCIUTEJbHOU CTaauu MeHTo30(occhaTHOro MyTU TMpeBpalleHus
[JIIOKO3bI;

® OKUCJIUTEJbHbIE pEaKIMX B Mpoliecce Karadoju3Ma CBSI3aHbl C JbIXaHUEM,
MPOTEKAOT B MUTOXOHAPUSIX U UCIIOJIB3YIOT B KauecTBe KopepmeHTOB NAD *
U (pIaBOIPOTEUHBI.

HMHurerpauusi MetaboaMueckux MyTell obecreuyrBaeT XKU3HeAesITeIbHOCTb opra-

HU3Ma, a 3TO:

® TIPOM3BOJACTBO PHEPTUM B MPOILIECCE OKMCIUTEbHOIO pacrana MUILeBbIX Be-
1ecTB (MeXaHU3Mbl BHICBOOOXIECHUSI U UCITOJb30BAHUSI SHEPTUM OMUCAHbI
paHee);

e OMOCHHTE3 BEIleCTB U CTPYKTYPHO-(PYHKIIMOHATBHBIX KOMIIOHEHTOB KJIETKMU.
OOpa3oBaHuEe KIIOUEBBIX META00JUTOB M BOCCTAHOBJIEHHBIX KO(EPMEHTOB,
HEOOXOIMMBIX J1JIsI OMOCUHTE3A.

KioueBbie MeTa0oMMTBI, HAXOASIIMECS B TOUKAX PA3BETBACHUS METa0OJINUECKUX
MnmyTei, odecrneynBaoT NepekIoyeHrue MeTadboa1M3Ma ¢ OJJHOTO MyTU Ha APYroi B 3a-
BUCHUMOCTH OT MOTPEOHOCTEI OpraHu3Ma. DTHU BOIPOCHl YACTUYHO pacCMaTPUBAINUCh
paHee, MOATOMY MPUBEIEM JUIIb HEKOTOPbIE TPUMEDHI.

10K 030-6-ocdar odpaszyeTcs: B TOUKE COSAUHEHUS U PA3BETBICHUSI TAKUX MTPO-
1IECCOB, KaK IeMOHUPOBAHUE TJIIOKO3bl — CUHTE3 IJIMKOTeHa, UCII0JIb30BaHUE 3arma-
CEHHOT0 HEpPreTUYecKOro mMaTepuaja — pachaj MIMKOreHa, rneHTo3odocdaTHbI
MnyTh, obecneunBaonii oopazoBanue NADPH, a3poOHBIil pacnaz ri0KO3bl, Jai0-
LU OpraHU3My SHEPTUIO.

ITupyBaT HauMHAET MyTh OOIMIT KaTaboaIM3Ma JJISl YIIAEBOI0OB, OEJIKOB U XUPOB U
OTKPBIBAET JJIs1 HUX BXOJI B LIMTPATHBIN LIMKJI, T€ 00pa3yloTCcs METaOOJIUThI, UCTTOJb-
3yeMble 7151 TJIIOKOHEOTeHe3a U CMHTe3a psila aMUHOKUCOT. TTupyBat Toxke MoXeT
OBITH CyOCTPaTOM JIJISI 3TUX CUHTE30B.

Anetua-KoA BxiirouaeT 0eJIKM, XXUPbI U YIJIEBO/bI B IEPBYIO PEAKILUIO LIUTPATHOTO
nukia. OH Takke CIYKUT cyOCcTpaToOM ISl CUHTe3a KETOHOBBIX Teld. KpoMe Toro, B
rnepuos nuiieBapeHus aleTui- KoA skcnopTupyercs B LIMTO30J1b B (hopMe LITpaTa u
KCIIOJIB3YETCS JUISl CUHTE3a XKUPHBIX KUCJIOT U XoJiecteposia. [IpespaliieHue nupysaTa
B aleTua- KoA HeoOpatuMo u, cliefoBaTeibHO, HEBO3MOXHO MPEBPATUTH KUPHBIE
KHCJIOTHI B [JTIOKO3Y.

PeryasitopHble MexaHu3Mbl MMEPEKIIOUEHNUSI OJHOTO META00IMYECKOTo IMyTHU Ha
JIpyroii 4acTMYHO paccMaTpUBaJUCh paHee. Peryisiius MoXeT OCYILIECTBISThCS
IMyTEM U3MEHEHUS: KOHIIEHTpaluu (hepMEHTOB; aKTUBHOCTHU (PEPMEHTOB; KOHIIEH-
TpalMu cyOCTpaToB, MPOJAYKTOB, a TakxXe Ko(haKTopoB. PaccMoTpuM peryisiuuio
MeTaboJIM3Ma YIJIEBOAOB, XUPOB U OEJIKOB MO/ BIMSHUEM TOPMOHOB. [lepexito-
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YyeHHe MeTa0OoJIMYECKUX MyTel MoJ] BAUSIHAEeM TOPMOHOB MPOUCXOIUT MOCTOSITHHO B
3aBUCUMOCTU OT PUTMa MUTAHMSI, COCTaBa MUIIU U (PU3MOTOTUYECKON aKTUBHOCTU
opraHusma.

MHCcy MH 1 DIIOKATroH UTPAIOT IVIABHYIO POJIb B PETY/ISIIMN METa00IM3Ma IPU CMEHe
a0COpOTUBHOTO M IMOCTA0COPOTUBHOTO NeprUOa0B. [TaBHBIM ITepeKIIroYaouM hak-
TOPOM B TI€UEHU SIBJISIETCS MHCYJIMH-TIIOKATOHOBBIN MHAEKC (puc. 11.2), oTpaxaromuit
OTHOCUTEJIbHYIO KOHIIEHTPALIMIO 3TUX TOPMOHOB ITPU CMeHEe aOCOPOTUBHOIO COCTOS-
HUS OpraHM3Ma Ha MocCTaOCOpOTHMBHOE. XapaKTepUCTUKA CTPOEHUS U MeXaHM3Ma
JIeiCcTBUS MHCYIMHA U TJI0OKaroHa AaHbl B pasaenax 4 u 8.

B nepuon numeBapeHusi BIMSTHUE TOPMOHOB HaIpaBIeHO Ha 3armacaHye BellecTB-
SHEPTOHOCHUTEIIEH I MCTIONb30BaHUS MX B IOciemyolieM. [locie BcackiBaHUS U3
KHUIIIEYHMKA KOHLEHTpAalMsl [JII0KO3bl B KPOBU YBEJIMUMBAETCS, U 3TO SIBJISIETCS CTH-
MYJIOM ISl CeKpellMM UHCYanHa. [TociaenHuili cTumMyaMpyeT Npolecchl JeMOHUpOBa-
HUSI BCEX MOHOMEPOB, 00pa30BaBIINXCS B pe3yJibTaTe NepeBapuBaHus. Tak, UHCYJIUH
YCKOPSIET CUHTE3 NIMKOT€HA B IIEYEHU U MBILILAX, CUHTE3 JIMIIUIOB U 0enKkoB. MHcy-
JIVH YBEJMYMBAET IMOMJIOLIEHNE TJI0KO3bl HEKOTOPBIMHU KJIETKAaMU U TaAKUM 00pa3oM
YCKOPSIET IyTU €€ UCIIoJIb3oBaHus (puc. 11.3).

Puc. 11.2. UamMeHeHne UHCY/IUH-ITI0OKaroHOBOro MHAEKCca NPy CMeHe a6-
COpPOTUBHOroO Nepmoaa Ha NOCTabCcopPOTUBHbBIN
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Puc. 11.3. [leiicTBue UHCY/IHA Ha MeTaboJinYyecKkne nNpoLecchl + — CTU-
Mynauua npouecca, —"— yrHeTeHue npouecca

DPpdeKTh HCYIMHA Ha MeTa00JIMYECKHE ITPOLIECCH MOXKHO pa3AeanuTh Ha 3 TpyII-
bl (Tads. 11.2).

1. Db deKThl, MPOSBISIONUIMECS B TCUSHUE CEKYHI, — BJIMSIHNE Ha TPAHCIIOPT ITI0-
KO3bI B KJICTK! MBIIIIEYHOM 1 SKUPOBOI TKAHU, HAa TPAHCITOPT HATPUSI, KAJIbLIWS, SKUP-
HBIX KUCJIOT.

2. O deKThI, MPOSBISIOLIMECS B TCUSHUE MUHYT, — U3MEHEHME aKTUBHOCTU ep-
MEHTOB IyTeM dochopunrpoBaHus u aedochopInpoBaHus.

3. MenneHHble 3(deKTbl, MPOSIBASIONIKECS OT MUHYT 0 4acOB, — WMHIYKIIUS U
pernpeccust cuHTe3a (hepMEHTOB.

Ouenb ObICTPBIE (D (HEKTHI UHCYJIMHA 00YCI0BICHBI BIUSHUEM Ha J0KaIN3a1uio 1
KoHpopManmio 6eakoB MeMOpaH. Hanmpumep:

a) mepeMelleHue 0eJKOB—IepeHOCYnKOoB Toko3bl — [JIKOToB 13 1uTO30/15 B
MeMOpaHy;

0) nepemenieHue gochoauacTepasbl U3 MEMOPAHEI B LIMTO30JIb C MOCISAYIOIIAM
CHUXXeHUEeM KoHLeHTpauuu TAM® B KjeTKe, MOCKOJIbKY TMOBBIIIEHUEe KOHIICHTpA-
vy TAM® TIOBBIIIIAeT aKTUBHOCTD MPOTEMHKUHA3BI A U YCKOPSIeT (hochoprimpo-
BaHUe [3-CyObeTUHUII pelleNTopa MHCYJIMHA 110 OCTaTKaM CeprHa W TPEOHWHA, CHU-
>Kasi ero CPOACTBO K MHCYJIUHY.
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Tabauya 11.2

Bansinue uHCYIMHA HA HEKOTOPbIE PEryJIsITOPHbIE (DEPMEHTHI

Ileuyenn MpImmst 2KupoBas TKaHb

AkTuBanus depmenToB nytem aedochopuanpoBaHus

1. ®ochoauscrepasa 1. ®ochomuscrepasa 1. JITT-numnasa

2. ®ochodpyKTOKMHA3A 2. ®ochodpyKTOKMHA3A 2. ®ochodpykToKMHAa3a
3. [MupyBaTtkuHa3a 3. [MupyBaTtknHa3a 3. [MupyBaTknHaza

4. [upyBaTneruaporeHasa 4. IMupyBataernaporeHasa 4. Auetnin-KoA-

5. @ocdaraza rmukoreHcuHTa- 5. @ocdarasza KapOokcuiasa

3Bl U NIMKOTeHMOCGhOPMIIa3bl  TITUKOTEeHCUHTA3hI
6. ['110K030-6-

docharneruaporeHasa.

Auetni- KoA-kapOokcunasa

WNuaykuus cunTe3a epmenToB

1. IImokokuHaza 1. INanpmMuTaTCUHTa3a
2. Lutpatiuasa 2. Iok030-6-
3. Auetmii- KoA-kapbokcuiasa docdarnernaporeHasa

4. INanpMuUTaTCUHTA3A

5. Imrok030-6- ocharmeru-
JporeHasa

6. IupyBaTKMHAa3a

Penpeccus cunre3a depmenToB

1. ®odoeHoMIUpYBAT-
KapOOKCHKMHAa3a

B mocTaGcopOTHBHBII Nepuoa KOHLIEHTPALIMS TJII0KO3bI CHIKaeTcsl. B pesynbraTe
ATOTO CHMXKAETCS CEKPELMs MHCYJIMHA U YMEHbIIIAETCS ITOIIOIIEHME TJIIOKO3bI BCEMU
TKaHsIMU, KpoMe HepBHOM. Hu3kast KOHLIeHTpaLusl TJI0KO3bl B KPOBU SIBJISIETCS CUT-
HaJIOM JJIs1 CEKPELIM Y IJIIOKArOHA.

I'mokaron yckopsieT pacnaj IJIMKOreHa U yCUJIMBAaeT MOOWMJIM3ALMIO TPUALIAJITIN -
LIEPOJIOB, MepeKJItouast OKUCICHUE TKAHSIMU MPEUMYIIECTBEHHO TII0OKO3bl Ha OKUC-
JIEHUE XXUPHBIX KUCIIOT U KETOHOBBIX Tesl. O0a — TIII0KAroH U KOPTU30JI — YCKOPSIIOT
[JIIOKOHEOIreHe3 M3 aMUHOKHUCIIOT U INIMIEpoia I MOAAepKaHWSI KOHLEHTpaun
[JIFOKO3bI B KPOBU Ha MTOCTOSIHHOM YPOBHE. DTO HEOOXOAMMOMO JJIsl SHeprocHabxe-
HUS MO3ra, HEPBHOW TKaHW, SPUTPOLIMTOB U IPYIMX TKAHEW, aKTUBHO MCITOJIb3YIO-
LIMX IJIFOKO3Y B KAUECTBE OCHOBHOTO CyOcTpaTa okucieHus (puc. 11.4).

K KOHTpUHCYISIpHBIM TOPMOHAM IpUHAJIEKaT aipeHaJMH U KopTu3oia. OHu o0e-
CIIEUMBAIOT MOBBIIIEHUE KOHIEHTPAIIUN TTHOKO3bI.

Anpenaymn. CTUMYJIOM [UTS BBIIEJICHUSI B KPOBb TOPMOHA SIBJISIETCSI OCTpasi CTPECCOo-
Basi cCUTyalMsl U (TsKes1asl) MHTeHCHMBHas (ousndeckas pabota. OH CUHTE3UpYeTCsl BMeCTe
C HOpaJIpeHaJIMHOM B KJIETKaX MO3TOBOTO CJIOSI HAATIOYEYHKOB U3 TUPO3MHA, 3aracaeT-



Pazden 11. WHTerpauus meTabonmsma 295

Puc. 11.4. lTomeocTas rnoko3bl

Cs1 B TPaHyJIax ¥ CEKPETUPYETCs M3 HUX TyTeM sK3oumrosa. T , anpeHaniHa cocTabsier
10-30 c. 3a 210 BpeMsI OH JOCTUTaeT KJICTOK-MUILIEHE! 1 MepeaaeT CUTHAJI ¢ IIOMOIIIbIO
o- U B-ajpeHepruyeckrx pelentopoB. B3anmoseiicTtBue ropmMoHa ¢ f-periernropaMu
AKTUBUPYET alleHUIAaTLUMKIIa3HY0 CUCTEMY, TOT/IA KaK CBSI3bIBAHMUE C OL,-PELIENITOPOM €€
MHIOMpyeT. CBA3BIBAaHUE aJpEHATMHA C O -PELIEITOPOM COTTPOBOXKIAETCS aKTUBALIMEN
docdomumnaszel C 1 BKIIIOUEHUEM MHO3UTOJI(POChAaTHOM CUCTEMBI IIEpeayy CUTHAJIA.

OCHOBHBIMU OpraHaMU-MUILEHSIMU JUIS1 aApeHaIHa SIBJISIIOTCS eUYeHb, MbIILIIIbI
U XKUpoBas TKaHb. [log BAMSHMEM TOpMOHA MPOUCXOIUT MOOWIM3ALNS dHEPrope-
CYpCOB OpraHM3Ma: MOOUJIM3AIMS IIMKOTeHA B IIEYEHU W MbIIIIIAX, TUAPOJIN3 XKUPOB
B XXUPOBOU TKAHU.

PacuierieHre rimkoreHa yckopsieTcsl 3a cuet (hochopruaInpoBaHUs U aKTUBALIUU
IMKoreHpochopuaasbl ¢ OAHOBPEMEHHbBIM CHUKEHUEM aKTUBHOCTH TJIMKOT€HCHUH -
Ta3bl (CM. paszen 8).

B xuposoit TKaHu (ochopuaupyeTcsd U TeM caMbIM aKTUBUPYETCS TOPMOH-
yyBcTBUTeIbHasE TAI-nunaza. B KpoBb MOCTynawT KUPHbIE KUCIOThHI U TJIMLEPOJ
(cM. pazgen 8).

Koptuzon. CurHanom ajisl yBeJMYeHUsI KOHLUEHTpAllMU KOPTHU30Jia B KPOBU CJy-
SKUT IIMPOKUM CIEKTP CTUMYJIOB: CHUXKEHME KOHIIEHTPALIMU TJII0OKO3bI B KPOBU, 3MO-
LIMOHAJIBHOE COCTOSIHUE, UH(PEKIINU, TPaBMbI, 00JIb, OXJIAXIECHUE U MHOTOE APYTOE.
DTU cUTHAIIBI AEHCTBYIOT HETIOCPEACTBEHHO HE HAa HAIAIIOYCYHWKU, a Pealln3yIOTCs
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yepes ruroTtajsamyc-runodusapHyto cucteMy. [lepBoHayaaibHO OHU CTUMYJIUPYIOT B
KJIETKaX rMIoTajaMmyca CUHTE3 U CeKPELIMI0 KOPTUKOTPOITUH-IMOepUHA, KOTOPbI 1O
OTPOCTKAM HEMPOHOB MOCTYIAET B TUNIOGU3, T YCKOPSIET CEKPELINIO B KPOBb KOPTH-
KOTpoMurHa Wiu agpeHoKopTukoTpornHoro ropmoHa (AKTT). IMocnenHuii ynapivsa-
€TCsl pelenTopaMm KJIETOK KOpbl HAAMIOYEUHWKOB 1 Yepe3 aleHUIaTLHUKIa3HYIO CH-
CTEMY aKTUBUPYET (DePMEHTHI, yUACTBYIOIIIME B CUHTE3€ KOPTU30Ja U3 XOJIeCTePOJIa,
KOTOpBIA, B CBOIO o4epelb, oopasyercs: de novo u3s auetwi-KoA nubo nocrynaeT B
kireTku B coctase JITTHII.

OpraHaMuM—MMUIIEHSIMU TOPMOHA CJIyXaT MeY€Hb, MbIIILbI, COENIUHUTEbHAS U
numponaHas TkaHb. [lepenavya curHasa KOpTu3oJja B TKAHU OCYILECTBIISIETCS Yepes
BHYTPUKJIETOUHBIE PELIENITOPHI, PACITOJIOXEHHbBIE B IIMTO30J1€ KJIETOK MyTEM peryJisi-
LIUY TPAHCKPUTILIMU OTIPENEIEHHBIX TEHOB.

B neyeHu ropMOH CTUMYJIUPYET CUHTE3 OEJIKOB, INIaBHBIM 00pa3oM (hepMEeHTOB,
YYaCTBYIOIIMX B IJIIOKOHEOreHe3e M3 aMWHOKMCIIOT: TUPO3MHAMUHOTpaHc(hepasbl,
cepuHTpeoHuHaeruaparasbl, EIT-kapOoKCUKMHA3EI.

B T0 e BpeMst KOPTU30JI TOPMO3UT CUHTE3 OEIKOB B MBIIIIAX, COSAUMHUTEILHON 1
JUMQOUIHOM TKAHSIX, TEM CaMbIM TOBbIIIAasl KOHLIEHTPALIMIO B KPOBU aMUHOKMCIIOT.
OHM NOCTYIaOT B OCHOBHOM B NI€Y€Hb 1 CTAHOBSTCS CyOCTpaTaMu CUHTE3a TJTI0KO3bI
1 MoueBUHBI. [Tpu 3TOM KOHIIEHTpaIlMsI TJI0KO3bl BO3pacTaeT Jaxe MpU OTCYTCTBUU
3ar1acoB IJIMKOTreHa B TIeYEHHMU.

boae3np Mnenko—Kymmunra (cTepouaHblii 11adeT) BO3HUKAET MPU U30bITOYHOM
00pa30BaHUU KOPTUKOCTEPOUAOB (Mpekae BCero KOPTU30Ja), KOTOPOe MOXKET ObITh
BBbI3BAHO OIYXOJSIMU HAAMOYEUYHUKOB, TUMODU3a WU HapyllleHMeM 00pa3oBaHUs
JIMOEPUHOB B TMIOTAJIaMyCe, a TAKXKE OMYXOJISIMU B OpOHXax, TUMYCE, MOKEIy104-
HOI1 XeJie3e, BhIACISIONIMMU KOPTUKOTPOTIMHITOA00HbIE BElleCTBA.

XapaKTepHbIMU MTpU3HaKaMU 3a00J1eBaHUS SIBJISIIOTCS:

® CHUWXEHHE TOJIEPAHTHOCTU K IJIIOKO3€ U rumeprmokodemusi. KoHieHTpalus
[JIFOKO3bI MOXET MPEeBbILIATh MOYEYHbII Oapbep, U 3TO COMPOBOXKAACTCS IIIO-
KO3YpHeit;

e a30TeMHsi COMTYTCTBYET 3TOMY COCTOSIHMIO U BO3HMKAET KaK pe3yJibTaT MOBbI-
IIEHHOTO CUHTE3a MOUYEBUHBI;

e 0CTeONnopo3, BbI3BAHHBIN HapylIEeHUEM 00pa30BaHUSI COEAMHUTEIbHOMN TKaHU,
a TOuHee, KoJijlareHa v TJIMKO3aMUHIJIMKAHOB;

e TUNEPTOHHMSI COMPOBOXIAET 3TO 3a00JeBaHUE U OOYCIOBJIEHA MOBBIILIEHHOMN
MPOAYKILMEN ajlbI0CTepOHa U CAMOTO KOPTH30J1a, KOTOPble 00ecTieunBaloT 3a-
nepxky NaCl u H,O.

B KjJIMHUKE B 3aBUCMMOCTM OT TMEPBOMPUYMHBI T'MIIEPKOPTUIIM3MA pa3inyaroT
co0cTBeHHO 00Je3nb Vnmenko—KymmHra, BBI3BaHHYIO OITyXOJjsiMu rurodumsa. s
JieyeHusl 3Toi naTojioruv 3PHEeKTUBEH JeKcaMeTa3osl — CTPYKTYPHBII aHaIor KOp-
TH30J1a, CTTIOCOOHBIN TTonaBsATh cekpennto AKTI. Bce ocTanbHble MPUUYWHBI TUTIEP-
KOpTHULIM3Ma O0bEAMHSIIOT Mo/l Ha3BaHUueM cuHApoM Uuenko—Kymmunra, 1is1 teyeHust
KOTOPOTIo JeKcaMeTa30H He 3(P(PeKTUBEH.

B Ta6u1. 11.3 mokasaHbl CTpOeHUE, MEXaHU3M JICMCTBUSI U OCHOBHbIC 3(pDeKThI MH-
CyJIMHA, [JIIOKOTOHA, aHApPeHaIMHa U KOPTHU30J1a HA OpraHbl—MMIIEHMU.
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Tabauya 11.3

Crpoenue, MexaHu3M JIeiiCTBUS 1 OCHOBHBIE 3(D(heKThl TOPMOHOB,
PEryMpyIoIuX MeTa00/13M YIJIeBOIOB, 0€IKOB 1 KMPOB

Topmon 1 mecTo
€ro CHHTe32a

WHucynun,
B-xaeTku mom-
KeJIyI0YHOI
KeJNe3bl

[1roxaroH,
O-KJIETKU MOf-
KeJyI0YHOI
KeNe3bl

AnpeHanuH,
KJIETKM KOPKO-
BOTO CJIOSI Hajl-
MOYEYHUKOB

Koptuzon,
KJIETKM KOPKO-
BOTO CJIOSI Hajl-
MOYEYHNKOB

Crpoenne

benok

[Menmun

[IpomsBo-
THOE THPO-
31Ha

Crepoun

Curnan mis
CeKpemuu

1 KoHueHTpamst
IJIIOKO3BI B KPO-
BH

{ KoHmeHTpamyst
IJIIOKO3bl B KPO-
BU

Curnan IHC

Konnenrpanus
IJIIOKO3bl B KPO-
BU, OTOCPENIO-
BaHHas1 KOPTUKO-
TPOTTUHOM

Opranbi—
MHUIIEHH

[Teuenn

MBbIIIIBI

Kupopas
TKaHb

[TeyeHb

Kupopas
TKaHb

[Teuenn

MBI1IILIBI

Kupoast
TKaHb

[Teuenn

MbI1ibt

Mexann3m
nepenayn
CHTHAIA

Yepes
MeMOpaH-
Hble pelen-
TOPBI

Yepez Mem-
OpaHHbIE
PELeNTOPHI

Yepes
MeMOpaH-
HBIE pellen-
TOPBI

Yepes mnaz-
MaTUYeCcKue
PELenTOpPbI

H3menenne Merado-
JM3MA B KIETKAX-
MHUIIEHIX

T Cunres mimKoreHa
1 Cunres Genka
J [okoHeoreres

1 Cunres nmkoreHa
1 Cunres Geka

1 TparcmopT ToKo-
3bI B KIETKY

1 CuHTe3 XupoB u3
IJIOKO3BI

T TpaHcropr rmoko-
3Bl B KIICTKY

1 Pacnan mkoreHa
1 DokoHeoreHes

1 Munonus

1 Pacran nmkorena
1 Pacnan mmkoreHa

1 Juronus

1 DiokoHeorexes

WHnykuus  cuHTe3a
(EepMEHTOB  TUIIOKO-
HeoreHe3a M Karabo-
JIM3Ma aMUHOKHUCIIOT

1 KaraGommm amu-
HOKHCIIOT

{ Moctymienue
AMUHOKHCIIOT

B KJIETKY
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11.2. CaxapHblin guaber

Caxapubiii guadet (Diabetes mellitus) — mmpoko pacrpocTpaHeHHOe 3a00JieBa-
HUE, KOTOpOoe HaOJIIoAaeTcsl MpU adCOJIOTHOM WJIM OTHOCUTEIbHOM Ie(ULIUTE WH-
cyauHa. HexBaTka 3TOro menTUIHOTO rOPMOHA OTpakaeTcsl MIaBHBIM OOpa3oM Ha
oOMeHe yriaeBonoB 1 JunuaoB. CaxapHblil nuabeT BcTpevyaeTcs B ABYX dopmax. [Ipu
nuadete I Thma (MHCYJIMH3aBUCHMMOM CaXapHOM IMa0eTe) ye B paHHEM BO3pacTe
TIPOMCXOINT TUOEIb MHCYIMHCUHTE3UPYIOIINX KJIETOK B Pe3yIbTaTe ayTOMMMYHHOM
peakunu. MeHee Tsokenbiii nuadet Il Tuna (MHCyIMHHE3aBUcuMast (popMa) OOBITHO
MposiBisieTCs B 60J1ee MoxKuaoM Bo3pacte. OH MOXKET ObITh BbI3BaH Pa3JIMYHbIMU MTPU-
YYHAMM, HalmpuMep MOHMXKEHHOM ceKpeliueli MHCYJIMHA WX HapylleHueM (GyHKUIUI
pelienTopa UHCYJIUHA.

buocuHTe3 nHCcynuHa

NHcynmH cuHTe3upyeTcs B -KJIETKaxX OCTPOBKOB JlaHTrepraHca moaxery104Hon
keses3bl. Kak 1 MHOTHME ceKpeTOpHbIe OeJIKM, TPeAIleCTBEHHUK ropMoHa (Mpenpo-
VHCYJIMH) COLEPXWUT CUTHAJIBHBIMA MENTHU, KOTOPBI HaIlpaB/sieT NENTUAHYIO Lielb
BHYTPb DHIIOIUIA3MATUYECKOTO PETUKYJIyMa, 1€ IMOCJE OTIIEIIEHUS! CUTHAJIBHOTO
MenTuga U 3aMblKaHUs AUCYJIbGUIHBIX MOCTUKOB 00Opasyercs NnpouHcyauH. Ilo-
CJIeIHUM TOCTyMaeT B amnmapar [oJbIXU U JEeTOHUPYETCS B KJIETOUHBIX BE3UKYJIax,
B-rpanynax. B oTux rpanynax mytem otuieruieHust C-nenmuda obpasyercst 3peblii
WHCYJIMH, KOTOPBI coxpaHsieTcst B (hbopMe LIMHKCOAepKalllero rekcaMmepa BILIOTh 10
cexpeuuu (puc. 11.5).

MocneacTBua peuumnta UHCYNUHA

HenmocraTouHOCTh MHCYJIMHA BeAET K IIIyOOKMM HapyLICHUSM ITPOMEKYTOUYHOTO
MeTaboJsiu3Ma, YTO U HabJIrogaeTcsl y OOJbHBIX caxapHbIM AUA0ETOM.

Puc. 11.5. BuocuHTe3 nHcynmHa
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XapakTepHbIii MpU3HaK 3a00jieBaHUsI — TIOBbIIIEHUE KOHILIEHTpallMK TJIIOKO3bI B
KkpoBu ¢ 5 MM (90 mr/m1) 1o 9 MM (160 Mr/mr) 1 Bbllie (TUMEPIIIMKEMHUS, TTOBBIIIEH-
HbII YPOBEHD IJTIOKO3bI B KPOBM). B MbIIIIIIax 1 XKMPOBOM TKaHU, IBYX Hau0OJIee BasKHBIX
TTOTPEOUTEISIX TTFOKO3bI, HAPYILIAIOTCS TTPOLIECCH YCBOSHMS U YTUIM3AllMU TIIIOKO3BI B
pe3yJibTate ucue3HoBeHMs u3 coctaBa MmemOpaH [JIHKOT-4 (ux nosiBieHue B MeMOpaHax
3aBUCHUT OT MHCYJIMHA). B CBSI3U ¢ AerLIMTOM MHCYIMHA TIeUeHb TaKKe yTpauyuBaeT Cro-
COOHOCTh MCIIOJIB30BaTh IJIIOKO3Y KPOBM Ha cuHTe3 mmKoreHa u TAIL OmHOBpeMeHHO
B CBSI3U C MOBBILIEHWEM B KPOBU KOHLIEHTPALIMU TJTIOKAroHa M KOPTU30J1a TIOBBILLIAETCSI
[JIIOKOHEOT€HE3 U YCUJIMBAETCS TTPOTEOIN3 B MblIax. [ Tpu caxapHoM nrabete MHCYIMH-
IJTIOKArOHOBBIN MHAEKC CHIDKEH. DTO CBSI3aHO HE TOJIbKO C YMEHBIIICHUEM CEKPEIUy NH-
CYJIMHA, HO M C YBEJIMUYEHUEM CEKPEINH TTIOKaroHa (MHCYJIMH WHTUOMPYET CEKPEINio
rokaroHa). B pesyssrare ociabiieHa CTUMYJISILIMS IPOLIECCOB CKIaAMPOBAHUS U yCuJie-
Ha CTUMYJISILIMST MOOMIM3AlIK 3aT1acoB, YCUJIEHA HACTOJIBKO, UTO MeYeHb, MBIIILIbI, X1~
poBasi TKaHb Jae Tocjie preMa MUIY (DyHKIIMOHUPYIOT B pesKMe IMOCTabCOPOTUBHOTO
cocTosiHUS. B aTOl npamaTtryeckoli KOJIU3WW MPOAYKThl TiepeBapyBaHusI, a TakkKe 1X
MeTabOoJIUTBI BMECTO TOTO, YTOOBI CKJIAIMPOBATLCS B (POPME ITTMKOreHA U KUPOB, LIMPKY-
JIMPYIOT B KpoBU. J171sT Bcex (popM caxapHOTo nradeTa XapakTepHa CHIKeHHAsI TOJIePaHT-
HOCTB K TJTIOKO3€, T.€. TUTIEPIITIOKO3eMUS TI0CIIe TIpreMa TTUIIN WIIN Jaske HaTOIIaK.

DTo0 eue Oojiee yBeIMUIMBAET YPOBEHb IJIIOKO3bI B KpoBHU. Hapyirenne peabcop6-
LIMY TJIFOKO3bI B TOYKaX MpU KOHIEHTpaluu B riasme 9 MM (180 mr/mi) u Bhilie,
MPUBOJUT K €€ BHIBEACHUIO C MOUOH (TTTIOKO3YpHs).

Oco0eHHO cepbe3Hble TMOCHIEACTBUMS MMEET IMOBBIIIEHUE CKOPOCTH KaTabosu3ma
>kupoB. HakarmmBaroryecs B OOJBIINX KOJIMUYECTBAX XXUPHBIE KUCIOTHI YaCTUIHO UC-
MOJIB3YIOTCS B TIEYEHU B CUHTE3€ JIUMOMPOTenHOB, B ocHOBHOM JIOHII (runepiunu-
JIeMMst), ocTaJibHbIe pacrnianaroTcs 10 aieTuyi- KoA. M30bITouHbIe KonyecTBa aleTuI-
KoA, Bo3HUKalOLIME B pe3yJbTaTe HeCMOCOOHOCTHU LIUTPATHOTO LIMKJIA TTOJIHOCTBIO €ro
YTUIM3UPOBATh, MPEeBpaIlaloTCs B KETOHOBbIE Tesla. KeToHOBbIE Tesla — alleTOyKCycHast
1 B-TUAPOKCHUMACTISTHASK KMCIOTHI — TOBBIIIAI0T KOHIIEHTPALIMIO TTPOTOHOB M CHUXKa-
10T pH KkpoBu. BenencTBue 3Toro MoxKeT BOZHUKATD TSKEIbII MeTa00IMIECKU allia03
(mmabetmyeckas Koma). OOpa3yronIniics alleTOH TIPUIAET ABIXaHUI0 OOTBHBIX XapaK-
TepHbIi 3aax. KeToHOBbBIE Tela yAaISIOTCS C MOYOi (KETOHYPUS ).

[1pu HeageKBaTHOM JICUEHUM caxapHbIi AuabeT MOXET MPUBOAUTH K 10JrOCPOY-
HBIM OCJIOXKHEHUSIM: U3MEHEHHUIO COCTOSIHUSI KPOBEHOCHBIX COCYNOB (IMabeTnyecKue
aHTMOIaTHUM), MOBPEXIEHUIO TToYeK (HegporaTum), HEPBHOM CUCTEMBI U IJia3, Ha-
npuMep xpycranuka (katapakra) (puc. 11.6).

Komaro3Hbie cocTosHus (0CTpbIe 0CT0KHEHH) PH AUA0ETe PA3BUBAIOTCS B Pe3Yiih-
TaTe HAPYIIEHNSA 00MEHA IIII0KO3bI H JKHPOB.

KomaTo3HbIe COCTOSIHUS PU caxapHOM JArabeTe MOTYT ObITh Pa3HOTO MaTOreHe3a.
PaznuyatoT Tpu OCHOBHBIE (POPMBI:

1. Keroanmaoruyeckast Koma.

2. IunepocmossipHast KoMa.

3. JlakTaTanmmuaoTryeckast KOMa ¢ BHIPasKeHHOM TUTTOKCUEH.
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Puc. 11.6. NocnencrTeug MHCYJIMHOBOW HEAOCTAaTOYHOCTU

Kpowme Toro, npu MHCYJTMHOTEpANUK caXapHOTro nrabeTa MOXeT ObITh TUIIOTJIMKE-
MMYecKas KOMa, CBSI3aHHas C Mepeao3MpOBKOIl MHCYIMHA. [lepBble TpU OCHOBHbIE
(bopMBI KOMAaTO3HOTO COCTOSTHMS TTPAKTUYECKU HUKOTIA HE BCTPEYAIOTCS B YUCTOM
BHIIE, OJHAKO OOBIYHO MPeoOsIagaloT MPOSBIECHUST KaKOW-HUOYIb OMHON U3 (GhopM
(4acTO — rUMNepoCMOISIPHOM).

[TepBUYHOI MPUUMHOMN KETOALIMI03a SIBASIETCSI MHCYJIMHOBAsSI HEAOCTAaTOYHOCTh: B
nepuo Kombl C-MenTUI, OTIIETISTFOLIUICS OT MOJIEKYJIbI TIPOUHCYJINHA, U UMMYHO-
peakTuBHbIN MHCYIMH (MPW) B KpoBu He omnpeaestorcs. [unepriukeMust oTMeda-
ercs Bcerma: 20—30 MMoJIb/1, a MHOTIA U OoJiee. ALIMIO3 MPU AUAOETUIECKOI KOMe
SIBJISIETCS CJIEACTBMEM HAKOIUIEHUsI KETOHOBBIX TeJI, a TakKe JaKTaTa M IHpyBara.
KoH1eHTpalusi KETOHOBBIX TeJ JocTuraeT 2 MmoJib/mi (B 200 pa3 0oJibliie HOPMBbI);
OHa TOBBIIIAETCS] HE TOJILKO BCJEACTBIE CUHTE3a B IEUeHU, HO U IIOTOMY, UTO CHIKa-
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eTCsl 9KCKPEelLUs KETOHOBBIX TEJI ¢ MOYOI, KOTOpasi 4aCTO OTMEYaeTcsl Mpu KoMe.
CHuxeHue pH xpoBu HabogaeTcs Bceraa 10 7 U HukKe (HopMma 7,4).

PasBuBaeTcs neruaparaius, 1eUIIAT BOIBI MOXET ObITE 10 10% OT 00111l Macchl
Tesa. KonmyecTBo LMPKYIMPYIOIIEH XUIKOCTH yMeHbIaeTcs Ha 25—30%, B pe3yiib-
TaTe CHUXKAETCSI KPOBSIHOE JIaBJICHHUE.

KucnoponHoe u sHepreTuueckoe rojojaHue MUOKapjaa, yMeHbllIeHHe oO0bema
KPOBHU BEIYT K CEpACUHO-COCYIUCTON HEAOCTATOUHOCTH.

JnabeTuyeckast Koma pa3BUBaeTCsl, Kak MpaBUIO, MEUICHHO, B TeUeHUE HECKOJIb-
KHUX JHEI, HO MHOTIa MOXET BOBHUKHYTb 32 HECKOJIbKO yacoB. JlnabeTnueckast Koma
TpeOyeT HEMEAJICHHOTO JICYEHMST, KOTOPOE BKJIIOUAET CJIEIYIOIINE MEPOIIPUSITUSI:

e JIMKBHUIAIUIO MHCYJMHOBOI HEJOCTATOYHOCTH ITyTEM BBEICHUS MHCYJIMHA B
J103ax, 00eCIIeYMBaIOIINX ITOCTETIEHHOEe CHIKEHE KOHLICHTPALMHY IJTIIOKO3bI B
KPOBU JI0 YPOBHSI, OJIM3KOTO K HOPMaJIbHOMY, peruapaTaliMio opraHu3Ma ImyTeM
BBEICHMUS XKUIKOCTH;

e BOCCTAaHOBJIEHHME HOPMAJIbHOTO COJIEBOrO cocTaBa U pH uakocTeii opraHuzma
IyTeM BBEJICHUSI COOTBETCTBYIOIIMX COJIEBBIX PACTBOPOB;

e BOCCTAaHOBJICHME 3aI1acOB IJTMKOT€HA B OpraHU3Me.

IMposiBieHNsT KOMBI OOBIYHO JIMKBUIMPYIOTCS B TedeHUe 2—3 MHEW mpu Herpe-
PBIBHO TPOAOJIKAIOIIEMCsl JICUSHUU, MPUYEeM JeueHUe B MepBbie HECKOJbKO 4acoB
UMeEeT pellaliee 3HaUeHUe ISl CITaCeHUSI XKU3HU OOJIbHOTO.

Jlo pa3BUTUS METOAOB JIeUeHHUS AuabdeTa MHCYJIMHOM OOJIbHbIE YMUPAIU BCKOpPE
rmocJjie Hayajia 00Jie3HU OT AuadbeThdeckKoir koMbl. Ho u Terepbh Koma HaOItogaeTcs
Hepenko. B wactHocTH, miepBoe mposiBieHne 6ose3Hu B 15—30% cirydaeB compoBo-
XKIAaeTcsT KETOAMa030M M KoMoii. CMEpPTHOCTh OT AMA0ETUYECKON KOMBI OCTaeTCs
BBICOKOI — OT 1 10 30%. Ho ocHOBHOI MpUYMHO# cMepTH OOJTBHBIX TMa0STOM B Ha-
crosiee BpeMs SIBJISTIOTCS MO3AHUE OCTOXKHEHUSI.

ImkupoBaHue 0eJIKOB — OHA U3 IJIABHBIX MPUYUH NMO3THUX OCJI0KHEHHIA CAXAPHOTO
auaoera.

IMo3gHMe OCIIOXKHEHUSI cCaXapHOTo AuabeTa CBSI3aHbI IIPEXKIe BCETO C MOBPEXIe-
HUEM KPOBEHOCHBIX COCYIOB (nuabeTnueckue aHTHonaTun). OCHOBHON MeXaHW3M
MOBPEXIEHMsI TKAaHEe — MIMKUWpOBaHUe (TJIMKO3UIMpoBaHue) 6eKoB, HehepMeHTa-
TUBHAsl peakiysl INIFOKO3bl CO CBOOOJHBIMUA aMUHOTPYMIaMU OEJIKOBOI MOJIEKYJIbI
(JIuz, Apr, N-KoHIIeBasi aMUHOKUCJIOTA):

HE=0 + #;H-Benok <> HC=N-Benox — MH;C-NH-Benox
3 1 1

HCOH HCOH C=0
HO{;H HD::H i-lcicu
H::OH H(I.:OH RCIOH
H:.:OH H é:o H H(I:O H
H;::OH Hzéoi-l Hzcloa
Trokeaa Arst AMEAAH Ketoammn

{hpyrrosamu-Benox)
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[Tpu 3TOM 00paszyeTcs HecTaOUIbHAS aTbAMMUHOBAS IPYIIIMPOBKA, KOTOPask MO-
JKeT MpeBpallaThcs B psiI APYTUX, Oojiee CTAOMIBbHBIX COSIMHEHUN («paHHUE TTPOAYK-
ThI TJIMKO3UJIUPOBaHUST»). [TOHSITHO, UTO MpU 3TOM (PYHKIMU OejIKa MOTYT ObITh Ha-
pYILIEHBI B pe3yJbTaTe M3MEHEHMS 3apsiia OeJIKOBOM MOJIEKY/bl, e¢ KOHMopMauuu
WJIN OJIOKMPOBAHUS aKTUBHOTO LIEHTPA.

[T1oKo3uIMpoBaHUE — MeIJIeHHas! peaklusl, B TKaHSIX 3I0POBBIX JIIo/Ieil 0OHapy-
JKMBAIOTCSI JIMIIb HeOOIbIINE KOJIMUECTBA NIMKO3WIMPOBAHHBIX 0esKoB. [Tpu rumnep-
IJIMKEMUM peakliysl CyIeCTBEHHO ycKopsieTcs. Hampumep, y 00JbHBIX 11abeToM B
COCTOSTHUM TUIIEPIIIMKEMUU COIEeP>KaHe OQHOTO U3 TIMKO3UINPOBAHHBIX TEMOTJIO-
ouHoB — HBAlc — B reuenue 2—3 Heaenb yBeImumBaeTcs B 2—3 pa3a. B kpoBu ueno-
BeKa COACPKUTCS PsIA TMUKO3MJIMPOBAHHBIX TeMOIVIOOMHOB. OOBIYHO OMNMpEeaeIsIIoT
HbAlc, KoTopslif comep:KUTCA B HAOOJBIIIE KOHIIEHTPAIIU — B HOpMe OK0JI0 5%
OT BCEro reMorjioOMHa; mpu aAuadeTe KOHLIEHTpalMsl yBeJIuuyuBaeTcsl B 2—3 pasa.
HbAlc onpenensior He TOJBKO IS AUaTHOCTUKM, HO U IJIsT KOHTPOJISI 3¢ (hEeKTUBHO-
CTU KOMIIEHCAIIUU TIMKEMUU TTPYU UHCYJTUHOTEpAIUu.

CreneHb TTIMKO3UINPOBAHUS Pa3HbIX OCIKOB HEOAMHAKOBA; B OCHOBHOM OHA 3a-
BUCUT OT CKOPOCTM OOHOBJIEHUSI JaHHOro Oeyika. B MeaieHHO oOMeHMBaIOLIMXCS
OeJiIKax HakarJimBaeTcsl 0oJibllle MOAU(MUUIMPOBAHHBIX aMUHOTpyII. Kpome Toro, B
TaKMNX OeJIKax MPOUCXOIST HajbHEMIIe U3MEHEHUsI YIIIEBOIHBIX OCTATKOB — TIepe-
CTPOMKHU CTPYKTYPhI, OKUCIUTEIbHbBIC MPEeBPAICHUSI, B pe3yJIbTaTe KOTOPhIX 00pa3y-
I0TCSl pa3HOOOpa3HbIe «ITO3IHUE TIPOAYKThI InKo3uaupopanus» (I1I1I), yacto Ko-
PUUYHEBOIO 1IBeTa, (hyopeclupylollue, U HEKOTOpble M3 HUX 00JaJatoT BBICOKOM
PEaKLIMOHHOI aKTUBHOCTBIO Y CITIOCOOHOCTHIO IOMOJIHUTEILHO TTOBpEXAaTh OCIKU, B
TOM 4ucJjie 00pa3oBbIBATh MOMEPEUHbIC CIIMBKU MEXIY MoJeKyaamu 0enkoB. K men-
JICHHO OOMEHUBAIOIIMMCS OeJIKaM OTHOCSITCSI MHOTUE OCJIKM COeIMHUTEIbHOTKAH-
HbIX 00pa30BaHMii, MEXKJIETOUHOTO MaTpuKca, 6azaibHbiX MeMOpaH. K ToMy xe Oe-
KU 3TUX CTPYKTYP HEMOCPEACTBEHHO KOHTAKTUPYIOT ¢ MEXKKJIETOYHOM KUIKOCTHIO, B
KOTOPOM KOHIIEHTPAIUs TIIOKO3bI TaKasl Xe, KaK B KPOBU (B KJIETKAaX OHA OOBIYHO
ropasao HUXe B pe3yJibTaTe MCIOJb30BaHUS TJIOKO3bl B METaOOIMYECKUX TTPOLIeC-
cax). B atux crpykrypax I1I1I" HakarinBaeTcsi ¢ BO3pacTOM, M HAaKOIUIEHUE CUJIbHO
yCKOpsIeTCsI TIPU caxapHOM JuadeTe.

NlnabeTnyeckue aHruonaTum

[lepBUYHBbIC TPOSIBJICHUSI aHTMOINATUIA CBSI3aHBI C IMOBPEXICHUEM 0a3abHbIX
MmeMOpaH cocynoB. bazanbHbie MeMOpaHbl (BM) npencraBisiior co0oii IUIEHKU, Ha
KOTOPBIX «paCTyT» BCE KJICTKM OpraHu3Ma, KpoMe KJIETOK COeAUHUTENbHOM TKAHU U
KPOBU: TIO OJHY CTOPOHY pacItojaraloTcs KJIeTKa WX CIO0M KIIETOK, a IPYToil CTOPO-
Holi BM KOHTaKTHPYeT ¢ MEXXKJIETOYHBIM MaTPUKCOM. DHIOTEINI KPOBEHOCHBIX CO-
CYZIOB, B TOM YHCJIe KallMJUIIPOB, TOXE pacIioyiaraeTcsl Ha 6a3aJbHBIX MeMOpaHax. B
OTJIMYME OT BCEX IIPOUYMX OPTaHOB B KAITMJUISIpaxX IMOYeYHOTo Kiyoouka BM Tpexcioii-
Ha, a KJIETKM PacIiojaraloTcs 1o 00e ee CTOPOHBI.
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Juabemuueckue maxpoaneuonamuu. IlopaxeHusi KPyMHbIX U CPEIHUX COCYAOB
cepala, Mo3ra, HIXKHMX KOHEYHOCTE 0ObIYHO UMEIOT (DOPMY aTepOCKiIepo3a, OHa-
KO pa3BUBAIOTCs B ropasno 6osiee paHHEM BO3pacTe, YeM Y JIMII, He CTpaaaloinx qua-
6eToM. CMEpPTHOCTD OT CEPIeUYHO-COCYAUCTHIX 3a00JIeBaHUI TIpU THMa0eTe IIPUMEPHO
BTpoO€ OOJIBIIIE, YeM TIPU IPYTUX (popMax cepledHO-COCYINCTRIX 3a00IeBaHUIA.

BoabMHCTBO MaTOIOTMYECKUX U3MEHEHU I apTepuit TPOUCXOAUT B MHTUMeE. [1o-
BpeXJEHUE B pe3yjbrare INIMKUPOBAHUS MOXET HauMHaThcsi ¢ bM MHTUMBI, B pe-
3yJbTaTe U3MEHSIETCSI PEAaKTUBHOCTD KJIETOK (9HAOTEJINANTbHBIX, TIaAKOMbBIILIEYHbIX,
MakpodaroB) 1 HAUMHAETCS MOIJIOLIEHUE JTUMOIPOTEMHOB U 00pa30BaHKE OJISIIIKU.
DTOMY CIIOCOOCTBYET XpOHUUECKHU ToBbIIeHHOEe conepxxaHue JIOHII (areporeHHbie
JIIT) B KpoBU OOIBHBIX 1MA0ETOM.

BoamoxeH u apyroit MexaHU3M MOBPEXIEHUs apTepUaibHOWM CTEHKU MPU caxap-
HOM auabdeTe — IJIMKMPOBaHKE OEJIKOB, B YACTHOCTU KOJIJIareHa U 3J1acTUHA, B Cpell-
HeM (media) u HapyxHOM (adventitia) cyiosix. MexaHu4ecKue CBOMCTBA YITOPSIA0YEH-
HBIX CETEBBIX CTPYKTYP, MOCTPOSHHBIX U3 KOJUTareHa 1 2JacTUHA, UMEIOT peliaroiiee
3HavYeHUe 151 QYHKIMOHUPOBAHUS apTepUIA.

lnarHocTuKa u neyeHue CaxapHoro .qua6eTa

JlvarHo3 caxapHoro nuabdeTa 4acTo MOXKHO IMOCTaBUTH YK€ Ha OCHOBE 3Ka100 00/1b-
HOTO Ha MOJINYPUIO, TTOJUIUTICUIO, TTOIUdATHIO, OLIYIIIEHUE CYXOCTH BO pTy. OnHaKO
HepemaKo HeOOXOMMMBI CTIeIIMaIbHbIE MCCIIEIOBAHMS, B TOM YHCIIe JJAOOpaTOpHBIE.

Toaepanmuocms K TIIOKO3€ OMPEICIISIIOT TI0 €¢ KOHIICHTPAIIMK HATOIIMAK U TTOCe
caxapHoii Harpy3ku. Korjga KoHIEHTpaliusl TJI0KO3bl B IJIa3Me BEHO3HOU KpPOBU B
Tpeesiax HOpMBI, T.e. He MpeBbiiaeT 6,4 MMoutb/J1 (Y neTeit 7,2 MMOJIb/JT) M BO3Bpa-
1IaeTcsl K HopMme uepes 1,2—2 yaca, To 3To SIBsIETCS IMoKas3aTeeM 310POBbs MallueH-
Ta. Ecav KoHLIeHTpalMsl TII0K03bl HATOLLIAK 00JIblie 7,8 MMOJIb/JI, TO 3TO CBUAETENIb-
CTBYET O caxapHOM auabeTe, U B 3TOM Cllydae HEeT HEOOXOIMMOCTH TTPOBOIUTD TECT
TOJIEPAHTHOCTH K TJTIOKO3€.

DTO BO3MOXHO MOTOMY, YTO KOHILIEHTpaLIUs TJTMKO3UJIUPOBAHHOTO reMOrJIo0MHa
MPOMOPILIMOHAIbHA YCPEAHEHHOM KOHIIEHTpALIMU TJOKO3bl B KPOBU 3a IMOCJIEAHUE
HECKOJIbKO HEeeb.

Anvoymunypus. B HopMe ¢ MOUO BBIBOAUTCS 3a CYTKM B CpeAHEM 8 MT ajJlbOyMu-
Ha. CocTosiHME, KOTia CyTOYHOEe BbiBeneHue anboymuHa mpocturaetr 30—300 mr, Ha-
3bIBAIOT MUKPOAJILOYMUHYPUEN; MPU 3TOM KOHLIEHTpalMsl albOyMUHa B MOYE paBHa
20—200 mr/a. IMpu N3CJl MukpoaisoOyMuHypust peako ObiBaeT B niepuon 5—10 jer no-
cJie TIOCTAaHOBKM JMarHos3a auadera, a MOsIBUBILIKMCH — HENPEPbIBHO YBEJIMUMBAETCS Ha
15—40% B ron. MuKpoars0yMUHYpUS SIBISICTCS ITPEABECTHUKOM TUabeTIecKoi Hedpo-
[aTUH, KOTOpasl pa3BUBaeTcsa yepe3 6 — 12 JieT 1mocjie Havyaaa MUKPOAILOYMUHYPUU.

OcHoBHbIE TpanulMoHHbIe MeToAbl teueHuss MU3CI — aT1o aueToTeparusi, MHCY-
JIMTHOTEpAIHs, a TAKXKe CIIen(PUIecKre METOIBI JIeYeHUST OCTTOKHEHUI.

K nuere npu ieueHuu nuadeTa MpeabsBIsIIOT CTPOrue TpedoBaHus: 4—5-KpaTHbI
MpUEM MUY B TeYEHUE CYTOK, UCKIIIOUEHE JIETKOYCBOSIEMbBIX («OBICTPBIX») YTJIEBO-
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OB (caxapa, ITMBa, CIIMPTHBIX HAITMTKOB, CUPOIIOB, COKOB, CJIAJIKMX BUH, TMPOKHBIX,
MeYeHbs], 0aHAHOB, BUHOTpaga M MOJOOHBIX UM MpoaykToB). MHorma cobmoneHue
JIMEThl MOXXHO MCIOJb30BaTh KaK €IMHCTBEHHBIN MeToJ jJeueHusa. OaHaKo ropasio
yalle MPUXOIUTCSI MPUOeTraTh U K APYIrMM MeToAaM, IpexX/e BCero K MHCYJIMHOTepa-
muu. MHCyIMHOTEpaIust 0CTaeTCsl OCHOBHBIM METOIOM JieueHUs1. OHa MMeeT LIe/TbIo
MONIEPKMBATh KOHLIEHTPAIIUIO MHCYJIMHA B KPOBU W MPEIISITCTBOBATh HAPYIIEHUSIM
CKJIAIUPOBAHUS DHEPTrOHOCUTEJICH, B OCHOBHOM INIMKOT€HA U XXUPOB.

CaxapornoHIzKalolue nperapaTbl Hanbojee MUPoKo U 3(PPEeKTUBHO ITPUMEHS -
1otcs 11 aedeHuss MHCI. OHu npencTaBistioT co00ii MPOU3BOAHBIE CYIb(MOHUIMO-
YeBUHBI UM OUTryaHuIbl. MexaHu3M AeiCTBUS 3TUX JIEKAPCTB, HAAEHHBIX SMITUPH-
YECKHU, IO CUX IIOP OCTAeTCs He BITOJHE SICHBIM. OOILIMM JJISI HUX SIBJISIETCS TO, YTO
OHU CHIXAIOT KOHIIEHTPALIMIO TII0KO3bI B KPOBH.

11.3. Perynauua BogHO-cONEBOro oomMeHa

¥ genoBeka Maccoii 70 KT Ha JOJTI0 BOABI IIPUXOIUTCS OKOIO 42 J1, 13 HUX 28 1 — 3TO
BHYTPUKIIETOUHAS, a 14 1 — BHEKJIETOYHAS JKUIKOCTh, U3 KOTOPHIX KPOBb COCTABIISIET
~ 3,5 1. Cpeau BelecTB, PACTBOPEHHBIX B BOAHBIX CPEIAX OPraHU3Ma, BEIYLIEe MECTO
MpUHAIEKUT noHaM Na't, obecrieunBalomuM 95% OCMOTHUYECKOTO JaBICHMS TIa3Mbl
Y MHTEPCTULIMATBHON XXUAKOCTU. Pe3kue M3MeHeHUsT B KOJIMUYECTBE BOIBI M PacTBO-
PEHHBIX B Heil coJieil omacHO AJisl XKM3HU, TO3TOMY B OPraHU3Me CYIIECTBYIOT MEXaHU3-
Mbl, 00ecrieunBalolne MoAAepXKaHue ITUX MapaMeTPOB MTPAKTUUYECKU Ha MTOCTOSIHHOM
ypoBHe. O0beM KUAKoCcTU M KoHUeHTpauusi NaCl peryaupyrorcs:

e aHTUAUYpeTUYeCKUM ropmoHoM (AJIl'), mim Ba3ompecCUHOM;

® PEHUH-AaHTMOTEH3UH-aJbIOCTEPOHOBOI CUCTEMOIA;

e TIpencepAHbIM HaTpuitypetuueckum pakropom (ITHD).

Antummyperndeckuii ropmon (AJIT) npencrasisier coboit HoHanenTu (puc. 11.7).

Iuc — Tup — Pen — [lin — Acu — Lluc — IIpo — Apr — I'ny-NH,

Puc. 11.7. CtpoeHue aHTnauypetnyeckoro ropmoHa (AAr), nnm sazonpeccuHa

TopMOH cUHTE3MpYeTCsI B BUAE IPOropMOHa B HelipoHaX rumoTajamMyca, TpaHC-
IMOPTUPYETCS B 3aHIONI0 T0JII0 TUITopu3a, IIe XpaHUTCS B COCTaBe KOMILJIEKca ¢ Oell-
KOM Heiipodu3uHoM. B KpoBb ceKpeTupyeTcsl mpy IMOCTYIUIECHUM COOTBETCTBYIOLIETO
curHana. IlepsonayaiasHo AJII" ObLT Ha3BaH Ba30IPECCUHOM MU3-3a CIIOCOOHOCTH CY-
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>KMBATbh COCY/IbI U TTOBBIILIATh KPOBSIHOE JaB/ieHUe TPpU BBEJAECHUN B OpraHu3M B ap-
MaKOJIOTMYECKUX 103aX.

CurHajioM IS CeKpely TOPMOHA SIBJISIETCS TIOBBIIIIEHNE OCMOTUYECKOTO JdaBje-
HMS TKaHeBoW xunkocth. Uta AT cymecTtByeT nBa Tuna penentopos: V, n V,. Pe-
LEenTOpbI V, JTOKaIM30BaHbl TOJIBKO Ha 3MUTENMATbHBIX KJIETKaX MOYEK W MEPeaatoT
CHUTHaJI TOpMOHa Yepes ajJieHWIaTIIMKIa3Hy1o0 cucteMy. BHyTpukieTouHoe ochopu-
JINpoBaHUe OEJIKOB COIMPOBOXAACTCS aKTUBalLMel (paKTOPOB TPAHCKPUIILIUM, yya-
cTBylolnx B cuHTe3e MPHK, konupyolieii ctpoeHre Oejika akpanopuHa-2. byayun
CHUHTE3UPOBaH, 3TOT OEJIOK BCTpanuBaeTCs B MEMOpPaHY KJIETOK MOYEYHBIX KaHAJIBbIIEB,
o0pa3yeT BOAHbIE KaHaJIbl M 00ecrneyrBaeT peadbcopOimio Boasl (puc. 11.8).

B pe3ynbraTe ocMoTHYeCKOe TaBlieHNe BHEKJIETOTHOM XKMIKOCTH YMEHBIIACTCS 1
yCTpaHsieTCsl CTUMYJI, BbI3BaBlluii BbiaeaeHue Al 13 akCOHOB 3aHe# JOJIU TUIo-
(¢u3a B KPOBb.

Puc. 11.8. MexaHu3m geincTBus aHTUANYPETUYECKOro ropMoOHa:
l/IH,u.yKTop-OPOi'— 6€en0oK, CTUMYJIMPYIOLLNI 3KCNPECCUIo reHa akBarnopuHa 2
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Bce BHemodeuyHble penienTopsl NpuHamiexar K V,-tumy. OHM paboTaioT yepes
nHo3UTON(OChATHYIO CUCTEMY TMepeaauyyd CUTHala U 3a CUeT YBEJIUYEHUsT KOHIICH-
Tpauuu BHYTpuKieTouHoro Ca2" oOecreynmBalOT Ba30KOHCTPUKTOPHOE AECTBUE
rOPMOHA Ha CTEHKH COCYIOB.

B pesynbrare TpaBM, MHGEKITNIA, OITyXO0JIeli TUTIoTaIaMyca Win rumnodu3a, Hapyle-
Huli nepenayu curdana AJII' B KJIeTKM TTOYeK CUHTE3 U CeKpeLinsi TOpMOHA CHUXKAeTCSI.
DTO CONMPOBOXKIACTCS YBEIUUCHUEM DKCKPELIMU pa30aBlIeHHON MOUM — nosmypueii ( B
TSDKEJIBIX cltydasix 10 10 71 B CyTKM) M KOMITEHCATOPHBIM BO3HUKHOBEHHMEM Y OOJIbHBIX
yyBCTBa XKaxbl. [1aTosorys rnonyymia Ha3BaHUE — HecaxapHblid qUadeT.

Pennn-Anrnoren3un-anbaocreponobas cucrema (PAAC). B perynsiiuu naBiaeHUs
1 2JIEKTPOJMUTHOTO COCTaBa KPOBU TNIABEHCTBYIOIIAS POJIb MPUHAIIECKUT PEHWH-
AHTMOTEeH3UH-aJIbIOCTEPOHOBOM cucteme (puc. 11.9). AKTuUBaLIMS 3TOU CUCTEMBbI
MPOUCXOAUT MPU CHUXKEHUU 00beMa 1 AaBJICHUs] KPOBU, KOTOPOE PETUCTPUPYIOT
OapopelienTopbl MoYeK. B 0TBeT Ha MOCTYNMUBILIUI CUTHAJ B IOKCTArJIOMEPYISIPHOM
afmnapare Mo4YeK CUHTE3UPYeTCsl MPOTeONUTUUEeCKUil hepmMeHT — penuH. OH ce-
KpeTupyeTcsli B KpOBb, IJie B3aUMOJEUCTBYET C CUHTE3UPOBAHHBIM B MeYEeHU Oel-

Puc. 11.9. PeHMH-aHrMOTEH3NH-aNbA0CTEPOHOBadA cucTeMa
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KOM — AHIMOTEH3WHOTEHOM 1 OTUICIIsIeT OT Hero ¢ N-KOoHlla JeKanenTua — aH-
ruoTen3uH I.

DTOT MeNTU MOABEPraeTcs TOMOJHUTEIBLHOMY TUAPOIU3Y IO NeHCTBUEM APYTroi
MpoTeasbl — AHTMOTeH3uH npepamawmero gepmenta (AIID)? i KapOOKCUIUIICTI-
tugventuaasbl. AIT® cuHTe3MpyeTCs B IETKUX M OOHAPYKUBAETCS B TIIa3Me KPOBU
U DHIOTENMAIbHBIX KJeTKax. OH OTHIeIIsieT oT aHruoteH3uHa I nunentua ¢ C-KoHia
U 00pa3yeTcsl OKTanenTya — aHrmoTeHsuH I, obGnanaroinii BbICOKON (pusmosornye-
CKOI1 aKTMBHOCTBIO. PelienTopsl K aHTMOTeH3UHY 1] nMeloTcsl Ha IilaaKoMBbIIIEYHbIX
KJIeTKax, KJIeTKaxX KOpbl HAATIOYEUHUKOB 1 KaHajblieB HedpoHa. [lepegaya curnana B
KJIETKM MUIIIEHN OCYILIECTBIISIETCS Yepe3 MHO3UTO(POoChaTHYIO CHCTEMY.

Anrunorensut Il mpeacrapisier codboit camoe CUIbHOE U3 CYIIECTBYIOIINX B Opra-
HU3Me cocyaocyxkuBarolux cpeactB. Cyxasi cocynibl, OH TOBbIIIAET apTeprUaibHOE
JlaBJIeHUEe, BbI3bIBACT XXaxAy U OOyClaBJIMBaeT MUTbEBOE IMOBEAECHUE, CTUMYJIUPYET
CUHTE3 M CEKPEeLMIO albJA0CTEPOHA U TaKUM 00pa3oM YBEJUUMBAET OCMOTHUYECKOE
JaBJieHUE KPOBMU.

AJbIOCTEPOH — TFOPMOH KOPbI HaJMOYEUHUKOB, CUHTE3UPYETCS U3 XOJecTeposia
(puc. 11.10).

XoaecrepoJ
qd o o
C=0 C=0 C=0
e 0~
Ipernenoon Iporecrepon 11-/1e30KCHKOPTHKOCTEPOH

@

AJIb10CTePOH Kopruxocrepon

Puc. 11.10. CuHTe3 anbgocTepoHa:

1 — unToxpom P450 — oTLLENNSIOLLMIA BOKOBYIO LIEMb DEPMEHT;
2 — 3B- rugpokcucTepouns, gerngporeHasa + A 54 -usomepasa;
3 — 21 ruppokcunasa;

4 — 11 — rmapokcmnasa;

5 — 18-rugpokcunasa + 18-rugpokcuaerngporeHasa
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Ero opraHamMu-MMIIEHSIMU SIBASIIOTCSI KJIETKU W3BUTBIX KaHalblLEB He(ppPOHOB
(puc.11.11). byayuu cTepouIHBIM TOPMOHOM, aJIbJIOCTEPOH JICUCTBYET Yepe3 BHYTPU-
KJIETOYHBIEC PEIIETITOPHI, CTUMYJIUPYS CUHTE3:
e 0enkoB — IepeHocunKoB Na+, KOTopble 00eCIIeunBaloT peadcopOIio NOHOB
13 TIEPBUYHON MOYM B KJIICTKH;

e (0EIKOB — TepeHOCYMKOB K+, OCyIIeCTBISIOMNX SKCKPEIINIO 3TUX MOHOB B
Mouy;

e Na+/ K+ AT®a3bl, nogaepKuBamlleil pa3HOCTh KOHLIEHTPALIMM MOHOB Ha
MJ1a3MaTUYeCKoil MeMOpaHe KJIETOK;

e (bepMEHTOB LIUTPATHOrO LIMKJIA, obecreunBaolmx oopazosanue AT®, HeoO-
XOJMMOTO JJIsl 9HEpProodeceueHus opraHa.

BbI13BaHHOE aJIbIOCTEPOHOM TOBBIIIIEHUME OCMOTUYECKOTO JaBJIEHUsI KPOBU SIBJISIETCSI
curHaoM [t cekpertnu AJIIT n 3amep>Kku BoIbl B opraHu3Me. Bo3pociiie maBneHue u
00BEM KPOBH I10 MEXaHU3MY OTpULIATEIbHOI 00paTHOI CBS3M BBIKITIOUAOT padoty PAAC,
YTO COTIPOBOXIAETCS CHIDKEHUEM CEKPEITMM peHHa, YpOBHS aHTHOoTeH3uHa 11 1 anbmo-
CTEpOHa, BazoAuIATaLuei n yseanuenreM akekpernn H,O u NaCl ¢ moyofi.

Bxirouenne PAAC sgBnsieTcs 3KCTpeHHOM Mepoil opraHM3Ma Ha yMEHbIIEHUE
00beMa XKUIKOCTU IIPY KPOBOMOTEPSIX, Auapee, OOMIbHOI pBoTe, moTeHUU. OgHAKO
U TIPY HOPMaJIbBHOM 00BbeMe M TaBJIIEHUM BKIIOUEHUE CHCTEMBI MOXKET TTPOM30UTH B

Puc. 11.11. Ponb anbpocTepoHa B perynsim oCMOTUYECKOro AaBJIeHUS KPOBU
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pe3yjabrarte cTeHo3a (CyXXeHMsI) MouyeuHol aptepuu. B pesynbraTe naBieHue KpOBU
BO3pacTaeT BblllIe HOPMbI U pa3BUBaeTCs MoyeyHas popma runeptoHuu. [unepro-
HUIO MOXET BBI3BaTb W TUIEPHPOAYKIIUS albIOCTEPOHA (TUMEPATbAOCTEPOHUZM),
KOTOpasi BOBHUKAET BCJAEACTBUE TMIIEPTPOMUN KIIETOK KIIyOOUKOBOUM 30HBI MOYEK,
BbIpabaThIBaloOlIel ajJbJOCTEPOH, WJIM aAeHOMBI HaMOYeUHUKOB. PeabcopOuust no-
HOB Na' 1 TMOBBIIIEHUE MX KOHIICHTPAIIMU B IJIa3Me KPOBU CIYXKaT CUTHAJIOM IS
cekpeuunn AT v 3anepxku Bojabl. OAHOBPEMEHHO OTMEYAIOTCS TUIOKAIUEMUS, Jie-
dunut noHoB Mg+ 1 MbIllIeUHas CJ1a00CTb.

Ipencepansiii HaTpuitypeTuaeckuii pakrop (ITH®D) mpencrapisgeT coboit COBOKYTI-
HOCTb IBYX METNTUI0B, COCTOSIIIIMX U3 28 aMUHOKUCIOTHBIX OCTaTKOB (aTpuonenTuH I)
Y MEHbIIEro yncia aMuHokucioT (arpuonentud I1) v conepxaimx onHy Aucyabhu-
HYIO CBSI3b. DT TOPMOHBI SIBJISIIOTCS aHTaroHUCTaMu aHruoTeH3uHa II. OHu cuHTe-
3UPYIOTCSI U XPAHSITCS B KAPAMOMMOLIUTAX MPEJACEPAUIA.

dakTopaMy, BHI3BIBAIOIINMHI MX CEKPEINIO, SBIISIOTCS: TTOBBIIIICHIE apTepraTb-
HOTO JaBJICHUSI, YBEJIMUEHUE OCMOJISIPHOCTH T1J1a3Mbl, YBEJIMUEHUE YaCTOThI Ceplle-
OMeHUil, MOBBIIIEHUE KOHIIEHTPALIMU KaTeXOJaMUHOB U TJIIOKOKOPTUKOUIOB.
TkaHSIMU-MUIIEHSIMM CTYKaT KJIYOOUKHM MoYeK U nepudepuyeckue aprepun. Perern-
topsl [THD umeror nomMmeHHoOe cTpoeHue. [oOpMOHBI CBSI3BIBAIOTCS C JOMEHOM, pac-
MOJIOKEHHBIM Ha HApYXXKHOH MOBEPXHOCTH MEMOpaHbI 1, U3MEHSST KOH(MOpMaLIUIO
pelenropa, MepeBoAsT AOMEH, O0JafalolIii TyaHUIaTIIMKIa3HOW aKTUBHOCTBIO B
akTuBHY10 hopmy. M3 I'TD obpasyercst il M®D, KOTOPBIiT AKTUBUPYET MPOTEUHKUHA-
3y G u cHMKaet conepxanue noHoB Ca 2+ B KJieTKax.

ATpuornenTruHbI mojasisitoT cekpeunto AL, peHruHa, albIocTepoHa, pacliupsiioT
COCyIbl U, IEUCTBYSl Ha CTaJaund 00pa30BaHUs MEPBUUYHON MOUM, YBEIUUMUBAIOT JKC-
kpeuuio Boabl 1 NaCl

11.4. Perynauua oomeHa Kanbuua u gpocharos

B opranusme yemoBeka ~ 1 KT Kaublust: 99% HaxomuTcs B KOCTSIX B (hopMe TH-
npokcuanatura — Ca, (PO,)¢(OH),, aBrdromerocsa CTPyKTYpPHBIM KOMITOHEHTOM
ckenera, a 1% KajabLus IPUCYTCTBYET B IIa3Me KPOBHU B TpexX hopMax:

e cBOOOIHBIX MOHOB Ca2™;

e B BUJI€ KOMIUIEKCOB C OeJIKaMu (TJIaBHBIM 00pa3oM C aIbOyMUHOM),

e B COCTaBe COJIeH ¢ IUTPATOM, CyabdaToM MIu pocdaToM.

B niasmMe KpoBU MOHU3UPOBAHHBIN KaJlblIMii, KOHIIEHTPALIMs KOTOPOIo MOAIeP-
JKMBAETCS B IOBOJILHO Y3KUX mpenenax — 2,12—2,6 MMoib/ 1 v 9—11 Mr/ 11, aBiisi-
eTcsd OMOJIOTMYECKU aKTUBHOM (ppakiiveit, KoTopas y4acTBYET B Ipolieccax MbIllIey-
HBIX COKpallleHW, CBePThIBAHUSI KPOBU, aKTUBALIUU psifia (PepMEHTOB, MBILLIEYHOMN 1
HEPBHOM BO30YAMMOCTH, TIepeau CUTHAJIa TOPMOHOB.

B opranusme mexay Bcemu (poHIAMU KajbLiMs MPOMCXOAUT aKTUBHBIIA OOMEH,
KOTOPBI peryjaupyeTcsi NapaTrOpMOHOM, KAJbIMTOHMHOM u 1,25-auruapokcu-
xosiekanbnudeposoM ( I KAJIbIUTPHOJIOM).
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IMapatropmon (ITTT) cexpeTtupyeTcsi B KpOBb IPU CHYKEHUM KOHLIEHTPALIMY KaJbLIUS
U CITOCOOCTBYET YBEIMUEHUIO coepKaHus MOHOB CaZ™ B BHEKJICTOUHBIX JKUIKOCTSIX. [op-
MOH CUHTE3MpYeTCs Ha pruboCcoMaXx IIEPOXOBATOTO PETUKY/TyMa KJIETOK MapalldTOBUIHBIX
JKeJie3 B BUAE MPENporopMoHa, CocTosiero u3 115 aMMHOKUCIIOTHBIX OCTaTKOB. B mpo-
11ecce TPaHCIoPTa B CEKPETOPHBIE TPaHYJIbI ITOBEPraeTcsl YaCTUIHOMY ITPOTEOIMU3Y € 00-
pa3oBaHMEM 3peJioil MOJIEKYJIbl TOPMOHA, KOTOpasi COCTOUT U3 OTHOM MOIUTENTUIHON
Lenu, BKmoyatoreit 84 ammHokucnotsl. [omynepnon xxusnu ITTT (t ;,,) — okono 10 MuH
U 3aBUCUT OT KoHLeHTpauuu Ca2*: npu HU3KoM KoHueHTpaunu Ca?+ ckopocTb aerpaia-
LIMM TOPMOHA CHIKAETCs, a ITPU BBICOKOI — YBEJIMUMBACTCSI.

OpraHaMu—MHUIIEHIMHA TOPMOHA SIBJISIIOTCS KOocTU U TTouku. [1TT cBa3bIBaeTcs ¢
pelienTopamMu, JIOKAJIU30BaHHBIMU Ha ILIa3MaTUYECKOil MeMOpaHe 3TUX TKaHeill u
rnepenaeT CUrHaJI yepe3 aleHUIATIMKIA3HYI0 cUcTeMy. B KOCTHOM TKaHU pelenTopbl
K TOPMOHY HaxonsITcs Ha ocTteobactax. [1pu mocTyrjieHuu curHaia OHU CeKpeTupy-
10T UHCYJIMHOIOA00HBIH (hakTop | ¥ IUTOKUHBI, BI3bIBAIOIIIME MOBBIIIIEHUE MeTab0-
JINYECKOM aKTUBHOCTU OCTEOKJIACTOB, Pe30POIINI0 KOCTHOM TKAHU U OCBOOOXKIECHIE
Ca 2*u pocpaToB Bo BHEKIETOUHYIO XKUAKOCTh. B moukax ITTT ycuimBaeT peabcop0-
uuto noHoB Ca2* u3 mouu u BbiBeneHue docdaros. Kpome toro, B moukax [T uH-
JOYLUPYET CUHTE3 |-TMIPOKCUIIA3bl, YIACTBYIOIICH B CMHTE3€¢ KaJIbIIUTPUOJIA, KOTO-
phlii cTUMynupyeT BcackiBaHue Ca2t B kuieuHuke (puc. 11.12).

B pesynbrate B KpoBM BOCCTAHABIMBAECTCS KOHLIEHTpaLust nioHoB Ca*, a 310 1o Mexa-
HM3MY OTpHULIATEIbHO 00OpaTHOI CBSI3M BbI3bIBAET MPEKpallieHUe CEKPELIMY TOPMOHa.

Tunepruiazust Win OMyXoJu NapaniMTOBUIHBIX XKeJle3 SIBISIOTCS TPUIMHON rumep-
napaTupeo3a, Ipu KOTOPOM HaOII0AacTCsT M30BbITOYHASI CeKpelrsl IMapaTropMoHa 1
KakK CJIACTBMEe — rumepkajbimeMusa. [Ipy sToM HaGmoma0TCs CHUKEHUE HEPBHO-
MBIIIEYHO BO30YAMMOCTU 1 KallbLIM(UKALMS MSITKUX TKaHel. Y OOJbHBIX OTMeva-
eTcsl 00111ast MblllIeuyHas c1aboCTh, ObICTPasi yTOMJISIEMOCTb, yUalllatoTcs Ciydau repe-
JIOMOB KOCTEl U ITOYEeYHO-KaMEHHOI OOJIE3HMU.

ITpu runonaparupeose, Kak MpaBUJIO, BOSHUKAIOLIEM B Pe3yJIbTaTe MOBPEXICHUS
MapaliMTOBUIHBIX XeJie3 B XO/e olepalldii Ha IIUTOBUAHOM XeJie3e, HabaoaaeTcs
CHUKEHUE KOHLEHTPALUU KaJbLMs KPOBU. ¥ MallMEHTOB OTMEYaeTCsl CHUXKEHUE TO-
pora Bo30y>XKIeHMST HEPBHBIX U MBIIIEYHBIX KJIETOK, THUIIeppedIeKChl, CYyIOpOrH, Jia-
PUHTOCTIa3MBbl, HEBPOJIOTMYECKUE U O(DTAIBMOJIOTNYECKIE HAPYIIIEHMUSI.

Kanpuurpuon — crepouaHbliii TOpMoH, siBisitoinuiicst cuHepructom ITTT. Cunresu-
pyeTcs B OpraHu3Me M3 XoJIecTeposia WM BUTaMrHa [1;, TOCTYAOIEro B COCTAaBE XK1~
BoTHOI muiu. OOpa3oBaHMe SHIOTCHHOTO KalbLUTPUOJIA HAUMHACTCS B KOXe, TIe
XO0JIECTEepPOJI MePBOHAYAIBHO OKHUCJISIETCS B 7-A€TUAPOXOJIECTEPOJI, a 3aTeM IO, Jeli-
crereM YDO npespaiuaercs: B BuTaMuH Jl; — xosekansmudeposr. Butamun nocrynaer
B IIEYEHb, INI¢ TMAPOKCUIMPYETCS ¢ MOMOILIBIO 250-THAPOKCUIA3bl ¢ 00pa30BaHUEM
KaJpLuuauona. M3 neueHn oH TpaHCIIOPTUPYETCS B TIOYKKM UM CHOBA TUAPOKCUIIUPYETCS
noj neicTereM lo-ruapoKcuiassl ¢ o0pazoBaHueM KajabluTpuoaa (puc. 11.13).

PelienTopbl KaJbLUTPUOIA UMEIOTCSI B KJIETKaX KUIIIEUHWKA, KOCTHOM TKaHU U
nouek. [opMOH uepe3 BHYTPUKJIETOUHbIE PELENTOpbl MHIyHUpyeT cuHTe3 Ca?t-
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Puc. 11.12. Ponb napatropmMmoHa B perynsauum
oOGMeHa Kanbuus:

1,25(0H)-D3 — 1,25-aurnapokcuxonekanbumdepon — kasb-
umntpuron; MKXX — mexkneToyHas XXmaKoCTb

MEPEHOCSIINX OEJIKOB, KOTOpble 00ecneyrBaloT BcachbiBaHe MOHOB Ca2* u3 Kulieu-
HUKa U peabcopOLMIO UX B ITOYKAX.

TakuM 00pa3oM BO BHEKJIETOYHOM >KUAKOCTHU TOBBIIIAeTCSI KOHIIeHTpalus Ca2+
JI0 YPOBHSI, CIIOCOOHOTO 00eCHeuYuTh MUHEpaIu3alll0 OPraHUYecKOro MaTpuKca
KOCTHOM TKaHU. DTO OCHOBHAs (byHKILIMS KaJbLIUuTproia. OgHaKo ec/id ¢ TIOMOIIbIO
9TUX MEXaHU3MOB KOoHIleHTpalusi Ca2t ocTtaeTcsl HU3KOM, TOPMOH CTUMYJIUPYET pe-
3opoumio koctu. Takoil ke a(pdekT HabmogaeTcs Mpy Mepeso3npoBKe BUTaMUHa 1 ;.

Hawnbonee yacTeiM HapylieHIEM B OOMeHEe KaJbI1sl, KOTOPHII HAOMI0gaeTCs y Ae-
Teil paHHEro Bo3pacTa, SIB/ISIeTCSI paxXuT. 3a00JIeBaHue Pa3BUBAETCS IPU HEAOCTATOY-
HOCTM BUTaMMHa [I; B OpraHu3Me M SIBJISETCS CJIEACTBUEM HapyLIEHUSI MUHEpan3a-
mun kocreil. KocTHasg TKaHb He MMeeT HEOOXOAMMON KECTKOCTU U Yy JeTeit
00Hapy>KMBaIOTCs pa3IMYHbIe AehopMalliy CKeleTa.

ITpuynHaMu 3a00J1€BaHUS MOTYT OBITh:

® HEIOCTaTOYHOCTb BUTAMUHA [l; B TIMILIEBOM PaLlMOHE;
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7-JleruapoxoiecTepo.a Burtamun D3 1,25-luruapoxcu-
(xoexambunpepo) XoJieKaJablIupepo.

(KaJILIUTPHO)

Puc. 11.13. CuHTe3 kanbuyutpuona:
1 — 7-xonecteponaerngporeHasa; 2 — 25-rugpokcunasa neyeHu; 3 — 1-rmgpokcmnasa novek

e HapyllleHHUe BCAaChIBAHUSI XKUPOPACTBOPUMBIX KOMIIOHEHTOB MUIIY B KUILIEYHUKE,

e HU3KUI ypOBEHb CHHTE3a SHAOI€HHOIO BUTaMUHa [l; B OpraHu3Me 13-3a He-

JIOCTaTOYHOro npedbiBaHUsI pebeHKa Ha COJIHIIC;
e nedeKTHI B CTPYKTYpe 250-min 1o-TuapoKCcuiia3, Hapyllalolue IpeBpalleHue
BATaMUHA [1; B KaJIBLIUTPHOIL.

Kanpuuronun — nentuaHbiii ropmoH. CuHTe3upyercs: B K-kiaeTkax MM TOBUIHOM
KeJie3bl U C-KJIeTKax MapalluTOBUIHBIX XeJie3, KaK Bce OEIKOBbIC TOPMOHBI, B BUJIE
BBICOKOMOJIEKY/ISIPHOIO IIpeaiiecTBeHHUKa. [opMoH siBisgeTcs antaronuctom I1TI u
0CBOOOXIaeTCS B KPOBB ITPHU MOBBIIICHUN KOHLICHTPALIMU KaJbLUs B KpoBU. Perer-
TOPBI K KaJIbIIUTOHMHY OOHApYKEeHbI Ha KJIETKaX KOCTHOIM TKaHU U modek. Peanu3a-
LIUSI IeMCTBUSI TOPMOHA OCYILECTBIISIETCS Yepe3 aleHUIaTUMKIa3Hylo cuctemy. Kanb-
LIMTOHMH CHMXAeT aKTMBHOCTh OCTEOKJIACTOB, MHIMOUpyeT ocBoboxneHue Ca2t us
KOCTHOM TKaHU U CTUMYJIMPYET 3KCKPELIUIO KaJIbLMS C MOYOIA.

Y XeHIIMH B IIOCTMEHOITIay3¢ Ha0II01aeTCsl CHIDKEHUE CEKpelln KaJbLIUTOHNHA,
MOCKOJIBKY CHMHTE3 M CEKPELIMs 3TOT0 TOPMOHA 3aBUCUT OT MPOIYKIINU 3CTPOTEHOB.
CrencTBreM 3TOTO SIBJISIETCSI pa3BUTHE OCTEOIIOPO3a.

BnusiHue oCHOBHBIX TOPMOHOB Ha META00JIM3M KJIETOK ITPpUBEASHO B Ta0. 11.3.



Pa3zoen ] 2

O0e3BpeKnBaHUE
MEeTa00JIMTOB U 00OMEH
YyzKepOAHbIX COeIMHECHNH
B Ne4eHU

IMeyeHb — caMblii KpYITHbBIN OpraH B OpraHU3Me YeJI0BeKa U SKUBOTHBIX; ¥ B3pOC-
JIOTro 4yeJjoBeKa ee Macca 1,5 K. XoTs nedeHb cocTaBiisieT 2-3% macchl Teia, OHa 1o-
romaet oT 20 10 30% notpebasieMoro opraHu3MoM KUCI0POa.

DyHKLUMM neyeHu

BaxueitmmmMy GyHKIIUSIMUY IICYSHU SIBJISTIOTCS MeTaOboIM4ecKast, IeITOHUPYIOLIasl,
OapbepHasi, 9KCKpeTOpHas M ToMeoctaTudeckas (puc. 12.1).

Puc. 12.1. O6mMeH Bel,ecTB B Ne4YeHu

313
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MeTta6ommueckasi. [TpoayKThl paclierneHusl MUTATeIbHbIX BEIleCTB MOCTYMaoT B
MeYeHb U3 MUILEBApUTEIHHOIO TpaKTa Yepe3 BOPOTHYIO BeHy. B meuyeHu mporekaroT
CJIOXKHBIE MPOLIeCChl 0OMeHa 0eJIKOB U1 aMUHOKMCIIOT, JIMITUAOB, YIJIEBOAOB, OMOJIOIH -
YECKU aKTUBHBIX BeIIECTB (TOPMOHOB, OMOT€HHBIX AMUHOB I BUTAMUHOB), MUKPO3JIe-
MEHTOB. B neuyeHU CMHTE3UPYIOTCS MHOTHME BelllecTBa (Hapumep, TII0K03a, X0JIecTe-
PVH U KeJTIHBIe KUCIIOTHI), HEOOXOAUMBIE IJIsT (PYHKIIMOHMPOBAHUS APYTMX OPTaHOB.

Jenonupytomas. B neueHr mpoucxoauT HaKOIJIeHUe IIMKoreHa. M3 nedyeHu B op-
TaHU3M TTOCTOSIHHO TTOCTYMNAIT MaKpO3PIruUecKre COeAMHEHUS U CTPYKTYPHbIE 0J10-
KU, HEOOXOAUMBIE JIs CHHTE3a CJIOXKHBIX MAKPOMOJICKYI.

bapoepHnasd. B ieueHu ocyliecTsisieTcs: 00e3BpexXuBaHue (OMOXUMHUYEeCKasi TpaHC-
(popmaLms) UyKepOTHBIX U TOKCUYHBIX COCAUHEHUI, MOCTYIUBIINX C TIUIICH WA
00pa30BaBLINXCSI B KUILIEUHUKE, a TAKXKEe TOKCUUECKHMX BEILIECTB K30I'€HHOTrO MpOo-
HUCXOXIEHUSI.

ODKckpeTopHas. M3 meueHu pas3nuHbIe BellleCTBa SHIO- U 3K30T€HHOrO MPOuC-
XOXAEHMSI INOO MOCTYIAIOT B XKeJTYHbIe TPOTOKU U BBIBOASITCS C XXeaublo (0osee 40
COeIMHEHMIT), TM0O0 MOMaAaloT B KPOBb, OTKY/1a BEIBOISTCS TTIOYKAMU.

TI'omeocTtaTnyeckasd. IleuyeHb BBIMMOJHSAET BaXKHbIe (DYHKUMU IO IOAACPKAHUIO
TTOCTOSTHHOTO COCTaBa KpOBU (ToMeocTas3a), obecrieunBasi CHHTE3 U TTOCTYIUICHUE B
KPOBb Pa3IMYHbIX METa0OJIUTOB, a TAKXKE MOTIOIIeHHUE, TpaHC(HOPMALIMIO U 3KCKpe-
LIMI0 MHOTMX KOMITOHEHTOB T1J1a3Mbl KPOBM.

06MeH BelLecTs B NeYeHu

IleyeHb MpMHUMaET yyacTue B MeTabO0IM3Me MOUTH BCEX KJIACCOB BEIIECTB (pUC.
12.2).

Puc. 12.2. dyHKkuum neyeHun
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MeTaboau3m yriieBonoB. [J110K03a U Apyrue MOHOcaxXapuabl ITOCTYMAIOT B MeUYeHb
W3 TUTa3Mbl KPOBU. 37IeCh OHM IMpPEeBpallaloTcs B TII0K030-6-(ocdar u apyrue mpo-
IYKTBI TJIMKOJIU3a. 3aTeM IJII0KO3a IETOHUPYETCS B BUAE PEe3epBHOIO Mojucaxapuna
[JIMKOTEHA WK MPeBpalllaeTCs B XKUPHbIE KUCTOThI. [1py CHUXXEHUU YPOBHS TJIIOKO-
3Bl TIeYeHb HAUYMHAET MTOCTABIISTH [JIIOKO3Y 3a CYET MOOWIM3auy TiaukoreHa. Ecim
3arac MIMKOTeHa O0Ka3bIBaeTCsl MCUEpIIaHHBIM, TJII0KO3a MOXKET CUHTE3UPOBAThCS B
Mpoliecce NIIOKOHeOoreHe3a U3 TaKWX MpeAIIeCTBeHHUKOB, KaK JJaKTaT, TUpyBaT, TJu-
LIEPOJI WIM YTJIEPOIHBII CKeJIeT aMUHOKHUCIIOT.

MeTta6omu3m JunuaoB. ZKUpHbIE KUCIOTbI CUHTE3UPYIOTCS B MTEYEHU U3 alleTUIIb-
HBIX OJIOKOB. 3aTe€M OHU BKJIIOYAIOTCSI B COCTaB XKUPOB U (hOCHOIUIINA0B, KOTOPHIE
ITOCTYIIAIOT B KPOBH B (DOpMeE JIMTIOTIPOTEMHOB. B TO ke BpeMsI XKUpHBIE KUCIOTHI IT0-
CTynaroT B MeuyeHb U3 KpoBu. 151 sHeproodecneyeHus opraHu3Ma 00JblIoe 3Have-
HUE UMEET CBOMCTBO MEYeHU KOHBEPTUPOBATh XKUPHbIE KUCIOTHI B KETOHOBBIE TeJa,
KOTOPbIE 3aT€M BHOBb MOCTYIAIOT B KPOBb.

B nieyenn nuet cuHTe3 Xosecteposia u3 aleTui- KoA. 3aTeM xojiecTepoti B COCTaBe
JIMTIONIPOTEMHOB TPAHCIIOPTUPYETCS B Apyrve opraHbl. M30bITOK xos1ecTeposia npe-
BpAaIaeTCs B XKETYHBIC KUCIOTHI M BBIBOAUTCS M3 OpTaHU3Ma C KETYbIO.

MeTa00M3M AMHHOKHCJIOT H 0€JKOB. YPOBeHb aMIHOKHUCIIOT B TJTa3Me KPOBH pe-
ryiupyercsl nedeHbto. M30bITOUHbIE aMUHOKUCIOTHI PACLIETUISIIOTCSI, aMMUaK CBSI-
3bIBAETCSl B LIMKJIC MOUYEBUHBI, MOUEBMHA MEPEHOCUTCS B MIOUKHU. YTIAEPOIHBIN CKeIeT
AMMHOKUCJIOT BKJIIOYAETCsI B POMEKYTOUHBI METa00JIU3M KaK UCTOYHUK JIsI CUH-
Te3a [JII0KO3bI (TJII0KOHEOTeHe3) U KaK UCTOYHMK 3Hepruu. Kpome Toro, B neyeHu
OCYIIIECTBIISIIOTCS CUHTE3 M pacIIeIJIeHe MHOTUX OETKOB TIJIa3Mbl KPOBH.

buoxummnyeckas Tpanchopmanusg. CrepouHble TOPMOHBI U OMIUPYOUH, a TakxKe
JIEKApCTBEHHBIE BEILLIECTBA, 3TAHOJ U APYTMEe KCEHOOMOTUKM IMOCTYNAIOT B MEYEHD,
IJIe OHU MHAKTUBUPYIOTCS U MPEeBPAIIAIOTCS B MOJISIPHbIC COSTMHEHUS.

denonupoBanue. IleyeHb CIyXXUT MECTOM JACTIOHUPOBAHUS DHEPIETUYECKUX pe-
3epBOB OpraHu3Ma (comepkaHue IIMKOreHa MoXeT JocTurath 20% Macchl MeueHu ).
B nedeHu Takke TeMOHUPYIOTCS MHOTHE MUHEPaTbHBIC BEIIECTBA, MUKPOIJIEMEHTHI,
pSAI BUTAMUHOB, B TOM YHCIIe Kesne30 (0Koio 15% Bcero skenesa, comepKalierocs B
OpraHu3Me), PeTUHOJ, BUTaMuHbI A, D, K, B,, n donnesas kucnora.

KomneHcaTopHble (pyHKLUU neyeHn

TkaHM BBICITNX OPTAaHU3MOB HYXXKIAIOTCS B TTOCTOSTHHOM TIPUTOKE OOTATHIX SHEP-
ruei BEeIIeCTB U MpealeCTBeHHUKOB ISl CUHTe3a 0oJiee COXHBIX MaKpOMOJIEKYJI.
[ToTpeOHOCTH OopraHM3Ma OOECIIeUMBAIOTCS 3a CUET MUTAHWUSI, OMHAKO OHO ObIBaeT
HeperyJspHbIM U HepaBHOMEPHBIM. [lepepbIBbl B MOCTYIUIEHUN MUTATEJbHBIX Be-
IIIECTB KOMITEHCUPYIOTCSI TIeUeHbIO, KOTOpasi BMeCTe ¢ IPYTMMU TKaHSIMU, TPexae
BCETO JXMPOBOM TKaHbIO, BBITIOJHSIET KOMITIEHCATOPHBIE (DYHKITUN.

B Ouoxumum nutaHus OpUHATO pa3iamdaTh a3y adcopOumu u (aly nmoctadcopo-
LIMU, KOTOPasi 0XBAaTbIBAET COCTOSIHUSI OpraHM3Ma BO BpeMsl pa3rpy304HbIX JHEH (B TOM
qyucie Npu coOI0EHUU MOCTa), BILIOTh 10 MOJHOTO rojiogaHust. [lepexon Mexay aTu-
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MM IBYMsAI (I)a3aMI/I OIMPEACIACTCA KOHHCHTpaHI/Ieﬁ OoraThIxX SHCPFI/ICI\/)I COCIMHEHU B
I1a3M€ KpOBU U PEryJIMpyeTCd rOpMOHaAMU 1 BEreTaTuBHOM HCpBHOVI CUCTEMOM.

®aza abcopbuuu

Puc. 12.3. ®aza abcopobuum

®a3za abcopbuuy (YTUIM3ALUUU U IeMOHUPOBAHUSI) HAYMHAETCSI HETTOCPEICTBEH-
HO C MpYeMa MUIIY U JUIUTCS NpuMepHo 2—4 yaca. 3a cueT rnepeBaprBaHus MUILUA B
T1a3Me KPOBU BPEMEHHO YBEIMUMBAECTCS KOHIIEHTPALIUS TJIIOKO3bI, aMUHOKHCIIOT U
KUPOB (TpUALWATINLEPOJIoB) (puc. 12.3).

IMomxenynouHas xxeje3a OTBEYAET Ha 3TO U3MEHEHUEM BbIOpOCa TOPMOHOB: YBe-
JIMYeHHEM CeKpelLIMy MHCYJIMHA U YMEHbIIIEHUEM CeKPelLlMM [JII0KaroHa. YBeJuueHue
COOTHOILEHUSI MHCYJIMH/TJIIOKAroH B COYETAaHUM C OOraThIMU HEprueii cyocrpataMu
CTUMYJIMPYET Mepexo/ TKaHel (0COOEHHO MeYeHU, MbILIIEYHOU U XKMPOBOM TKaHei) B
aHaboIMYecKylo ¢asy.

B meyen” 13 mocTymnaionmx cyocTpaToB CUHTE3UPYIOTCS TIMKOTEeH 1 KUPHI. [I1-
KOTeH JAEMOHUPYETCS B TIEYEHU, KUPbI B BUJE JIUITONPOTEUHOB OYEHb HU3KOM TUIOT-
Hoctu [JITTOHIT (VLDL)] noctymnatoT B KpoBb. B MblllIeuHOI TKaHU TaKXe 3a CUET
IJIFOKO3bI TIOTOJTHSIETCSI 3aI1ac INIMKOTeHa, a U3 aMUHOKHUCIIOT CUHTE3UPYIOTCS OCIKMU.
B XXupoBy10 TKaHb XXMPbI MOCTYMAIOT U3 MEYEHU U KeJIyTOYHO-KUIIEUHOTO TpaKTa
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(B cocraBe xusmomukpoHoB u JITIOHIT), a 3aTrem nenoHMpyIOTCs B BUIE KUPOBBIX Ka-
nenb. Cep/le 1 HepBHAs TKaHb MCITOJIB3YIOT INIIOKO3Y B KAUeCTBE MCTOUYHUKA DHEp-
ruu. KJeTku cepaedyHOi MBIIILIbI SIBJISIIOTCSI B U3BBECTHOM CMBICTIE «BCESIAHBIMU», TaK
KaK OHM MOTYT I10JIly4aTh 9HEPIUIO U U3 APYTUX CyOCTPATOB.

®asa nocrabcopbumu

Puc. 12.4. ®aza noctabcopouum

ITpu npekpallleHny MOCTYTUIEHUS UL BCKOpe HaunHaeTcs (haza mocTabcopOLmu.
DTa cTaaust HAUYMHAETCS C UBMEHEHUST CEKPELIMU TOPMOHOB TMOKETYI0YHOM XKee3bl:
Tenepb a-KJIETKM CEKPETUPYIOT OOJIblIIe TII0OKAroHa, a B-KJIeTKU MpeKpallaloT ceKpe-
LIMI0 UHCYIMHA. HU3Koe COOTHOIIEHEe MHCYJIMH,/TJIFOKATOH B IJIa3Me KPOBU 3aITyCKaeT
MpoLECcC MPOMEKYTOUHOTO MeTaboIM3Ma B 0OpaTHOM HarpasieHuu. Tenepb opraHusm
JIOJKEH BEPHYThCS K MCITOJIb30BAHUIO COOCTBEHHBIX SHEPTeTUIECKIX pe3epBoB. B op-
raHM3Me HauMHaeTCsl pacilieryIeHUe 3aMacHbIX BEIIECTB — IJIMKOTeHa, XKUpOB, OEIKOB,
¥ HaUMHAETCsI CUHTE3 OOTaThIX SHEprueii BelecTB B rieueHu (puc. 12.4).

B neyeHu mpoucxoauT MOOUIM3aALIMS TJMKOreHa (miukoreHonus). IToayyeHHast
IJII0KO03a UCIIOJIb3YETCA AJI O0ECTIeYEeHUA APYTUX TKAHEH, IIPEKIE BCETO MO3Ia, KOPEI
HAAMOYEYHMUKOB U 3PUTPOLIMTOB, HE PACIOjaralolIuX COOCTBEHHBIMU pe3epBaMU
[II0KO3bI. Eciv CITycTsl HECKOJIbKO YacOB pe3ePBhI TTIIOKO3bI B IIEYEHN OKAXKYTCS UC-
YyepriaHHbIMU, YCWIMBAeTCsl TMpoliecc TtoKoHeoreHeza. CyOcTpaThl MOCTyHaloT U3
MBI (AMMHOKKCJIOTHI) U XKMPOBOH TKaHU (IU1epos1). BeicBoOOaMBIIIMECS XKUPHBIE
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KMCJIOTHI UCITOJIB3YIOTCSI TTIEUEHBIO JIJ1s1 CHHTe3a KETOHOBBIX Tesl (KETOTeHe3), KOTOpble
HAIPaBJISIIOTCS B KPOBb U CJIYKAT BaXKHEHUIIIMM UCTOYHUKOM 3HEPTUU B TOCTAOCOPO-
TUBHOM (dase.

B MpbI1111aX pe3epBbl TTI0KO3bI B BUIE TJIMKOT€HA UCTIONB3YIOTCS NCKITIOUUTEIEHO
JUTST COOCTBEHHBIX HYXXI. AMUHOKHCIIOTBI, 00pa3yroIIrecs 3a cYeT MEeUIEHHOTO pac-
LIETUIeHUsT 0eJIKOB, TTOCTYMAIOT B MeUYeHb U YyTWIM3UPYIOTCS B Mpoliecce MIIOKOHEO-
reHesa.

B >k1poBoii TKAaHU TOPMOHBI MHULIMKPYIOT JIMTIOIN3 ¢ 00pa3oBaHUEM IIMLIepoJia 1
SKUPHBIX KUCJIOT. 2ZKMPHbIE KUCTOTHI CTY>KAT UCTOYHUKOM SHEPTUY BO MHOTHUX TKAHSIX
(3a MCKJIIOYEHMEM MO3Ta U PUTPOLIMTOB). BaxKHBIM IPUEMHUKOM KUPHBIX KUCIOT
SIBJISIETCSI TI€UEHB, T1Ie OHU MCITOIB3YIOTCS TSI CHHTE3a KETOHOBBIX TEJl.

MeTta6onu3m yrnesopoB

Ii1roxo03a HapsIy ¢ SKUPHBIMU KMCJIOTaAMU ¥ KETOHOBBIMU TeJIAMU SIBJISIETCS BasKHE M -
M MCTOYHUKOM SHEPTUHU. YPOBEHB INIIOKO3HI B KPOBH MOIIEPKMUBACTCS TTOCTOSH-
HBIM 4-6 MM (0,8—1,0 r/m1) 61aromapst TOHKOM peryJIsiiiin IIPOLIECCOB €€ MTOCTYIIICHUS
1 notpebaeHusi. [Jroko3a rmocTynaeTr u3 KMIilleyHuKa (3a c4eT nepeBapuBaHMS MUILIK).
[Tpu 3TOM IMeuyeHb BBIMOJIHSET (DYHKIIMIO «IJIIOKOCTaTa»: B (pasze abcopOLMKy TIH0K03a
MOCTYyMaeT B MeYeHb U3 KPOBU M HAKarUIMBaeTcsl B BuAe rivkoreHa. Ilpu medunmre
IJIIOKO3HI ((ha3a moctabcopOLMu, ToI0JaHKe) IIeYeHb, HAITPOTUB, ITIOCTABJISIET [NIIOKO3Y,
KOTopast 00pa3yeTcs 3a CYET ITPOLIECCOB INTMKOTEHOJM3a 1 TIIIOKOHEOTeHE3a.

[leyenn obamaeT CBOMCTBOM CHMHTE3MPOBATh TJTIOKO3Y M3 IPYTHUX caxapoB, Ha-
npumep GPYyKTO3bl U raIaKTO3bl, WIU U3 APYTUX MPOAYKTOB MPOMEXKYTOUHOTO METa-
oosmsma. [IpeBpailieHre lakTaTa B INIIOKO3y B 1IMKJe Kopu 1 ajlaHMHA B TJIIOKO3Y B
LMKJIE aJJaHWHA UTpaeT 0coOYyI0 posib B 00ECIIEYCHUM SHEPTUEH IPUTPOLIUTOB U Mbl-
IIEYHBIX KIIETOK.

Heob6xomuMbIMI yCTTOBUSIMUA aKTUBHOTO YTJIEBOTHOTO OOMEHa B TEUEHM SIBJISI-
IOTCS OOpaTUMBIM TPAHCIIOPT CaxapoB UYepe3 IIa3MaTHMYecKylo MeMOpaHy Termaro-
IUTOB (IMIPHW OTCYTCTBUU KOHTPOJIST MHCYJTMHOM) U Haln4dre (pepMeHTa TIIFOK030-6-
(ocdaTassl, BLICBOOOXKIAIONIETO MTIOKO3Y U3 TII0K030-6-bocdara.

MexaHu3Mbl 06e3Bpe>+<uBa|-ma TOKCUYECKUX BeLlecTB B Ne4yeHu

BemiecTBa, He MCIIOJIb3yeMble OPTAHU3MOM, HA3bIBAIOTCSI YY:KEPOAHBLIMU Bellle-
crBaMu (KceHoOMoTuKamu). OHU, KaK MpPaBUJIO, MOABEPraloTCs XMMUYECKON MO-
JuduKaunm (IETOKCUMKALIMW) U YIAISIIOTCS U3 OpraHru3Ma. OTH BelllecTBa MOTYT MO-
Majath B OPraHU3M C TUILEH, yepe3 KOXY WU IyTeM BabixaHusi. O0e3BpeKMBaHUIO
TIOIBEPraloTCs BelllecTBa, oopasyolnecsd B opraHusme: NH,, nentugHele u crepo-
UJIHbIE TOPMOHBI, KATEXOJAMUHBI, IIPOAYKTHI KATa0OJM3Ma remMa, IIpOayKThl THUESHUS
AMUHOKMCJIOT B KMIIIeYHUKeE. JIeKapCTBEeHHBIEC BEILIECTBA MOTYT BHIBOAUTHCS U3 Opra-
HU3Ma B HEM3MEHEHHOM WJIM MOAU(ULIMPOBAHHOM BUJIE.

O0e3BpeXXMBaHNE TOKCUYHBIX BEIIESCTB IMPOMCXOIUT IMYTEM XMMMWYECKON MOIM-
¢ukauuu B ABe da3bl. B I (pase BemiecTBO yalle Bcero rnoaBepraeTcsl r’uaAPOKCUIIN -
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Puc. 12.5. MeTta60n13m 1 BbiBegeHNe KCEHOOMOTMKOB U3 OpraHu3Ma:
R — papvikan, ncnonb3yembiii Npy KOHbIOraumm (FyTaTMoH, MOKYPOHWA 1 Ap.); M — monekynsapHas
macca

poBanuto. Bo II daze mpoucxoauT peakuusi KOHbIOTAlMK, MPOAYKT, KaK MpaBuio,
XOPOLLO PaCTBOPUM U JIETKO yaaJsieTcsl U3 opraHusma (puc. 12.5).

B MemOpaHax sHIOMIa3MaTUYECKOro peTukyayma (OP) mpakTuuecku Bcex TKa-
Hell ToKaJM30BaHa CUCTEMa MUKPOCOMaIbHOTO (MOHOOKCUT€HA3HOT0) OKUCIICHMS,
oTBeyvarolas 3a reueHue | ¢aspl 00e3BpexxuBaHusI. ITa cucTeMa Hauboiee aKTUB-



320 Buonornyeckas xumus

Ha B meyeHu. B kieTkax HEKOTOpbIX TKaHel (HampuMep, B KOpe HaAMOYeYHUKOB)
OKHCJIUTEbHAs CUCTeMa JJOKaJa30BaHa B MeMOpaHaX MUTOXOHIPUIA.

OcHoBHbIE (DEPMEHTHI, YYACTBYIOLIME B OKUCIUTEIbHOW CHUCTEME: LIMTOXPOM
P450-penykraza — dmaBonporenH (KopepmeHT FAD unu FMN), uuroxpom P450

Lutoxpom P450 MoXeT CBSI3bIBaTh B AKTMBHOM LIEHTPE JUITO(GWILHOE BEIIECTBO
RH u monexyny kucinopoga. OauH aToM KUCI0poJa MPUHUMAET 2 U MEePEeXOauT B
dbopmy O, . JloHopoMm 37eKTpOoHOB U MpoToHOB sABigeTcs NADPH+H®*, koropsrit
okucisiercst uutoxpom P450-peaykrazoit. O,- B3aumMoaeiicTByeT ¢ mpotoHamu: O, +
2H* —> H,0, n obpasyercs Boga. Bropoii aToM MOJIEKYJIBI KUCTIOPOJA BKJIIOYAETCS B
TUAPOKCUIBHYIO rpymiy BemectBa R-OH.

CyMMapHoe ypaBHEHUE peakluu ruapokcuanpoBaHus Betiectsa RH ¢epmeHnTa-
MM MUKPOCOMAJIbHOTO OKUCJICHUSI:

RH+ O,+[ NADPH +H*]-->ROH+H,0 + NADP*.

B pesynsraTe ruapoKCMIMPOBaHNS BO3MOXKHBI MOBBIIIEHNE PAaCTBOPUMOCTH TH-
IpohoOHOTO COeAMHEHMSI, TOTEPS] MOJIEKYJION ee OUOIOrMYecKOol aKTUBHOCTU WU
obpaszoBaHue 0oJiee aKTUBHOTO COCIUHEHUSI, YeM BEIleCTBO, U3 KOTOPOTO OHO 00-
pasoBajioch (puc. 12.6).

Huroxpom P,s5, He obnamaer abCOMIOTHON CNELU(MUYHOCTBIO, U3BECTHO MHOTO
n30(popM 3TOro OesKa, Kaxaas (popMa MMeeT MHOTO CyOCTpaTOB. DTUMHU CyOCcTpaTa-
MM MOTYT OBITh SHIOTEHHBIC JTUTTOMIILHBIC BeIIeCTBa, a UX MOAM(MUKAIINS BXOIUT B
ITyTh HOPMAJIBHOTO MeTa0oIM3Ma 3TUX coeauHeHnit. Lintoxpom Py, Bo3nelicTByeT n
Ha MHOTHE TUAPOGOOHBIEC Uy KEPOIHbIE COEAUHEHUS, B TOM YMCJIe JIeKapCTBa.

Puc. 12.6. NonoxeHve 6e1KOB MOHOOKCUIreHa3HOo CUCTEMbI B MEMOpaHe
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Ocoboe MecTo cpeau (epMEHTOB, YYaCTBYIOIIMX B 00€3BpeXKUBAaHUU KCEHOOMO-
TUKOB, HOPMaJIbHBIX METa0OJIMTOB U JIEKAPCTB, 3aHUMAIOT IIyTaTUOHTpaHC(pepasbl.
M3BecTHO MHOXECTBO M30(epPMEHTOB TJyTaTUOHTpaHcdepa3bl C pa3IMYHON CyO-
cTpaTtHoOM crieuuduuHOCThIO. 1151 paboThl (hepMeHTOB Tpedyercs ryTatuoH (GSH).
GSH — sto Tpunentun Iimy—Iuc—Iim (ocTaToK IIyTaMMHOBOM KHUCIOTHI IIPUCOS-
JNIMHEH K HUCTeMHY KapOOKCUJIbHOM TPYNIION pajauKkania).

I[nyratnoHTpaHcdepasbl — yHMBepcaabHble (EpMEHTHI, (DYHKIIMOHUPYIOIINUE Y
BCEX KMBOTHBIX 1 YeJIOBeKa M MMEIOIIMECS BO BCeX TKaHSIX. DTU (epMEHTHl UTpa-
10T BaXXHYIO pOJib B 00€3BpEeXXMBAaHUU COOCTBEHHBIX META0OJUTOB: HEKOTOPHIX CTe-
POUJHBIX TOPMOHOB, MPOCTArJIaHJAMHOB, OUIUPYOUHA, KeTYHBIX KUCJIOT, MPOIYKTOB
MEePEeKUCHOro OKucaeHus: TunuaoB. O0e3BpexXruBaHe KCEHOOMOTUKOB C y4acTHeM
[JyTaTUOHTpaHc(epa3 MPOUCXOAUT TPeMsI My TIMU:

e KoHblorauuei ocrarka cyocrpara R ¢ rimyrarmonom (GSH):

R+GSH-->GSRH;
o HykJeoduabHbiMU 3aMelieHusiMu: RX+GSH-->GSR+HX.
Hanpumep, 1-x10p-2,4-AMHUTPOOEH30JI 00€3BPEKMBACTCS CICAYIOIINM 00pa3oM:

e  BOCCTAaHOBJICHHEM OPraHUYECKMX ITIEPOKCUIOB A0 CIIUPTOB:
R-HC-O-OH+2 GSH-->R-HC-OH+GSSG+H,0
OOH — runponepoxucHag rpymima, rae GSSG — oKucaeHHBI! IIyTaTUOH.

O0e3BpexrBaHe KCEHOOMOTUKOB C ydacTueM nuToxpoma P450 nHorma mpuso-
JIUT K o0pa3oBaHUIO HE MeHee, a 0oJiee TOKCUUHBIX MEeTabOJIUMTOB, UeM HCXOJHbIE.
DTU TOKCUYHbIC BelllecTBa 00e3BpexKUBAIOTCS IIIyTaTMOHTpaHchepaszamu. [iyraTu-
OHTpaHc(pepaza — UHAYLIUPYEMBbIA (PepMEHT.

06e3BpexuBaHNE HOPMaNbHbIX MeTaboNnTOB

B peTI/IKy'I[03H,[[OTCJ'H/IEU'II)HOI71 CUCTEME KIIETOK CCJIEC3€HKH, KOCTHOIO MO3ra, a
TaKXK€ IMECYCHU ITPOUCXOIUT paclrian reMorjioonHa IIpn yyaCTum (l)epMGHTOB remM-
OKCUT€HA3HOU CUCTEMBI.
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06pa3zoBaHue 6unupybMHA Npu KaTabonmsme remornoomnHa

OOpasyouiicss OMaIupyorH, HENPSIMOI, MJIM HEKOHBIOTUPOBAHHbBIN, HE TaIOLIWA
MpSIMOM peakMM C IMAa30peaKTUBOM, MOCTYIaeT B KpoBb. OH IIJIOXO PacTBOPUM B
BOJIC U KPOBU U MIO3TOMY TPAHCIIOPTUPYETCS B MIeYeHb B KOMITJIEKCE C alIbOYMUHOM.

KoHueHTpaiuss ouinpyouHa B KpoBM 310poBoro yesnoneka 1,7—17 MKMoJb/J1.
bunupyOuH nocTymnaet B rernatoluThl 10 MexaHu3My obJjierdyeHHou auddysuu. B ne-
yeHu noj AeiicteueM Y D-rmokypoHuaTpaHchepassl (GepMeHTa SHI0IIIa3MaThye-
CKOTO PeTUKYJIyMa) 00pa3yeTcsi KOHbIOTMPOBAHHBIN OUIUPYOUH.

Yoo
Yoo

yod
Yoo

[mrokypoHMpoBaHWE IPOUCXOAUT B IBA 3Tarla, 00pa3yeTcss CMeCh MOHO- 1 TUTJIIO-
KYPOHUAOB. AKTMBHOCTh Y/ ®-rimoKypoHuITpaHcdepa3bl MOXET MHIYIIMPOBATHCS
HEKOTOPBIMM JIEKAPCTBEHHBIMU TIperapaTtaMmu, HanpumMmep peHobapouTaiom. Cekpe-
11sI KOHBIOTMPOBAHHOIO OUIUPYOMHA B XKeI4b UAET C MOMOIIbIO MeXaHU3Ma aKTUB-
HOTO TPAHCIIOPTa, T.€. MPOTUB rPaiMeHTa KOHLICHTPALIUU.
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B cocraBe keauu mpsiMoii OMJIMPYOMH CEKPETUPYETCS B IBEHAALATUIIEPCTHYIO
KMIIKY. B KnieyHrKe noj JeiicTBUeM THIpoJia3 OaKTepUuil IPOUCXOINUT JEKOHBIOTa~
s, 00pa3yloTCcsl HEMPSIMOM OMJIMPYOUH 1 IJIIOKYPOHOBAsT KUCIOTA.

HenpsmMoii OuinpyOouH nop neiictBrueM 0akTepuii IpeBpaliacTcsl B ypOOUIMHOICH.
OO0pa3zoBaHHBIE TTPOAYKTHl B OCHOBHOM BBIBOISITCSI C KAJIOM X HEOOJIbIIAsl 4acTh — C
Mouoii. [Toa BIUsIHMEM pa3IMUHBIX (haKTOPOB B OpraHW3Me MOXET HapylIaThCsl Bbl-
BelleHre OWIMpyOMHa M MPOAYKTOB ero MeTaboamu3Ma. [loBbllIeHre comepkaHus Ou-
JIMpyOrHA B KPOBU BeET K OTJIOXEHHUIO ero B TKaHSIX, B TOM UYMCJIe B CJIU3UCTHIX 000-
JIOUKaxX 1 KOXe, BbI3bIBasI MX OKPAIIMBAHUE B XKEJITBI 1IBET.

MeTa6onu3m nekapcre

JeiicTBre Ha OpraHU3M OOJIBIIIMHCTBA JIEKAPCTB MpeKpallaeTcs yepe3 ornpeaeaeH-
Hoe BpeMsl Tocjie ux nmpuema. IlpekpallieHue AeiicTBUSI MOXKET IMTPOUCXOAUTD TTOTOMY,
YTO JIEKapCTBO BBIBOAMTCS M3 OpraHW3Ma B HEM3MEHEHHOM BMIE (3TO XapaKTEepHO
IUTSE TUAPOMUIBHBIX COSIMHEHWI) WY B BUIE MPOAYKTOB €T0 XMMUIECKOM Mogrudu-
kaiuu (ouorpaHcdopmanmu). PesynsraroM OuoTpaHchopMalliu JieKapCTBEHHBIX
BEILIECTB SIBJISIIOTCSI:
e UHAKTUBALMS JEKAapCTBEHHBIX BEIIECTB, T.€. CHUXXEHUE UX (hapMaKoJoruye-
CKOW aKTUBHOCTH ((heHOoOapOUTal, HUTPUTHI, 3GEAPUH U AP.);

e TMIOBBIIICHUE aKTUBHOCTM JIEKAPCTBEHHBIX BellleCTB (OyTamuoH, MeTuinoda,
HOpMOpPGhUH U 1p.);

e TIOSIBJICHHUE METaOOJIMTOB, OKa3bIBAIOIINX TOKCHMUECKOE IeMCTBIE Ha OpTaHU3M
(benareTuH, cyabhaHUIAMUIbI).

MHakTuBaLusl JeKapCTBEHHBIX BEIIECTB MPOUCXOAUT B nBa 3Tama. [lepBbiii
aTal — XUMUYecKast MoauduKalus 1o AeicTBueM (pepMeHTOB MOHOOKCUTEHA3-
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HOW CHUCTEMbl dHAOIIA3MATUYECKOTO PEeTUKYJyMa (MUKPOCOMAIbHOTO OKUC/e-
HUSI), HaITpUMeED:

Bropoii aTan — KoHbloranus (CBI3bIBAaHUE) JEKAPCTBEHHBIX BEIIECTB (KaK MO/I-
BEPrIINXCSI KaKUM-JIMOO TIpeBpallieHrsIM Ha TTIepBOM STarle, TaK 1 HATUBHBIX TIpeTia-
paToOB) C TIIUIIMHOM, TJIyTaMaToM M atteThI- KoA. [ITUIIMH MOXeT TPUCOeTMHATHCS 10
KapOOKCHUJIbHOM IpyIlie, MNIIKYpoHoBasi Kuciora — 1o OH-rpymirie, a aleTUabHbIR
octaTok — 1o NH,-rpynme. Peakiiuu KOHbIOraliMu KaTaIUu3upyOT COOTBETCTBYIO-
e hepMeHThI Kilacca TpaHcdepas.

03Bl HEKOTOPBIX JIEKAPCTB MPU CUCTEMATUIECKOM TTprUeMe HEOOXOIMMO yBeJIU-
YMBaTh, TaK KaK WX IEWCTBHE HAa OpraHU3M OcabjsgeTcs. DTO IPOUCXOIUT MTOTOMY,
YTO 3TH JIEKApCTBA, KaK U IPYTUe YYXXEPOIHBIE COENVMHEHWS, UHAYLIMPYIOT CUHTE3
(hepMEHTOB MOHOOKCUTEHA3HOM CUCTEMBI U PeaKLINil KOHbIOTALIUY.

XuMUYeCKNU KaHueporeHes

B ocHoBe xuMmyeckoro KaHieporeHesa yiexat nopexnerus: JIHK mon neiictBu-
eM XMMHUUYeCcKUuX KaHleporeHoB. [Toinuukiinyeckue apoMmaTuieckue yriaeBoaopobl,
apoMaThyeckue aMUHbI (Harpumep, 2-HaTUIaMUH), HUTPO3aMUHbBI, ahIaTOKCUHBI,
KOTOpbIE COACPXKATCSI B KAMEHHOYTOJIbHOM cMoJie, TaOauHOM JbIME, 3arpsSI3HEHHOM
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BO3/1yXe OOJIBIINX TOPOAOB U MUILIEBLIX MPOAYKTAX, MOJABEPTHYTHIX 00KapUBaHUIO Ha
VIJISIX W KOTTYEHUIO, HE SIBJISIIOTCSI KaHLIepOreHaMu, HO TIpeBpallialoTcs B HUX, MO/~
Beprasich B IeUeHU «00e3BPEXKUBAHUIO» (hepMEHTAMM MOHOOKCUTEHA3HON CUCTEMBI.
HaunbGosee yacto BcTpeyaroiyecs: NpoKaHIEPOTeHbl MpUBEAeHbI B TabJ. 12.1.

Tabauya 12.1

Knacc coenunenmii IIpencraButennb HcTounnk
TMonuuukmuyeckre benzanTpanuH, BoixjomnHbIe Ta3bl, MPOAYKTHI TOpe-
apoMaTuyecKue METWJIXOJaHTPEH, OEH301  HMSI, TAOAUHbIN AbIM, KOKCOXMMUYE-
YIJIEBOAOPO/IbI CKO€ MTPOU3BOICTBO
ApomaTuyeckue MeTtuiaMruHOOGEH30I1, ITpor3BOACTBO KpacUTENEIA.
aAMUHBI HaTUIaAMWH, [MpousBoacTBO pehoIMaHTOB U PO-
JIMOKCUHBI TETPaxXJIOPOEH30AMOKCUH  CTOBBIX BEIECTB, ILIEJUIIOJI03HO-0Y-

MaXXHasi ITPOMBIIIJICHHOCTDb, XJIOPH-
POBaHUE BOAbI, TOPAIINE CBAJIKU

MUKOTOKCHUHBI AdnarokcuH B, IMnecHeBbie rprbdbl. OOpasyroTCs Mpu
HuTpo3amMuHbl NUMETUITHUTPO30aMUH, YIOTPEOJICHUM  HUTPOCOAEPKAIIX
IUATUITHATPO30AMUH MPOAYKTOB

M 3BeCcTHBI COTHU TEHOB, MyTallMK B KOTOPBIX MOTYT CITOCOOCTBOBATH MPEBPALLIEHUIO
HOpPMAaJIbHOM KJIETKM B OIMYXOJIEBYIO, — 3TO MPOTOOHKOTeHbI. [IpOTOOHKOTEH — TeH,
conepxaniuii “H(popMalmoo o Oejike, peryaupyroleM HOpMaJbHYIO TTpoJiidepalnuio
KJIETOK, 1 CTIOCOOHBIN B pe3yJIbTaTe M3MEHEHMS CTPYKTYPBI TIPeBpaIiaThCsl B OHKOTEH.
OHKOTeH — TeH, DKCITPECCHs KOTOPOTO TTPUBOIUT K HEKOHTPOJIUPYEMOI TTposndepa-
1mu. i npeBpalieHus IPOTOOHKOTeHA B OHKOTEH TPEOYIOTCSI UBMEHEHMSI B €0 pery-
JIATOPHOM WJIM CTPYKTYPHOI YacCTH.

KaHneporeHaMu MOTyT OBITb KaK OpraHuYeckue, Tak U HeopraHu4eckue MoJe-
KYJIbI, T.€. KaHLIEPOTeHHOCTb HE CBSI3aHa C KaKo-I100 onpene/eHHON CTPYKTYPHOI
0COOEHHOCTBIO.

Hanpumep, 6eH3nupeH B opraHu3Me MoJBepraeTcs T’ApOKCUIMPOBAHUIO, B Ka-
YeCTBE MPOMEXYTOUHOTO MPOyKTa 00pa3yeTcsi SMOKCHUI, KOTOPBIH SIBJISIETCS KaHILIe-
porenoM. KoBaneHTHass MogmduKaiisg ryaHinHa TIPUBOINT K pa3phIBY BOTOPOIHOI
cBsizu Mexay GC B uenssx JIHK u Hapymenuto B3aumoneiictust JIHK ¢ 6enkamu.
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[TpumepoM KaHlieporeHa HeOpraHU4YeCKOi MpUpOoabl MOTYT ObITh HUTPAThl. DTU
COEIMHEHMUS IIIMPOKO PacIpoCTpaHEeHbI B BOJE U MTOYBE, MoManas Tyaa u3 pa3InyHbIX
HMICTOYHUKOB, B TOM YHMCJIe B COCTaBe ynoOpeHuli. B opraHu3m yenoBeka OHU MOCTY-
MaloT ¢ NuIei (MOJIOKO, KOHCEPBbI, (PPYKTHI, OBOILIM) U B BUIE JeKapcTB. HuTpaThl
SIBJISTIOTCSI CHJTBHBIMM OKMCIIMTEISIMU. B mpoliecce karaboam3mMa a30T HUTPATOB, TIpe-
Bpautasck B NH,, nprcoennHseT B Xo1e Mocae10BaTeAbHbBIX PEAKLIU § 2JIEKTPOHOB.

OkucsieMbIMU CyOCTpaTaMKM MOTYT ObITh BCE XKeJe30coaepKallre reMornpoTeu-
Hbl: Hb, LIMTOXpOMBI LIeNU MepeHOoca 3JIEKTPOHOB, LIMTOXPOMbI MOHOOKCUTE€HA3HOM
CHCTEMBI 9HAOIIA3MaTUIYECKOTO PeTUKYIyMa. HUTpaThl ¥ TpOMEXKyTOUHBIE TTPOTYK-
ThI MX KaTaboJIM3Ma CHIDKAIOT aKTUBHOCTh HEKOTOPHIX (DEpMEHTOB aHTUOKCUIAHT-
HOI 3aIIMTHI, YTO TIPUBOANT K HAKOTUICHUIO aKTUBHBIX (DOPM KMCIIOpOAa 1 aKTHBa-
LIMU TTePEeKUCHOTO OKUCICHUS IUTTUIOB.

B opranusme u3 azotucroit kuciaorsl (HNO,) u coennnenuit crpykrypsl R,NH
obpasytorcst HUTpo3aMuHbl R,N-N=0, KoTopble SBISIOTCS JOCTATOYHO CUJIbHBIMU
MyTareHaMu. HuTpozaMuHBI IpeBpaliaioT octaToK iuTo3uHa B uenu JJHK B ypauw,
u napa GC npespamaercsa B UC.

B xone perukaiu myrantHoit JIHK npotus U B KomIieMeHTapHOIM Lienu OyaeT
MpUCOeINHEH A ¢ 00pa3oBaHKeM KoMILieMeHTapHoi mapbl UA, KoTopas B Xofie BTO-
poii peruikaiuu npeoodpasyercs B napy AT. Eciau myTtanust npousoliiia B IPOTOOH-
KOTeHe, HalTpMMep OTBETCTBEHHOM 3a PETyJISIIUIO KIETOYHOTO IIMKJIa, TO 3TO MOXET
TIPUBECTH K HAPYIICHUIO CTPYKTYPhI 3TOTO OeKa, HEKOHTPOJIMPYEMOMY NEJICHUIO
KJIETOK, T.€. K Pa3BUTHUIO OITYXOJIH.
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DyHKUUM KPOBU
TpancnoptHas dyHkuus. LHupkyaupys o cocyaaMm, KpoBb TPaHCIIOPTUPYET
MHOXECTBO COEAMHEHUI — Cpear HUX rasbl, MUTaTeIbHbIC BEIeCTBA U JIp.
. JeixaTenbHasg GyHKOUS. DTa (QYHKLUS 3aKITI0UAETCS B CBSI3BIBAHUM U TIepe-
HOCe KUCI0pOoJa U YIJIEKUCIIOTO Tasa.
Tpoduueckas (nmuraresibHast) pyHKMsA. KpoBb odbecrieunBaeT Bce KIETKU Op-
raHu3Ma MUTATeJIbHBIMU BEIIECTBAMMU: TNIFOKO30ii, AMUHOKUCIIOTAMH, SKUPAMMU,
BUTAMUHAMU, MUHEPaJIbHBIMM BEIIeCTBAMM, BOJOM.
DKckpeTropHas (pyHKiMs. KpoBb YHOCUT U3 TKaHE KOHEUYHbIEC IIPOAYKTHI Me-
TaboIM3Ma: MOYEBHUHY, MOUEBYIO KUCJIOTY U JpYyTHe BellleCcTBa, yaalisseMble U3
opraHu3Ma opraHamu BbIIEJIEHUSI.
TepMmoperynsTopHast pyHKLMSI. KpoBb oxJ1aXk1aeT BHyTpEHHHUE OpraHbl U repe-
HOCUT TEIJIO K OpTaHaM TEIUIOOTIAuH.
IMonnepxaHue MOCTOSIHCTBA BHYTpeHHe# cpeabl. KpoBb Mojiep:xuBaer cra-
OMJBHOCTB Psila KOHCTAHT OpraHU3Ma.
OO0ecrieueHne BOZHO-COJIeBoro ooMeHa. KpoBb obecrnieunBaeT BOIHO-COJIEBOM
00MEeH MeXIy KPOBbIO U TKaHsIMU. B apTeprabHOI YyacTh KarwLIsIpoB KU -
KOCTb 1 COJIM TIOCTYMAIOT B TKAHU, a B BEHO3HOI YacTH KaIluLIsipa BO3Bpallia-
IOTCSI B KPOBB.
3amurtHas GyHKLIUs. KpoBb BEIIONHSET 3alIUTHYIO (DYHKIIMIO, SIBJISISICH BasK-
HelmuM (GakTopoM MMMYHUTETa WJIM 3alIUThl OpraHM3Ma OT KMBBIX TeJI 1
TEHETUUECKM YYXIBIX BEIICCTB.
IymopanbHas perynsuus. biaromapst cBoeit TpaHCIIOPTHOM (DYHKIIMKM KPOBb
obecreurBaeT XMMHUIECKOE B3aUMOJIECTBIE MEXIY BCEMU YacTSIMU OpTaHu3-
Ma, T.€. TyMOpaJIbHY10 peryasunio. KpoBb MepeHOCUT rOpMOHBI U Apyrue hu-
3MOJIOTUYECKM aKTUBHBIC BEIIECTBA.

327
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CuHTE3 rema u ero perynayusa

Iem B cocTaBe reMorIOOMHAa CUHTE3MPYeTCs KJIeTKaMi KOCTHOTO MO3Ta Ha JTare
npeoOpa3oBaHusl SPUTPOOJIACTOB B PETUKYJIOLIMTHI, @ 3aTEM B SPUTPOLIUTHI.

Iem sBasieTcs mpocTeTUYeCcKoU IpymIoi reMoriodrHa, MUOTI00MHA, LIMTOXPO-
MOB, KaTaJla3bl U MepoKcuaasbl. [eM cUHTe3UpyeTcsi BO BCeX KjeTKax, HO HauboJiee
AKTUBHO CMHTE3 UIET B MEYEHU U KOCTHOM MO3Te. DTU TKaHU HYXKIAIOTCsI B OOIbIINX
KOJIMYECTBAX TeMa, HEOOXOAMMOTro JUisl 00pa30BaHUs reMOrJ00MHa U LIMTOXPOMOB.
KitoueBoii peakiiyeit cuHTe3a TopGUpPUHOB SIBISIETCS peaKlns 00pa30BaHMs aMUIHO-
JIEBYJMHOBOM KHMCJIOTHI. DTy peakIINio KaTaau3upyeT MUpHIoKcanbhocdaT3aBUCH-
MbIi1 (hepMEHT MUTOXOHIPUI SPUTPOOJACTOB aMUHOJIEBYJIMHATCUHTa3a (puc. 13.1).

AKTHBHOCTb aMUHOJIEBYJIMHATCUHTA3bl PETYJIUPYETCS aNIOCTEPUUECKU 1 Ha YPOB-
HE TPaHCKPUTILIMY TeHa pepMeHTa. [eM 1 reMOTrIOOUH SIBJISIIOTCS aJUIOCTepUUeCKUMU
MHTMOUTOpPaAMU U perpeccopaMyu CHMHTEe3a aMUHOJEBYIMHATCUHTa3bl. CTepouaHbIe
TOPMOHBI U HEKOTOpBIE JieKapcTBa (6apOuTypathl, TUKIO(GEHaK, cyabhaHUIaMUIbl,

JIR%000%05 + Cyxkuuani-KoA

O-AMUHOIIEBYIMHATCHHTA3a ::|'>

CO,, HSKoA
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'
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Puc. 13.1. Cxema cuHTEe3a rema
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3CTPOTE€HBI, TPOTeCTUHDI) SABISIIOTCS UHAYKTOPAMU CUHTE3a aMUHOJIEBYJIMHATCUHTA-
3bl. B pe3ynbraTe reHeTUYECKUX Ae(EKTOB UM HApYyILIEHUs Peryasuuu hepMeHTOB,
YYaCTBYIOIIIMX B OMOCHMHTE3€e reMa, pa3BuBaroTcs nopdupuu. IlepBuuHbie nopdupun
00yCJIOBJIEHbl TeHEeTUYeCKUMU nedekTaMu (hepMEeHTOB CHHTEe3a reMa, BTOPUYHBIE
CBSI3aHbl ¢ HAPYLIEHUSIMU PETYJISILUU peaklUuil cuHTe3a rema. [lpu 3Tux 3abosnesa-
HUSIX HaKallJIMBaIOTCs MTPOMEKYTOUHbIE MEeTabOIUThI CUHTE3a TeMa TopdupruHore-
Hbl, KOTOpPbIE 0Ka3bIBAIOT TOKCMYECKOE NEHCTBE HA HEPBHYIO CUCTEMY U BbI3bIBa-
10T HepBHO-TIcUXUYecKue HapyieHus. [lopdupuHoreHsl Ha CBETY MpeBpallaloTCs
B TOPGUPUHBI, KOTOPBIE MTPY B3aMMOIEHCTBUU ¢ KUCIOPOIOM 00pa3yloT aKTUBHbIE
paavKaibl, TOBPEXAIONINE KIETKU KOXMU.

06MeH xene3a

Kene3o BXOAUT B cCOCTaB reMcoep:Kaliux 0eJKOB, a TaKxKe MeTa/uio(IaBonpo-
TEUHOB, XXeJIe30CePHbIX 0eJIKOB, TpaHChepprHa U ¢peppuTrHa. MICTOUHUKAMMU XeJle-
3a MpW OMOCHHTE3¢ OETKOB, COMEPXKAIIMX KeIe30, SBISIOTCS MMHUIIECBBIC MPOMTYKTHI.
O6bIuHO BecackiBaeTcs He 6oJiee 10% xenes3a nmuiu. 2XKee3o, ocBoboXIaroeecs pu
MOCTOSIHHOM pacriajie SpUTPOLUTOB B KJIETKaX MEeYEeHU U CEJIe3eHKU, MOXET MOBTOP-
HO HMCIIOJIb30BaThCS AJIsI CUHTE3a XeJIe30CoAepKallnX OeKOB.

Kucnas cpena xeiaynka M MpUCYTCTBUE B IMIIE aCKOPOMHOBOM KHCIOTHI CIO-
COOCTBYIOT BHICBOOOXKIECHUIO Xejle3a U3 opraHmyeckux cosieid nuinu. IoctymieHue
JKeJie3a M3 SHTEPOIIMTOB B KPOBh 3aBMCUT OT CKOPOCTH CMHTE3a B HUX Oesika amodep-
putuHa. AtoeppuTHH yJaBJIMBaeT XKeJie30 B KJIETKaX CJIM3UCTON 000J0UKU KUIIIeu-
HUKa U MpeBpaniaeTcs B GeppUTUH, KOTOPBI OCTAETCSI B SHTEPOLIMTAX. DTO CHUXKAET
MOCTYIUICHUE XXeJie3a B KalUJUISIpbl KpOBU M3 KJIETOK KullleuHrKa. Korma nmorpe6GHo-
CTH B XeJie3e HEBEJIMKU, CKOPOCTh CUHTe3a arnodeppuTrHa noseiiiaercs. Ciaymimpa-
HUE KJIETOK CIM3UCTOM 000JI0YKYU KUIIEYHNKA OCBOOOXKIAET OPraHU3M OT M3TUIITKOB
kenesa. [1py HemocTaTke skene3a B OpraHu3Me armo@eppruTHH B S9HTEPOLIMTAX TTOUTH
He cuHTe3upyeTcsa. PepMeHT deppoKcumaza (IepyaoTuIa3MIH) OKHCIIIET XKele3o0,
OHO CBSI3bIBAETCS C INIMKOIIPOTEMHOM KPOBU TpaHC(EPPUHOM U TPAHCIIOPTUPYETCS K
TKaHsIM. TpaHcheppuH B3aMMOAEHCTBYET CO crieUMMUIECKUMU peLienITopaMu U Mo-
CTyIaeT B KJIeTKU. KoanyecTBo pelienTopoB TpaHCcheppruHa 3aBUCUT OT CONEPKaHUS
JKeJie3a B KJIeTKax M peryJupyeTcsl Ha ypoBHE TPAaHCKPUIILIMU reHa OeIKa-pelenTopa.
[Mpu cHIXeHUU comep:KaHMs XeJie3a B KJIeTKaX CKOPOCTh CUHTE3a PEIEITOPOB T10-
BBIIIAETCS, M1 Ha00opoT (puc. 13.2).

benoxk dpeppuTuH UrpaeT poJib 1eMo xeje3a B KJIeTKax MeuyeHu, ceJe3eHKN U KOCT-
Horo Mo3ra. M30bITOK Xejie3a akKyMyJIUpYyeTcsl B MeYeHU U APYTMX TKaHSX B cOCTa-
Be IpaHy/] remocujaepuHa. [emocuaepuH mpeacTaBisieT co00i KOMIUIEKC OEnIKOB,
nojucaxapuaa u Fe3*, KoTopblii 10X0 pacTBOpUM U comep:kuT 10 3% xenesa. Ha-
KOTUIEHUE TPaHyJ TeMOCHIEPUHA B PETUKYJIOSHIOTSIMOIINTAX TTEYCHN U CEJIC3eHKHN
(reMoxpoMaTo3) MOXeT IMPUBECTH K MOBPEXACHUIO GYHKUMHI 3TUX opraHoB. [Tpu He-
JIOCTaTOYHOM TTOCTYIUIGHUM WJIM HapylleHUU YTUJIM3alMK Kejle3a pa3BUBaeTCs XkKe-
Je3one@ULMTHAST aHeMUSI.
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Puc. 13.2. MeTabonuam xene3sa.

>Keneso noctynaet ¢ nuvLelr, TpaHCNOPTUPYETCS B KPOBY B dopmMe TpaHcdepprHa, 3anacaeT-
csl B BuAe GepputrHa 1 CMosib3yeTcsl AN CUHTE3a LIMTOXPOMOB, XeNe3ocoaepxaLumx dep-
MEHTOB, reMorniobvHa n MnornobuHa. OpraHn3m TepPSET Xene3o ¢ MOYOM, Kanom, MOTOM 1 Npu
KPOBOTEYEHUSIX. [EMOCUOEPUH SIBNSIETCSA KOMIMIEKCOM MMKONPOTeEnHa 1 Fedt, KoTopbln Kymy-
NIMPYET 130bITOK Xenesa

0cob6eHHOCTM MeTabonn3ma IpMTPOLMTOB U (haroUTUPYIOLLUX
NEeNKOUMTOB

B pesynbrare muddepeHIIMpOBKI PeIIeCTBEHHUKH 3PUTPOIIUTOB 3PUTPOOTACTHI
TEPSIOT SIAPO, pUOOCOMBI, MUTOXOHIPUY U SHIOIIA3MAaTHUECKIIM PETUKYIIYM U TIpe-
00pa3yloTcs CHavala B peTUKYJIOLMTHI, a 3aTeM B 9pUTPOLIMTHL. MeTabomn3M IIIIoKO-
3bl B 9PUTPOLIUTAX MPEACTABIECH aHAdPOOHBIM TIIMKOAMU30M U TMeHTOo30(hocdaTHBIM
myTeM Kkarabosimzma (puc. 13.3).

Bricokoe comepkaHue KMCIOpOIa B 9pUTPOIIMTAX BBI3BIBAET MTOBHIIIICHUE CKOPO-
CTH 00pa30BaHMsl CYyNEPOKCUAHOr0 aHMOoH-pagukana, H,O, (mepokcuna Bonoposaa) u
OH* (ruapoxcui-paaukana).
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Puc. 13.3. MeTab0n13m 3pUTpOLUTOB

ITocTOSIHHBIM UCTOYHUKOM aKTUBHBIX (hOPM KMCIOPOJA B SPUTPOLIMTAX SIBJISIETCS
HedepMmeHTaTBHOE OKMcaeHne remornoouHa: Hb(Fe2t)+0,— MetHb(Fe3*)+0,-.

AKTHBHBIE (DOPMbI KUCJIOPO/Ia MOTYT BbI3BaTh FeMOJIN3 3PUTPOLIUTOB. DPUTPOLIU -
ThI cOAEPXKAT (DEPMEHTHYIO CUCTEMY, ITPeAOTBPAIIAIOLILYI0 TOKCUUECKOe JeCTBIE pa-
JIMKAJIOB KMCJIOPOJa U pa3pyllieHne MeMOpaH 3puTpouuToB. [lnkom3 odecreunBaeT
cunTe3 AT® 1 BoccraHoBieHre NAD. AT® HeobxoamuMma jist paboThl MOHHBIX HACO-
coB. NADH sBnsieTcst KopepMEHTOM METIeMOIJIOOMHPEIYyKTa3bl, KaTAIM3UPYIOLIei
BOCCTAHOBJIEHUE METIeMOIJIo0MHa 10 reMornoouHa. CynepoKCUIHbI aHUOH CYIIe-
POKCHUIIMCMYTA30M IIPEeBPALIACTCS B NEPOKCUIL BOJOPOIa, KOTOPBIN IO 1eHCTBUEM
[JIYyTaTHOHITEPOKCUAA3BI WM KaTanasbl mpespamaercd B H,O n O,. [lonopom Bonmo-
ponaa Uil TJIyTaTMOHIIEPOKCUIA3bl SIBJSIETCSI BOCCTaHOBIEHHbIN riyTatuoH (GSH).
OxkwucnenHslit rytatuoH (GSSG) BoccTaHaBiuBaeTcsi hepMEHTOM TIyTaTUOHPEIYK-
Tazoii, kopepMmeHT KoToporo NADPH o6pa3syercs B neHTO30(h0ochaTHOM MyTHU KaTa-
0oJsiM3Ma TJTI0KO3bI.

[1pu reHeTHUecKOM aedeKTe TII0K030-6-hochaTiernaporeHassl U IpuemMe HeKo-
TOPBIX JIEKAPCTB, SABJISIOLIMXCH CUJIBHBIMU OKUCIUTENSIMU, TOTEHIIMAIA TJIyTaTUOHO-
BOM 3a11IMThI MOXKET 0Ka3aThCsl HEMOCTATOUHBIM, UTO MPUBOAUT K YBEJTUUEHUIO CONEP-
JKaHUS B KJIETKaxX aKTUBHBIX ()OPM KMCJIOpPO/a, BbI3bIBAIOIIMX OKucaeHre SH-rpym
MOJieKyJ1 reMoryioonHa. O0pa3oBaHue NUCYIb(PUIHBIX CBSI3el MeXIy MpoTOMEpaMu
reMorjo0MHa U METTeMOIIOOMHA MPUBOJUT K UX arperaiiuu — odbpa3zoBaHUIO TeJell
Xaitnua. ITocaegHue cnocoOCTBYIOT pa3pylIeHUIO SPUTPOLIMTOB MPHY MOIMAJaHUN X
B MeJIKMe KanuIsipbl. AKTUBHBIE (POPMbI KUCJIOPOIa U caMy pa3pylliaioT MeMOpaHblI,
BbI3bIBas IEPEKHMCHOE OKUCICHUE JTUMUA0B MEMOPaH.
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OcHOBHble MexaHu3Mbl haroyunTosa

B oTBer Ha momnagaHue B OpraHM3M MAaTOr€HHOUW MUKPOMIOPHl U KCEHOOMOTH-
KOB B TpaHyJIEMaTO3HBIX KJIETKAX MPOUCXOAUT PeCIUPATOPHBIM B3pbIB. OH SBIsIETCS
TJIaBHBIM HCTOYHUKOM CYITEpOKCUaHOTro annoHa, H,O,, TMIpOKCUIIBHBIX paguKaJoB,
runoxiopuna (HOCI), okcuna azora (NO) (puc. 13.4).

Axtusanust NADPH -okcraasbl, TIoKaJIM30BaHHOM Ha HApy>KHOM MeMOpaHe KJIeTKU,
BBI3bIBAET 00pa3oBaHuUe CyllepokcruaHoro aHuoHa. I1pu caronurose MemMOpaHa BIIsSTYMBa-
eTcs1, 3aTeM 00pasyeTcsl 3HI0COMA, U CYTIEPOKCH]I BMECTe ¢ OaKTepUaTbHOM KIICTKOI OKa3bI-
Baetcs B sHIocoMe. CyrmepoKCUIHbBIN aHUOH TeHepUpyeT 00pa30BaHue IPYTMX aKTUBHBIX
MoJtexyt, BKmodas H,O, ¥ THIpOKCHITBHBIE paliKaTbl.

Muenonepokcuiasa — reMconepKaliuii (pepMeHT; HAXOAUTCS B rpaHyJIax HeUTpO(UIOB,
cekpetupyeTcs B aHIocomy, e oopasyer HOC1 u mpyrue xiopunbl. B pesynsrate MeMOpaHbI
U IpyTUE CTPYKTYPhI OaKTepUaIbHOM KIETKI pa3pyllaloTCs.

BOToT npouecc, npoporkatommiics 30—40 MUHYT, COIMMPOBOXIAETCS Pe3KMUM ITOBbI-
LLIEHMEM TIOTJIOIIEHMSI KUCIOPOaa Y TTO3TOMY Ha3bIBAETCsI PECITUPATOPHBIM B3PBIBOM.

Puc. 13.4. O6pasoBaHMe akTUBHbIX ¢OpM KUCNopoaa aKTUBMPOBAHHbIMU
mMmakpodaramm, HenTpopunamm n 303mMHoduamMmm B NpoLecce pecnuparop-
HOro B3pbiBa
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OCHOBHble CBOMCTBA 6e/1IKOBbIX (hpaKLUil KPOBM
M UX AMArHOCTMYECKOE 3HaYeHune

Conepsxanue o0Iero 6eika IIa3Mbl KpoBH cocTaBisteT 60-80 r/m, amp0ymMmuHa —
40-60 1/, rmobynmnHOoB — 20—30 1/11. OGBIYHO TIPU JIAGOPATOPHOM aHAIM3e KPOBU
METOJOM 3JIeKTpodope3a OOHApPYKUBAIOT 5 OEJIKOBBIX (pakuuii: aabOyMuH (55—
65%), o.,-rnodyauHsl (2—4%), o,-rnodynunsl (6—12%), B-rnodynunsl (8—12%) n
y-rao0ynuHel (12—22%). AnbOyMUH MMeeT HauOOJbIIYIO, a Y-IJI00YJIMHbI — Hau-
MEHBIIIYIO TTOABIKHOCTD B JICKTPUIECKOM TTOJIE.

AJNBOYMWH CHHTE3UPYETCS B IIEUEHHN M COCTABIISIET OOJIBIITYIO YaCTh OEJTKOB TIIa3-
MbI KpoBH (puc. 13.5).

bnaronapsi BbICOKOMY cOIEpXKaHWIO JAUKAPOOHOBBIX aMUHOKHUCIOT aJlbOyMUH
yIEPKUBAECT KaTUOHBI, TJTaBHBIM 00pa3oM Na't, 1 urpaeT OCHOBHYIO POJIb B COXpaHe-
HUU KOJIJTIOMITHO-OCMOTHYECKOTO naBieHusI. Kpome Toro, aib0yMuH TPaHCIIOPTUPYET
HEKOTOpHIe TUIPOGOOHBIE METAOOIUTHI, HAITPUMED KUPHBIC KUCIOTHI, OUIUPYOUH,
aJTbIOCTEPOH.

Puc. 13.5. MpoTtenHorpamMmmbl 6enKoBbIX ppakLunii NPy pas3IM4YHbIX NaTo-
NIOrM4YeCcKuxX COCTOAHUSAX
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Tabauya 13.1

TpaHCcOpT SHIOTeHHBIX META00JUTOB, JIEKAPCTB H BATAMHHOB
0eJKaMu ChIBOPOTKH KPOBH

Tpancnopr
Benkosast dpaxums Bexnox SHIOTeHHbIX JIeKAPCTBEHHBIX
MeTa00IuTOB BelIeCTB M BATAMHUHOB
AbOyMUH AbOyMUH CaZ, xupHble Kuc- [leHUWIINH, CyJib-
JIOTBI, OWIMPYOWH, (aHWIAMUIBI, CaTu-
AIbJOCTEPOH LIVJIATBI

Petunon (BuTaMuH
A), TMIPOKOPTU30H,
BUTaMUH B,

O, ~-[JIOOYJIMHBI PeTnHoncBs3biBao- TupokcuH, kopTu-
1M, TUPOKCUHCBI- 30
3bIBAIOLIUIA, TPAHCKOP-
TUH, TpaHCKOOaTaMuH

0L,-TJIOOYJINHBI Lepynomnasmun, ram- C2+, Cu, remorsio- Buramuubl D, K, E
TOIVIOOMH, JIMIIONPOTe- OWH, XOJIECTEPHUH,
WHBI XKuUphbl, pochaTrabl

B-r100yIMHbBI TpancheppuH Fe3 —

CBepTbiBalOLWanA CUCTEMA KPOBMU.
Jtanbl 06pa3oBaHuA PUOPMHOBOrO CrycTKa

IToBpexneHre KpOBEHOCHOTO COCY/a BhI3bIBAET KAacKaa MOJICKY/ISIPHBIX IIpOLIeC-
COB, B pe3yJibTaTe KOTOPbIX 00pa3yeTcsl CryCTOK KPOBU — TPOMO, MpeKpallamumii
BbITEKaHUE KpoBU. B 3TOM mpoliecce OCHOBHYIO POJIb UTPAIOT TPOMOOLIMTHI U HEKO-
TOpBIE OCIKY TIa3MbI KPOBHU.

B ocTaHOBKe KpOBOTEUEHHUSI BBIACISIIOT TPU (ha3bl:

I paza — cokpaleHre KpOBEHOCHOTO COCYa;

II paza — obOpaszoBaHMEe TPOMOOLUTAPHOM MPOOKM (OEIbIiA TPOMO): K MECTY I10-
BpEXIEHUS MPUKPEIUISIIOTCS TPOMOOLIMTHI, KOTOPhIe, HaclauBasCh APYr Ha Apyra,
MOTYT 3aKyOPUTh HEOOJTBIITON KPOBEHOCHBIN COCY/T;

IIT paza — popmupoBanue pudpMHOBOro TpoM0Oa, 3aKJIF0YaeTCs B MMPEeBpallleHUU
pacTBOPUMOrO OejKa I1a3Mbl KpoBU (hMOpPMHOIeHa B HEPaCTBOPUMBIN OeloK (pu-
OpUYH, KOTOPBII OTKJIAABIBAETCI MEXIY TPOMOOLIMTaMU. Takoi TPOMO COAEPXKUT 3pU-
TPOLIUTHI, IO3TOMY Ha3bIBAETCSI KPACHBIM TPOMOOM.
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MNpeBpaweHue pubpuHoreHa B huépuH

®OuOPUHOTEH — 3TO TIIMKOMPOTENH, KOTOPHIN CUHTE3UPYeTCs B TICUCHU U COIEP-
JKUTCS B TIa3Me KpOBU B KOHIeHTpauuu 8,02—12,9 mxmonn/n (0,3 r/1). Mosekyna
(ubprHOTEeHa COCTOUT U3 6 TTONUIIETITUAHBIX TIETIeif, KOTOpBIe CBSI3aHBI APYT C IAPY-
TOM IMCYIbGOUIHBIMU CBI3SIMU.

[TonunenTuaHbIE LIETTM MOJIEKYJIBI TIPUHATO 0003HavatTh Aa,, Bf,, v,. Byksamu a,
B, y 0603HauYalOT T€ Y4aCTKH, KOTOPbIE OTIIECTIISIOTCS O] IeCTBUEM TPOMOKHA NTpU
npeBpauieHuu dubpuHoreHa B pudpuH. O6nactu A uenu Aa u odnactu B uenu B
conepxar 00JbI110e KOJTUYECTBO OCTATKOB acrapraTa 1 IiyTaMaTa, YTo CO31aeT CUJIb-
HbI OTpULIATEbHBIN 3apsiJ Ha KOHLIAX MOJIEKYJIbl (hpMOpUHOTeHA.

Moutekyia puOprHOreHa COCTOUT U3 3 MIO0YJIIPHBIX TOMEHOB, IT0 OJJHOMY Ha KaxK-
JIOM KOHIIe MoJieKyJibl (moMeHbl D) u onuH B cepenvHe (moMeH E). lomeHbl oTaene-
HBI IPYT OT APYTa yYacTKaMM MOJMIEITUIHBIX 1IeTIei, MMEIOIIMMU CTEP>KHEOOpa3HyIo
KoHpwurypaiuto. M3 nieHTpaiibHoro riaodyssipHoro nomeHa E BoicTynatoT N-KoHIIEBbIe
yJyacTK 1eneit Ao u Bp, sistionuecs pparmenTamMu A 1 B atux nieneii (puc. 13.6).

IMpespaieHue pudpruHOTreHa B UOPUH MOXKHO pa3fAeJuTh Ha YeThIpe ITara.

OcBoOoXxaeHNEe MOJIEKYJIbl (PUOPUHOTeHA OT OTPULIATEILHO 3aPsSKEHHBIX (hUOpU-
HonenTunoB A u B u obpaszosaHue MmoHoMmepa ¢pudpuHa. [IpespanieHue hpudprHO-
reHa (paktop I) B pubpun (paxkrop la) katanuzupyer pepMeHT TpoMOUH (pakTop
Ila). TpoMOUMH sIBNISIETCS CEPMHOBOI MpOTea3oll U pa3pbiBaeT 4 MenTUAHbIE CBSI3U
apPTUHWJI—TJIULMI B GUOpHUHOTEHE, 2 M3 KOTOPBIX COCIUHSIOT 00J1aCTU A M oL B LIETISIX
Aa, 2 npyrue — B u B B uensix BB. Takum o6pasom (puOprUHOreH mpeBpallaeTcs: B
MoOHOMep GUOpUHA, UMEIOILIMI CTPYKTYPY (o, BB, 7),.

O6pazoBaHUe HEPACTBOPMMOIO TTOJIMMEPHOTO (PMOPUHOBOTO CrycTKa — refist (pu-
OpuHa. B pesynbraTe npeBpaitlieHUs1 GuOpruHOoreHa B GuOpMH-MOHOMED B MOCIEIHEM
OTKPBIBAIOTCS LIEHTPHI CBSA3bIBaHUSI, MpuueM n1oMeH E siBisieTcst HocuTeneM LIEHTPOB
arperaiyu, ak TMBUPYIOIIMXCS TOJIBKO MOCTIe YACTMYHOTO ITPOTEO/IM3a TPOMOMHOM, J0-
MeHbl D — HocuTeIsIMU MMOCTOSIHHBIX LIEHTPOB arperaiivu. [lepBuuHast arperaiiysi ooe-
CIIeYMBaeTCs B3aMMOMEHCTBIEM LIEHTPOB CBA3bIBaHUS Ha ToMeHe E omHOoI MOJIEKYIIbI
C KOMITJIEMEHTapHBIMU UM y4acTKaMu Ha JoMeHax D apyrux Mosiekys ¢ o0pa3oBaHu-
€M DJICKTPOCTAaTUUECKUX, BOMOPOMHBIX U TUAPOGOOHBIX CBI3El MEXIy MOJIEeKyJIaMu

Puc. 13.6. CtpoeHune ¢pudpuHoreHa: D, E — nomMmeHbl MoneKynbl ¢puGpuHoreHa
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(pubpuH-MoHOMepa. CaMocOopka hubdprHa BKIoUaeT aBa atana. CHavajia oopa3yloT-
Csl IBYHUTYATbIe MPOTOMDUOPUILIBI, B KOTOPBIX MOJIEKYJIbl (PMOPUHA CMEIIEHBI OTHOCH -
TeJIbHO ApYyT Apyra Ha 1/2 niauHbl. B o6paszoBaHUM MPOTODUOPUILIT yUaCTBYIOT LIEHTPbI
cBs13bIBaHMA B noMeHax E u D. [IponcxonnT ynmmHeHre TTpY COXpaHEeHUH TTOTIePeYHN -
Ka, paBHOTO CYyMMe TIOTIEPEYHUKOB 2 MOHOMEPHBIX eMUHUIL. [1pn 1OCTIKeHNT TPOTO-
(bubdprTaMu onpeneleHHOM KpUTUYECKOM IUTMHBI HAYMHAETCS JJaTepabHasT accolra-
LusI MpoToduOpusLI, Beaylas K 00pa30BaHMIO TOJICTHIX (PMOPUHOBBIX BOJJOKOH.

Crabunuzainus rnojumepa pudpruHa ocyliecTBiasieTcss GepMEeHTOM TPaHCTyTaMu-
nazoit (XIlIa). @akTop XIII akTUBUPYETCS TPOMOMHOM ITyTeM OTLIEILICHUS MeNTHaa
¢ N-KOHIIa €ro MOJIEKYJIbI.

Cxatue Tenst. PakTop TPOMOOIIMTOB — COKPATUTETbHBIN 00K TPOMOOCTEHNUH,
obnamarormuit AT®a3HO aKTUBHOCTBIO M TI0 CBOMM CBOMCTBAM IMOXOXKMWIA Ha aKTO-
MMO3MH MBbIIIILI, o0ecreuuBaeT cxaTtue (peTpakiinio) rejst hudpuna (puc. 13.7).

Puc. 13.7. O6pazoBaHue rensa ¢puopuHa
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MpoKoarynAaHTHbIA NYyTb CBepTbIBaAHUA

ITpokoaryastHTHBIN ITyTh 3aHUMAET LIEHTPAJbHOE MECTO B CBEPThIBAHUU KPOBM.
B umpkynupytolieit KpoBu comepKaTcs podepMeHTHI TPOTECOMUTUICCKUX (hepMeH-
toB: (haktop VII (mpokoHBepTrH), akrop IX (Kpuctmaca), pakrop X (CrroapTa) u
dakrop II (mpoTpoMOUH).

Lupkynupyronue B kpou ¢akropsl VIla 1 Vo, a Takke MeMOpaHHBII 0eloK (TKa-
HEBBII (paKTOP) BHITOJIHSIOT POJIb O€IKOB—aKTUBATOPOB 3THX (hepMeHTOB. ITpu rmoBpex-
JIEHUU COCY/Ia BKITIOYAETCSI KACKAIHBIM MEXaHU3M aKTUBALIMKU (DEPMEHTOB C IOC/IEI0Ba-
TEJIBHBIM 00pa30BaHuEM 3 CBSI3AHHBIX C KJIETOUHOI MeMOPaHOI TPOMOOLIMTOB KOMILIEK-
coB. KaxpIit KOMIUIEKC COCTOUT M3 TIPOTEOJUTIIECKOTO (hepMeHTa, OeTKa-aKThBaTopa
n noHoB Ca?*. Komrmuieke Xo—Vo— Ca2* (mpoTpoMOMHAa3HbIA KOMILUIEKC) aKTUBHPYET
npotpoM6OuH (akrop I1), 1 Kackan 3aBepiiaercst oopazoBaHueM ¢pudpuHa (puc. 13.8).

AkTuBauMs (pepMEHTOB KacKaa BKIIIOYAET TPU OCHOBHBIX MEXaHU3Ma.

Yacruunblii mpoteon3. Bece ¢pepMeHTHI IIPOKOAryJIIHTHOTO IYTH SIBJISIIOTCS
CEpUHOBBIMU MPOTEA3aMU, CUHTE3UPYIOTCS B ITI€UEHU B BUJIe HEAKTUBHbBIX ITPO-
¢epMeHTOB U B Takoit (hopMe LIMPKYJIUPYIOT B KpoBU. B npoliecce peanuszaiuu
TPOMOOTeHHOro CUTHaJIa PO EepPMEHThI TTyTeM YaCTUYHOTO MPOTEOoIn3a Ipe-
BpalllaloTCs B aKTUBHBIE (hepMeHThI. TakuM 00pa3om, HallpuMep, aKTUBUPYET-
cs1 poTpoMOuH. [TyTeM yacTMYHOIO MPOTEOIM3a aKTUBUPYIOTCS TakKe U (pak-
topsl VIII u V, npespaiasicek B ¢pakTopsl VIIlo u Vo. TkaHeBblll ¢hakTop B
MPOTEOJTUTUUECKON MOIU(PUKALIMY HE HYXIaeTCsl.

B3aunmoneiicTBue ¢ OenkamMu-akTHBaTopamMu. TkaHeBwIi hakTop, dakrop VIIa
u dakTop Vo uMeroT LeHTphl cBsi3biBaHusT pepmeHToB VIla, [Xa u Xo coot-
BeTcTBeHHO. [Ipu cBA3BIBAHUM C OeIKaMU-aKTUBATOPAMU aKTUBHOCTb 3TUX
(epMEHTOB MOBBIIIAETCS B pe3yJibTaTe KOH(GOPMAIIMOHHBIX U3BMEHEHUIA.
B3aunmopeiicTBue ¢ KiieTouHbIMH MeMOpaHamu. Bce (pepMeHTBI MpoKoaryastHTHO-
ro ytu (11, VII, IX, X) comep:kxaT y-KapOOKCHIITyTAMHHOBYIO KMCJIOTY — TTPOIYKT
MOCTTPAHC/ISILIMOHHOTO MpeBpallleHUs IyTaMara B peakliMu KapOoKCHUIMpoBa-

Puc. 13.8. NpokoarynsaHTHbIN NMyTb CBEPTbhIBAHUS KPOBU:
XVPHOM YePTO NOAHEPKHYTbI (PEPMEHTHbBIE KOMIMJIEKCHI, CBSI3aHHbIE C MEMOPaHaMU; HEMPEPBIBHLIE
CTPEJNIKN — MNOJIOXUTEJIbHbIE O6paTHbIe CBA3U; B MPAMOYroJibHUKax — 6EJ'IKVI-aKTVIBaT0pr
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HUs TIpy yyactuu ButamuHa K (B THAPOXMHOHHOI (hopMe OH BBIMOJHSIET POJIb
kodepmeHnTa). C momolbio noHOB Ca?t oTpuLaTeIbHO 3apsKEHHbIE YYACTKU
MOJIEKYJT 3TUX (DEPMEHTOB CBS3bIBAIOTCS C OTPULIATENIBHO 3apsKeHHbIMU (hoc-
onmunuaamMu KJIETOUHOK MeMOpaHbl 1 OenKamMu-KodakTopamu. B orcyrcTBue
noHoB Ca2* kpoBb He cBepThiBacTcs (puc. 13.9).

TkaneBblil (hakTOp TpeAcTaBiaseT cOO0W MHTErpajibHbIi MeMOpaHHBIN OesloK.
HoMeH aToro 0eska, SKCMOHUPOBAHHBI Ha HApy>KHOK MOBEPXHOCTU MeMOpaHbI,
npeacTaBisgeT coboil peuentop dakropa VII. TkaHeBblli (hakTOp OOHAPYKUBaeTCs B
TUIa3MaTUYEeCKO MeMOpaHe OOJIbIITMHCTBA KJIETOK, B TOM YMCJI€ SHIOTEIUATbHBIX U
TPOMOOIIUTOB.

B otimmuue ot TkaHeBoro akTopa (akropsl VIII 1 V — 310 Oenku mia3mMbl KpOBU,
oOpasymlrecs: U3 HUX B pe3yjibTaTe YaCTMUYHOIO MPOTeojn3a aKTUBHbIE (haKTOPhI
Villo u Vo npucoeauHsiioTcsi K MeMOpaHe MOHHBIMUA U TUAPO(POOHBIMU CBSI3SIMMU.
B pesynbrate o6pasyiorcs 3 akTUBHbBIX (DePMEHTHBIX KOMILIEKCA, KaXXAblii U3 KOTO-
PBIX COIEPKUT MeMOpaHy KiieTkU, pepMeHT, Ca2* 1 0ejIoK-aKTUBaTop.

AkTuBaLMs PePMEHTOB KOMIUIEKCA SBJISIETCS PE3YJIBTATOM B3aUMOJIEUCTBUS BCEX
ero komnoHeHToB. Ecim pakroprr IX, X u 1l TpeOytoT aktuBamum, To (axrop VII
00J1aJaeT HEBBICOKOI MTPOTEOJUTUUECKOI aKTUBHOCTBIO. B pesyibTaTe moBpexaeHust
WM peaiu3aliiyi KaKoro-anbo TpoMOOreHHOTro CUTHaIa BO3MOXHO 00pa3oBaHue Ha
MOBEPXHOCTH KJIETOUHOI MeMOpaHbl MOIUGbUIIMPOBAHHBIX (POCHONUITUIHBIX YUaCT-
KOB M KaK CJEACTBUE 3TOT0 (POPMHUPOBAHUE ITEPBOI0 aKTUBHOIO KOMILIeKca A. DTOT
KOMILIEKC akTuBUpyeT pakTopsl IX 1 X, 4TO MPUBOIUT K 00Pa30BaHMUIO KOMILJIEKCOB
b u B. I1pu aToMm dakTop Xo mpoTeosuTruiecku akTuBUpyeT aktop V, a Komriekc B
He TOJIbKO MpeBpaliaeT NpoTpoMOUH B TPOMOUH, HO U akTuBUpYyeT pakTop VII, npo-
TEOJIUTHUYECKast aKTUBHOCTb KOToporo B koMruiekce VIlao—TkaHeBbilt (hakTop—Ca2+

[Tporpom6uH (axtop II)
i S—S
I I
i :
Xa '
Tpombun (dpakroplla)
v-xl'my S— g

Puc. 13.9. MpoTeonutnuyeckasa akTueauus npoTpoMounHa:
y-KI'ny — OCTaTKu Kap6OKCI/II'J'IyTaMVIHOBOl71 KWCNOTbI, LUTPUXOBbIE CTPEJIKU
YKa3bIBalOT MOJSIOKEeHWE rmapon3dyemMblX NenTnaHbIX cBA3en
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B 10 000 Bwime, yeM B Kominiekce VII—tkaHeBbIit dakTop-Ca?t. TakuMm obOpa3om,
KOMIUIEKC B 1o MpUHLIMITY MOJIOKUTENBHON 00paTHOM CBSI3M YCUJIMBAET PEAKIIUU, B
pe3yabTaTe KOTOPhIX OH 00pa3oBasics.

TpoMOUH KaTanu3upyeT YaCTUYHBIN IpoTeon3 ¢udbpuHoreHa u paxropa XIII
(dbepMeHT TpaHCTIyTaMHUaa3a) M IO MEXaHW3MY ITOJOXUTEIbLHON 00OpaTHOM CBSI3U
nporeonuTryecku aktuBupyeT (aktopsl V, VII u VIII. B nporecce cepThiBaHUsI
KPOBHU AECHCTBYIOT IBa MEXaHU3Ma YCUJIEHMSI CUTHAJIa: KacKaj peakiiuii, B KOTOPOM
Kaxnaoe pepMeHTAaTUBHOE 3BEHO O0ECIIeUMBaeT YCUJIECHUE CUTHAJA, U TTOJOXKUTEIb-
HbIe OOpaTHBIEC CBSI3U.

KonraktHas ¢asza cBepTbiBaHUs (BHYTPEHHUI IYTb) COOEPKUT IPOGhepMEHTHI
(bakrop XII, mpekammukpenH, ¢axkrop XI), KOTOpble aKTMBUPYIOTCS YaCTUIHBIM
nporeosn3oM. OHU 00pa3yloT MeMOpaHHO-CBSI3aHHbIE KOMILJIEKChHI ¢ BBICOKOMOJIe-
KyJsipHbIM KuHnHoreHoM (BMK) (puc. 13.10).

KoHrtakTHas (aza saBiaseTcs He3aBucuMOl oT BuTtamMuHa K, Tak Kak y4acTBylO-
1Me B Heil (hepMEHTHI He COAepPKaT Y-KapOOKCUIIIyTAMUHOBYIO Kucjaoty. PakTop XI
akTuBupyeT ¢akTop IX mpokoarynssHTHoro nmytu. KoHTakTHast aza He SIBISETCS
a0bCOIIOTHO HEOOXOAMMOM JUIST WHUIIMAIIMKA CBEPTHIBAEMOCTH KPOBU. DTO TIOI-
TBEpXKAaeT TOT (PakT, YTO HU OJHA U3BECTHasl MyTallMsl OEJIKOB KOHTaKTHOM (ha3bl
He MPUBOAUT K HaApYLIEHUIO cBepThbiBaHUs. BeposiTHO, KOHTakTHasl (paza CIyKUT
JUISI COTIPSIKEHUSI CUCTEMBbI TeMKOATYJISIIUU C PA3IMYHBIMU PETYASITOPHBIMU CUCTE-
MaMu OpraHu3ma.

OcHoBHble MexaHU3Mbl HhubpMHONM3a

B opraHusme cyiecTByeT MoliiHasi (GpMOpUHOJUTUYECKAsI cUcTeMa, o0ecTieurBa-
fo11asi BO3MOXHOCTh pacTBOpeHUs ((puOpuHOIN3) CPOPMUPOBABIIUXCSI KPOBSIHBIX
CTYCTKOB — TPOMOOB.

PeTtparupoBaHHbBIi cTycTOK (pMOpHMHA B OpraHM3Me 4YesloBeKa M JKMBOTHBIX IO
BJIMSIHUEM IIPOTEOJIUTUYECKOro (pepMeHTa Iia3Mbl KPOBU IUIAa3MUHA IOABEPraeTcs

VII —— VIIa-T®

IIpekannu- i i
X wens XL X i X
i i / i / DR — /
Y Y Y V v/ oy
XIIa-BMK  Ka-BMK Xla-BMK IXa-VIII Xa-V Ila

Puc. 13.10. KoHTakTHas ¢pa3a n NpoKoaryNsiHTbIVi MyTb CBEPTbIBAHUS:
BKM — BbICOKOMONEKYNSAPHBIN KUHUHOMEH; Ka — KannmkpenH
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MOCTENIEHHOMY paccachblBaHUIO ¢ 00pa30BaHUEM psiia PACTBOPUMBIX B BOJIE MPOIYK-
TOB TMAPOJIN3a — MENTUIOB. B HOpMe mia3MuUH HaXOOUTCS B KPOBU B (hopMe He-
aKTUBHOI'O MpeIllIecCTBEeHHUKAa — TJasMuHoreHa. IlpeBpallieHre MiIa3MUHOTEHa B
IUTa3MUH COITPOBOXIAETCS OTIIETUIEHNEM OT MOJUTIENTUIHON 1ernu 25% aMUHOKIC-
JIOTHBIX OocTaTKoB. KartanusupyeTcs 3Ta peaklivsi KaK akTMBaTOpaMu KpOBU, TaK U
aKTUBATOpaMU TKaHeil. Bemyimast poib B 3TOM Iipoliecce MPUHAMIEKUT KPOBSIHBIM
akTuBaTOopaM. B HOpMe aKTMBHOCTb KPOBSIHBIX aKTUBAaTOPOB IJIA3MUHOTEHA OYEHb
HU3Kas, T.e. OHU HAXOIATCS B OCHOBHOM B (popMe MpoakKTUBATOPOB. BecbMa ObIcTpOE
npeBpalleHrue KPOBSIHOTO MTPOaKTUBATOpPa B aKTUBATOP IJIa3MUHOT€HA TTPOUCXOIUT
MO/ BIUSTHUEM TKAHEBBIX JIM30KMHA3, a TAKXKe CTpeNTOKMHA3bl. CTpenTOKMHA3A BbI-
pabaTbhIBaeTCsl TEMOJUTUUECKUM CTPENTOKOKKOM U B OOBIYHBIX YCJIOBUSIX B KPOBU
oTcyTcTBYeT. OOHAKO TIPU CTPENTOKOKKOBON MHMEKLMNU BO3MOXHO 00pa3oBaHME
CTPENTOKMHA3BI B 00OJBIIOM KOJWYECTBE, YTO MHOTAA MPUBOAUT K YCUJIEHHOMY (pu-
OPUHOJIU3Y U PA3BUTUIO TeMOPPArnIecKoro quaresa.

HeobOxoanmMo Takke MUMeTh B BUIY, UTO Hapsiny ¢ GUOPUHOIUTUYECKON CUCTEMO
KPOBH YeJIOBeKa MMeeTCs U cucTeMa aHTuuopuHoauTrndeckast. OHa COCTOUT U3 pa3-
JIMYHBIX aHTUKWHA3, aHTUILJIA3MUHA U IPYTUX aHTUAKTUBATOPOB.

B nmpakTuueckoit MeIULIMHE B JIeYeOHBIX LEISAX (DepMEHTHBIE TTpernapaThl U X MH-
TUOUTOPHI LIMPOKO UCITOIB3YIOTCS MPU HAPYILIEHUN CBEPThIBAIOIICH U MPOTUBOCBEP-
TBIBAIOIIEH CUCTeMBI KPOBU. Tak, IIpu TpOMOO3IMOOJINIECKOM 00I€3HU ITPUMEHSIIOT
(epMeHTBI, CITOCOOCTBYIOLINE MO0 JIM3KUCY 00pa30BaBIIETOCsI TpOoMOa, 1100 CHIKE-
HUIO MOBBIIIEHHOI CBEPTHIBAEMOCTH KPOBU. [1py COCTOSTHUSIX, COITPOBOXKIAIOIINXCS
pa3BuTUEM (PUOPUHOIN3A, UCTIOIB3YIOTCSI MHTUOUTOPHI (DEPMEHTOB.
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WccnenoBaHusi MOCIeAHUX JIET AAl0T OCHOBaHUE CUUTATh, UTO BBEICHUE TIJIa3MUHA
B COUYETAHUM C TeMapUHOM (AHTUTPOMOUHOM) MOXET ObITh 3(h(PEKTUBHBIM HE TOJBKO
MpH JeYEHUU TPOoMOO3a JIETOUHOI apTepru, TPOMOO(hJICOUTOB, HO U TIPU JICUSCHUN UH-
(apkra Myuokapa, ecjii BBOAUTD 3TU TIperapaThl B IEPBbIE Yachl MTOC/Ie Hayaia 6071e3-
HM. B KauecTBe (pMOPMHOMMTHUECKUX TIPENapaToB MpH WH(MAPKTE MUOKApIa MOKHO
KCTOJIb30BaTh TAKXKE aKTUBATOPHI MJIa3MUHOTEHA — YPOKMHA3Y U CTPENTOKMHA3Y.

HoBoe mnepcrnekTuBHOE HampaBieHWEe — MCIOJb30BaHNE WMMOOUIM30BaHHbIX
depMeHTOB (cTpenToaekasa U ap.). Takue ¢hopMbl (DEpPMEHTOB MOJHOCTBIO COXpa-
HSIOT KaTaTUTUYECKYI0 aKTUBHOCTD, EWCTBUE UX B OpraHu3Me 0osiee IIUTeNbHO, a
AHTUTEHHOCTb CHIKEHA.

CrenyeT TMOMHUTB, YTO Tepamnus TPOMOOJUTUYECKMMM TIperapatamMu TpeOyeT
XOpOILIO OPraHW30BaHHOTO JaOOPAaTOPHOTO KOHTPOJISI, TaK KaK MPOTEOIUTHUYECKOe
JIeCTBUE TJIa3MUHA HE SIBJSIETCS] CTPOro crelnuieckKuM ToJbKO ajs (ubpuHa —
OCHOBHOT'O KOMITOHEHTa TpoM0Oa: BBeJCHME TJIa3MUHA MOXET BbI3BaTh HeXeJlaTe/b-
HO€ paclIeNJIeHUe MHOTMX BaXKHBIX JUISI CBEPThIBAHUSI KPOBU BEIIECTB, YTO, B CBOIO
ouepenb, MOXET TPUBECTH K CEPbEe3HBIM OCJIOXHEHUSIM, B YaCTHOCTU K Pa3BUTUIO
reMopparuyeckoro auaTesa.

®OubprH TpoMba THIPOIU3YETCS ¢ 00pa30BaHMEM PACTBOPUMBIX TENITHUIOB IO
JIECTBUEM CEpMHOBOM MpoTeas3bl IJa3Mbl KpoBU IazMuHa. [IpoTteonurnyeckuii
¢epMeHT — TKaHeBbIl akTUBaTOp Taa3MuHa (TAIT) myTeM yacTMYHOTO MPOTEOIM3a
MpeBpalIaeT HEAKTUBHBIN IJIA3MUHOTEH B aKTUBHBIN 11a3MuH. TAIT cuHTe3upyercs
B DHJIOTEJIMM COCYNIOB BCEX TKaHE, KpOMe MEeYEHMU.

PactBopeHune (huOpMHOBOTO CTYCTKA OCYILECTBISIETCS MPU B3aUMOACHCTBUMN (DU-
opuna, mnasmuHoreHa u TAIT (puc. 13.11).

[MocTpoenue cetn pUOPMHOBBIX BOJIOKOH ITpY 00pa30BaHMUK TPOMOa COIPOBOXKIA-
eTcsl copOLIMeii Ha Heil MIa3MUHOTeHa 1 ero akTUBaTopoB. B Moliekyse miasMuHa u
IJIa3MUHOTeHA €CTh YYaCTKU, KOMIIEMEHTapHble ToMeHaM (ubpuHa, mpuyeM oaHa
MOJIeKyJla TIJIa3MUHA MOXET CBSI3bIBAaTh HECKOJIbKO MOJEKya ¢ubpuHa. MoJjekysa
TAII Taxxe nmeeT LEHTP CBs3bIBaHMS ¢ GudpuHOM. OOpasyoliuiics B pe3yabrare
B3auMmoaelicTBus 1azmMuHoreHa u TAIT mmasmuH ruaponusyet pudbpuH. PactBopeHue

IlmazsmuHoOreH

TAII

Ilnazmun

OuOpUHOBBIN crycTok  PacTBOprMBbIE ENTH/BI

Puc. 13.11. PacTtBopeHune ¢uGpUHOBOIro crycrka
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(p1OpMHOBOIO CrycTKa MPUBOIUT K OCBOOOXKIECHUIO 13 Hero tutasmMuHa u TAIT, koTo-
pbl€ MOMAaJalT B KPOBOTOK M MHTUOUPYIOTCS CrieU(PUIeCKUMMU MHTMOUTOPaAMMU.

MpoTUBOCBEPTbIBAIOLLAA CUCTEMA KPOBH

Ddusnoaornyeckrne THIIMONTOPHI DepMEHTOB CBEPTHIBAHUSI KPOBU OTPaHUINBAIOT
pacnpocTpaHeHue TpoMOa U COXPaHSIIOT KPOBb B XKMIKOM COCTOSTHUM.

AntutpomOuH 111 MHaAKTUBUpPYET psif CEPUHOBBIX MTpOTEa3 KPOBU: TPOMOMH, (haK-
topsl 1Xa, Xo, XIlo, m1a3MuH, ypoKuHasy, KainkperuH. ®akTopbl, He OTHOCSIIIME-
¢S K CEpMHOBBIM MPOTEa3aM, He MHAKTUBUPYIOTCS aHTUTPOMOUHOM. TenapuH sBiisi-
eTCsl aKTUBAaTOpoM aHTuTpomOuHa I11.

0l,-MaKporIo0yIMH 00pa3yeT KOMILIEKCH C CEPUHOBBIMM MPOTEa3aMU, NHAKTH-
BUPYS UX.

AHTUKOHBEPTUH CelUMUUECKN B3aUMOACHCTBYET ¢ (DEPMEHTHBIM KOMILIEKCOM
TKaHeBbI akTop-VIla—Ca2*. OH aBisieTcss JOMEHHBIM OJIKOM, IPUYEM OJUH JOMEH
B3aumonenictyet ¢ Vlla, a apyroit — ¢ TkaHeBbIM (paKTOPOM. AHTUKOHBEPTUH MHTUOM-
pYeT He OTe/IbHbIE (PepMEHTHI, a 00pa30BaHHbLIN HAa MeMOpaHe (hepPMEHTHBII KOMILIEKC,
MO3TOMY €I0 Ha3bIBAIOT CBSA3aHHBIM C JIMTTOMPOTEMHAMU MHTMOMTOPOM KOaryJisiLiuu.

AHTUKOATyJISTHTHBIH MyTh YCTPOEH T10 TOMY K€ MPUHIIUITY, YTO U KOAryJIsSIHTHBIMA.
AHTHUKOATyJISTHTHBIH ITyTh — 3TO KOPOTKMI KacKall peakiuii, B KOTOPOM y4acTBYIOT
TpoMOuH (Ila), TpoMOOMoOmynuH (Tm), 6enok C, 6estok-akTuBaTop S 1 hakTophl Vo
u Vllla. B pesynsrare aToro kackana paspyuaiorcs ¢paktopsl Vo u VIIlo, Heobxoau-
MBIE [IJIsI TIPOKOAryISTHTHOTO Iyt (puc. 13.12).

TpoMOoMOayIMH — 3TO MHTETpabHbII O€0K IJIa3MaTUUYeCcKoil MeMOpaHbl, 00-
Hapy>X1BaeTCsl TOJbKO B HAOTEJUATbHBIX KJIeTKax. OH He HyXJIaeTcsl B MPOTeOIu-
TUUYECKOM aKTMBALIMU U CIIY>KUT pelienTopoM TpoMOuHa. benok C — npodepMeHT,
COIEPKUT OCTATKM KapOOKCUTITYyTAMUHOBOI KUCJIOThI, aKTUBUPYETCS ITyTEM YaCTUY-
HOro mpoteonu3a KomiuiekcoM Ilo-TpomMOoMomynnH. AKTUBUpOBaHHBIM Oenok C
00pasyeT ¢ OEeIKOM-aKTUBATOPOM S MeMOpaHHO-CBSI3AaHHBIN KOMIUIEKC, KOTOPbIM
pacmeruisiet B ¢paktopax Vo u VIllo 2 menTuaHbie CBSI3M, MTHAKTUBUPYS UX.

C

[la-Tm-Ca’" — > Va, VIIIa

Ca-S-Ca’t —>
[MenTuaer

Puc .13.12. AHTUKOArynsiHTHbIV NyTb:
Tm — TpombomMoaynvH; Ca — akTBMPOBaHHbIV 6e5ok C; S — 6enok-kodakTop



Pa3zoen ]

buoxnmuga
COEIMHUTEJIbHON TKAHU

CoennHUTENbHAS TKAHb UMEET ME3eHXUMAIbHOE MPOUCXOXIEHNE U COCTOUT U3
KJIETOK U MEXKJICTOUHOTO MaTepuaja, 00pa30BaHHOrO INIaBHBIM 00pa3oM (puoOpu-
JISPHBIMU O€JIKaMU U MPOTEONNIMKAaHAMU U TJIMKOMNPOTEMHAMMU.

CoennHMUTENbHAS TKAHBb €CTh BO BCEX OpraHax. B HEKOTOPBIX TKaHSIX ee 3HAUCHHUE
BeCbMa BEJIMKO HE TOJIbKO B CTPYKTYPHOM, HO M (byHKLIMOHAJIbHOM 1uiaHe. K stum
TKaHSIM OTHOCSITCSI CYXOXKUJIMSI, XPSILIIM, KOCTH, KOXKa U CTEHKU KPYITHBIX KPOBEHOC-
HBIX cocynoB (puc. 14.1).

Benku B OCHOBHOM MpelcTaBIeHbI KOJIJIareHOM U 3J1acTuHOM. Kosaren oopasy-
eT HUTU (uOpUIUIbI) pa3IMuHON TOMIIUHbBI. PacrnojoxkeHue HUTe ompeneseT ux
(GyHKIMIO, KOTOpAsi COCTOMT B OCHOBHOM B MPUAAHUM TKAHSIM MPOYHOCTU Ha pas3-
pbiB. KonareHoBbIe HUTH 00pa30BaHbl CyObeIMHUILIAMU, Ha3bIBAEMbBIMU TPOITOKOJI-
JIareHOM, KOTOPbIE PACIIOJI0XKEHbI PErYJISIPHBIM 00pa30M U B3aUMHO OPUEHTUPOBAHbI
KakK B IIPOJOJBLHOM, TaK U IOMNEPEeYHOM HampaBieHUU. MoJjieKyjia TpoItoKoJuiare-
Ha COCTOMT U3 TpeX LieNeil ABYX BUIOB: 0. U O.,, KOTOPbIE 00pa3yloT TPOWHYIO CIH-
panb. Kaxmas uenb odpazoBaHa rnpumepHo 13 1000 ocTaTKOB aMUHOKUCIIOT, Cpeau
KOTOPBIX MTPUCYTCTBYIOT OKCUIIPOJIUH M OKCcUIN3NH. CymnepceMeilcTBO KOJIareHOB
BKJIIOYAET I10 KpaiiHell Mepe 19 pa3HbBIX 0€JIKOB — COOCTBEHHO KoJutareHoB 1 eie 10
0eJIKOB, cofiepKalllMX KoJiaareHornoao0Hble foMeHbl. Hanbosiee pacnpocTpaHeHHbIE
KoOJIIareHbl 00pa3yloT B MEXKJIETOUHOM MaTpukce puOprLibl (KojutareHbl TUIIOB I,
11, 111, V, XI) u ceteBuaHble cTPYKTYpHI (KoutareHs! 1V, VIII n X). @yHKIMY ApYyTUX
KOJJIareHOB OoJiee pa3HOOOpa3HHbI.

M3BecTHO cBbiie 400 MyTalMii B reHax pa3HbIX KOJUIAr€HOB, CBSI3aHHBIX C 00-
JIE3HSIMM YeJIOBEKA — HECOBEPIICHHBIN OCTeOreHe3, XOHAPOAUCIUIA3UI, HEKOTOPBIE
(opMBbI ocTeoropo3a U OCTeOapTPUTOB, 00JIE3Hb MOYEK, U3BECTHAS MOJl Ha3BaHUEM
CUHAPOM AJbIIOpTa, U Jp.

KostareH CMHTE3UPYIOT U CEKPETUPYIOT B MEXKJICTOUHYIO CPely MHOTUE KIETKU
(ecnu He Bce), HO B KOJTMYECTBEHHOM OTHOIIEHU U TJIaBHBIMU MPOAYLIEHTaAMU KOJlia-
reHa SIBJISIIOTCS KJIeTKM (hUOpOo0IaCTHOTO psiia COCAMHUTEIbHOM TKaHU (B COOTBET-
CTBUU C OOJIBILION MacCO MEXKKJIETOYHOTO BEIECTBA B 3TOI TKAHM).

343
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Puc.14.1. Knetku coegnHuUTenbHO TKaHU, GUOpunaspHbie 6enku (KoJ-
JNareH, anacTuH), a TaKke NPOoTeOor/iukaHbl U MIUKONPOTENHb] 3aMOJIHAIOT
MPOCTPAHCTBO MEXAY NapeHXUMaTO3HbIMU KJ1IeTKaMN U KPOBEHOCHbIMU

Kanunngapamm:

1 — coeanHuTENbHAs TKaHb; 2 — MNapPEHXMMATO3HbIE KNETKU; 3 — Kanuanspbl U 9/1IEMEHTbI
KPOBW; 4 — Ty4HbIE KNETKN; 5 — drnbpountbl 1 GrnbpobnacTbl; 6 — BONOKHO Konnarexa; 7 —
BOJIOKHO 9J1aCTVHA; 8 — OCHOBHOW MaTtepuan (MaTpuKe)

B ornuume oT KoyutareHa 37acTHH 00pa3yeT CTPYKTYPHI C XapaKTepHBIMU Pe3H-
HOBOIOJOOHBIMU CBOMCTBAMU. DTO OOBSCHSIETCS OCOOOW TpeXMEpHON YIMaKOBKOM
MOHOMEPOB 3jlacTUHA (MPO3JIACTUHA), KOTOPbIE COEIMHEHbI MOIepeYHbIMU KOBa-
JICHTHBIMU CBsI3siIMU. OHU BO3HUKAIOT B pe3yjbrare KOHASHCALIMU OOKOBBIX LieTei
JIM3MHA B COCTaBe IBYX—YeThIPEX MOHOMEPOB MPO3JacTUHA C 00pa3oBaHUEM ITOJIM-
(byHKIIMOHANIBHBIX aMUHOKUCIIOT TECMO3MHA M U30JeCMO3MHA. DT CBA3U HACTOJb-
KO TPOYHBI, UTO HE pa3pyImIaioTcs daxe MpH KUCIOTHOM Tuapoause. CanuTaercs, 9To
Ha MPOCTPAHCTBEHHYIO OPraHMU3alii0 CYObeIMHUIL TTPO3JacTUHA B BOJIOKHE BIIUSIIOT
CTPYKTYPHBIE TJIMKOIPOTEUHBI.

[TpoTreoraukaHbl 00pa30BaHbl COSAUMHEHUSIMU, TOJTYYMBIIMMU Ha3BaHUE IJTIMKO3a-
muHormukaHbl (IATN). B TKaHSIX 9TU cOeAMHEHMS HE CYIIECTBYIOT B CBOOOJTHOM BUJIE,
a TIPUCOEINHEHBI KOBAJICHTHOM CBS3BIO K OeJIKaM, TIPeBpaIlasich B MPOTEOTIMKAHBI.
B BomHOM pacTBOpe OHM 00Pa3yIOT TeJIM U B TKAHU 3aITOTHSIOT IIPOCTPAHCTBO MEXKITY
kiaeTkamMu. OHU CWJIBHO TUAPATUPOBaHbI U cofepxkat MHoro noHoB Na'. K TAT ot-
HOCSITCSI TMAJIypOHOBAsl KUCJI0Ta, XOHAPOUTHUHCYIb(MAT, rernapaHcyiabdar, repMaTaH-
cyabdar u KepataHcyabdaTr. OHU MPEACTaBISIOT COOOH JIMHEHHbIE TTOJIMMEDDI, TO-
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CTPOEHHBIE U3 Pa3HbIX AHUcCaXapUIHbBIX €AUHULL, 00pPa30BaHHBIX YPOHOBBIMU KHUCJIO-
TamMu (TJIIOKYPOHOBO#A, TaJJaKTYPOHOBOM U MAYPOHOBOI1), N-alleTuareKco3aMMHaMu
(N-aueTunarioko3aMMHOM U N-alleTUIrajakTo3aMUHOM) U HeUTpaJIbHBIMU caxapu-
Jamu (rajakTo30i, MaHHO30M M KCUJI03011). B HEKOTOPBIX CiiydyasX rMaApOKCUIbHBIE
TPYIIIBI CaXapua0B 3TepUUIINPOBAHBI CepHOM KucaoToit. CBOOOMHBIE KapOOKCHITh-
Hble U CyJIb(hOTrPYTIIbl, HECYIIIME OTpULIATENIbHBIN 3apsii, pacipeaesieHbl 0osee Win
MeHee pPaBHOMEPHO 10 BCell MaKpOMOJIEKYJIe U ONpeaesiioT OMOJ0TUYeCKUe CBOM -
CTBa 3TUX coeauHEeHM (puc. 14.2).

Elie onHUM KOMIOHEHTOM COEAVMHUTETBLHON TKAHU SIBISIOTCS TIUKOMPOTEUHBI,
KOTOPBIE TIPENCTABIISIOT COOOM CIOXHBIE OETKHM ¢ Pa3IMYHBIM YUCIOM KOBAJCHTHO
TIPUCOETMHEHHBIX OJIMTOCAXapUIHBIX IeTiel. DT e OOBITHO CBSI3aHBI C OCTaTKa-
mu Cep (Tpe) unu AcH u conepxat 10—20 octaTKoB MOHOCaxXapoB (TajlaKTO3bl, MaH-
HO3bI, N-aleTWINoKo3aMruHa, N-aleTurajiakro3aMMHa), MOCIeI0BaTeIbHOCTh
KOTOPBIX 3aBUCUT OT TUIIA IIMKompoTernHa. KoHlieBoe MooxkeHre B oJIMrocaxapuiae
00bIYHO 3aHITO N-alleTUJIHENPaAaMMHOBOM KUCJIOTOM, pexxe — (dykosoii. buosoru-
YecKUe CBOMCTBA ITTUKOMPOTENHOB ((pepMeHTaTUBHBIC, TOPMOHATBHBIC U UMMYHHBIE
AKTUBHOCTH) 3aBUCAT OT XapaKTepa O6€TKOBOTO M YIJIIEBOJTHOTO KOMIIOHEHTOB.

Puc. 14.2. ®opmyinbl gucaxapuaHbix pparMeHTOB rMasypoHOBOV KUCJIO-
Tbl U AepmaTaHcynbdara
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OCHOBHBIMU HU3KOMOJIEKYJISIPHBIMA KOMITOHEHTAMU COEAVHUTELHON TKaHU SIB-
JISTIOTCSL Boia U MoHbI Hatpust. [TocineaHue HelTpanu3ytoT oTpuLiatesibHbIi 3apsia TAT a
OCHOBHasl YacTb BOJIbI B COEIMHUTENIBHOM TKaH! 00pa3yeT r’MApaTHY0 000JI04YKY MOHOB.

B coenmHuTENbHONM TKaHWU MOJUMEPHbIE KOMIIOHEHThl MHTETPUPOBaHbl U 0Opa-
3YIOT €IMHYIO CTPYKTYPY, CTAOMJIbHOCTh KOTOPOM SIBJISIETCS CIEICTBUEM MEXMOJIEKY-
JISIPHBIX B3aMMOJIEUCTBUM OTAEIbHBIX MAKPOMOJIEKYI.

AT’ KOBaJIeHTHO CBSI3aHbI C TJIMKOMPOTEMHAMU, U B 3aBUCHMOCTHU OT TIPUPOJIbI
MIMKOTIPOTeMHA 00pa3yloTcsl pa3IMuHble TpoTeorankanbl. CBsa3b mexny TAT u 6e-
KOM Yallle BCETO KOBAJIEHTHAS U OCYIIECTBIISIETCS Yepe3 TpUcaxapuaHblii GparMeHT
Tan- Tan —Xyl-(Cep). bosiee BbIcCOKOOpPraHM30BaHHbBIE CTPYKTYPHI MOHOMEPHBIX IIPO-
TEOTJIMKAaHOB OPUEHTUPOBAHbBI BAOJIb MOJIEKYJ TMATyPOHOBOI KMCIOTHI. B 06pa3oBa-
HUU 3TOr0 KOMILJIEKCA YYaCTBYIOT TaK Ha3blBaeMble CBSI3bIBAIOIIME TJIMKOIPOTEUHBI.
BzauMopeiicTBust MeXay KOJIJIJareHOM U ITPOTeOorTMKaHAMU UMEIOT OObIYHO MOHHYIO
MNpUPOIY U MPUBOAAT K 00pa3oBaHMIO KoylareHOBbIX ¢udpuiii. CocrtaB u Kojauue-
CTBO IMPOTEOIIMKAHOB SIBJISIOTCS (pakTOpaMu, ONpeAcsiolIuMu odopa3oBaHue, Gop-
My, HalipaBJieHUE U CBOMCTBA BOJIOKOH.

Koctb nipeacrasisier co00ii 0COObII TUIT COEAMHUTEILHOM TKAH!, IIOCKOJIBKY, KPO-
M€ OOBIYHBIX MAKPOMOJIEKYJISIPHBIX KOMITOHEHTOB (OpraHM4YeCcKuit KOCTHBII MaTPUKC),
OHa COAEPKUT OOJIbIIOE KOJUUYECTBO arlaTUTOB (TMIPOKCUIANATUT, KapOOHAaTaIaTuT).
ATaTUTHI 00pa3y0T KPUCTAJUIbI, KOTOPbIE MPUCOSANHEHBI K TOBEPXHOCTU KOJLJIareHO-
BbIX BOJIOKOH KOCTH TaKMM 00pa3oM, YTO IJTMHHAS OCh KpUCTaJlJIa OPUEHTHPOBAHA Ia-
pajUIeSIbHO JUIMHHOM OcU KoJilareHa. KpucTtauiibl ruipokcuiianaTtuta pacioaraiorcst
TOJIbKO B HEKOTOPBIX 1IEHTPaX Ha MOBEPXHOCTH KOJIAreHOBBIX (PpUOPUILIT OorpeeseH-
HOTO THMa, YTO OOBSICHSIET BHICOKYIO CTENIEHb OpTaHU3allMi KOCTHOTO MaTepurana, Ko-
TOpasi, B CBOIO OUepe/lb, JEXKUT B OCHOBE (DYHKILIMOHUPOBAHUSI KOCTEHA.

st MeTabo1M3Ma KOMIIOHEHTOB COEIMHUTEILHOI TKAHU XapaKTepeH psili 0COOCH -
HOCTE. BUOCUHTE3 OCHOBHBIX MAaKPOMOJIEKYJI IPOUCXOAUT BHYTPU KJIETOK COENUHU-
TEJIbHON TKaHU 000c00IeHHO. TOJIbKO MOC/Ie BbIXOJA STUX MaKPOMOJIEKYJT B MEXKKJIE-
TOYHOE MPOCTPAHCTBO MEXAY HUMM BO3HMKAIOT B3aUMOJeHCTBUS (00pa3yloTcsi mpo-
TEOTJIMKAHBbI, a TaKXKe KOMIUIEKChl MEXIY KOJUIareHOM M MPOTeoriiMKaHaMu U KoJula-
reHOBbIe BOJIOKHA). Cpean OTAeIbHBIX KOMITOHEHTOB COeAMHUTEIbHOM TKaHU TIEPUO/T
MoJayXu3Hu MuHuMazeH 1ist TAIT (HeckoJibKo JHel WIu Helelb) U MaKCUMaJieH JJist
KoJulareHa (HECKOJIbKO MecsleB). DIacTUH 00pa3yeTcsl TOJbKO BO BpPeMsl Pa3BUTHUS
ruiona. B 3pesioM Bo3pacTe oH He TpaHC(hOPMUPYETCS, a JIMIIb pacIagaeTcs.

CTpyKTYpa U 6UOCHMHTE3 KonnareHa

KosiareH siBisieTcst OCHOBHBIM CTPYKTYPHBIM OEJIKOM MEKKIETOYHOTO MaTpukca. DTo
(uOPWILISIpHBII 0€10K, OTJIMYAIOILMICS OT IPYruX OEIKOB PSIIOM OCOOEHHOCTEl CBOETro
COCTaBa M CTPYKTYPHI:

e TIENITHIHAS 1IeTIh KOJUTareHa comepXuT okojio 1000 aMIHOKMCIOTHBIX OCTaTKOB,

13 KOTOPBIX KaXKIIast TPEThsl aMIHOKHCIIOTa — TTALINH, 20% COCTABIISTIOT TIPOJIMH 1
ruApoKcunposvH, 10% — ananuH, octasiumecst 40% — apyrue aMUHOKUCIIOThI,
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e TIEpBUYHASI CTPYKTypa KoJjlareHa — 3TO MOBTOPSIOLIMECS Y4acTKU [n-x-y, rae
X — YacTo TMPOJIMH; Y — TMAPOKCUITPOJIUH;

e 11pu OPMUPOBAHMM BTOPUIHOM CTPYKTYPBI ITOJUTICIITAIHAS LIETTh KOJITareHa yKJia-
JIBIBAaeTCs B 00Jiee pa3BepHYTYIO JIEBO3AKPYUSHHYIO CIIUPab (Ha OMMH BUTOK TPUXO-
JIATCS 3 aMUHOKMCIIOTHBIX OCTAaTKa);

e TpeTWYHasl CTPyKTypa KojllareHa — 3TO ITpaBO3akpyyeHHas cyrnepcnvpaib U3 3
cc-1ierneit, mpy (hOpMUPOBAHNN KOTOPOM OCTATOK TJTMIIMHA OKa3bIBAaeTCs B €€ 1ICH-
Tpe, 4TO CIIOCOOCTBYET 00pa30BaHUIO JIMHEHHOM MOJIEKYIbI TPOITOKOJLTareHa ¢ 1mo-
CJIEAYIOLIMM BKJIIOUEHUEM €€ B BOJIOKHO.

CuHTe3 U co3peBaHMe KoJulareHa MpeACTaBIsItoT COO0M CIOXKHbBI MHOTO3TAMHbINA MPO-
11ecc, KOTOPBI HAYMHAETCS B KIIETKE, a 3aBepIIIaeTCsT BO BHEKJIETOYHOM TTpocTpaHcTBe. OH
BKJTIOUAET B ce0s1 Psi IOCTTPAHCSILIMOHHBIX MU3MEHEHU: TUIPOKCUIMPOBAHUE TIPOJIMHA
U JIU3UHA, IIMKO3WINPOBAHUE TMAPOKCUIM3UHA, OoTiIerieHre N- u C-KOHILIEeBbIX Tell-
TUAOB. biarogapsi 3TUM U3MEHEHUSIM TTOSIBIISIIOTCSI TONOJTHUTEIbHbBIE BO3MOXHOCTHU TSI
CTaOWIM3aINY TIeTIel B MOJIEKYJIe TPOITOKOJIJIareHa:

e B 00pa30oBaHMM BOIOPOIHBIX CBSI3€i ydacTBYIOT He ToibKo NH- u CO-rpymmsl

MENTUIHOTO OCTOBa, HO 1 OH-Trpynmbl TMAPOKCUTTPOINHA;

e TWIPOKCUIIPOJIUH U TIPOJIUH, ABJISSACH «KECTKUMI» MOJIEKYIAMUA, OTPAHNYNBAIOT
BpallleHue MOJUMENTUIHOTO CTePXKHSI.

OrpenesieHHYI0 pojib B CUHTE3¢ KOJUIareHa UIpaloT OeIKU—IIarepoHbl, KOTOphIe 00e-
CTIEYMBAIOT «KOHTPOJIb Ka4ecTBa» KOJUIareHa: OHU CITIOCOOCTBYIOT MPABUIBHOMY CUHTE3Y
MOJIEKYJT KOJIJIareHa 1 MX TPAHCTIOPTY MO0 CEKPETOPHBIM ITYTSIM, a TAKXKE «OTC/IEXKIBAIOT» He-
MPaBUJIBHO COOpaHHbIE MOJIEKYJIbI KOJUIareHa, KOTOphIe 3aTeM pa3pyllaloTcs.

CuHTe3 TpomoKoJUIareHa IIPOUCXOaUT B ¢rOpoOIacTax Ha MOBEPXHOCTU TPaHyIT
SHIOIJIa3MAaTUUECKOTO PEeTUKYIyMa. KaxKaplii TUIT LIETM B KoJITareHe CBSI3aH C OTpe-
JIeJICHHBIM T€HOM, ¢ KOToporo TpaHckpubupyetcsds MPHK. CuHTe3 nentuaHoi Lenu
MpOTEKaeT ajiee B COOTBETCTBUM € OOIIIMM MEXaHU3MOM, HO MMeeT HEKOTOPhIE 0CO-
6enHoctr. OTHeNbHBIC IIeTN KoJiJlareHa 00pa3yloTcs BHaYale B BUAC TIPEIIICCTBEH-
HUMKOB (Ha3bIBa€MbIX O;-IPOKOJIJITATEHOM WJIM TIpOKoJutareHoM, ). X MosexymnspHas
Macca Bblllle, YeM y COOTBETCTBYIONIMX 1ierneil kosutareHa (120 000 o cpaBHeHUIO
co 100000), BcinencTBue OOJIbIIEH AIMHBI LeTM N-KOHIIEBOI yacTu MojeKybl. I1o
AMMHOKUCJIOTHOMY COCTaBY MPOKoJutareHbl coaepkat B N- 1 C-KOHIEBbIX IUCTEUH
U KUCJIble aMUHOKUCIOTHI. OCTaTKU LIMCTEMHA 00pa3yloT AUCYIb(OUAHBIE MOCTUKU
MEXJy LIeTIIMU, YTO CYUTAIOT OMHOM U3 MPUYMH, BHI3bIBAIOIIMX MOCTETIEHHOE CKPY-
YMBaHME LIETIEH B TPEXCIIMPaIbHYIO CTPYKTYpY (puc. 14.3).

MorneKy/bl TPOITOKOJIareHa He COITPUKAcaloTCs, TaK YTO MEXKIY HUMH OCTaeTCsl He-
Oosbiuas meb. [lapanaenbHble coceHUe MOJIEKYJIbI ClIerKa MepeKphIBalOT APYT APYTa.
B niesiom cyiectBoBaHue 11eeil U IEPEKPHITUI TPUBOAUT K 00pa30BAHUIO TEMHBIX U
CBETJIBIX ITOJTOC. Ecii cunTarth, 9To IIMHA MOJIEKYITHI KOJITareHa O0JTbIIe ero IraMeTpa B
4,4 pasa, To mmMpHHa 1ienei cocrapiser 0,6 OT ero AIuHbI, a nepekpbituii — 0,4. Tpoii-
Hasl CIMpajib TPOMOKOJUIareHa CTabuIM3yeTcsl BOAOPOAHBIMU CBI3SIMU MEXIY OTACTb-
HBIMU LEMSIMU. DTO OOBSICHSIET BEICOKYIO ITIPOYHOCTh MOJIEKYJIbI Ha pa3pbiB (puc. 14.4).
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Puc. 14.3. WcuepueH-
HOCTb cpe3a, BuauMasa
MEeTOAOM 3JIEKTPOHHOM
MMUKPOCKONUN, COOTBET-
CTBYeT 00pa3oBaHUIO BO-
JIOKOH U3 MOJIEeKyN1 TPO-
nokosnareHa AJIUHON
280 HM, KOTOpPbIE OPUEH-
TUPOBaHbl MNapassiesnibHO
B MNPOAOJIbHOM HamnpaB-
JIEHUM C TMOCTOSAHHbIM
COABUITOM MPUMEPHO Ha
1/4 pnuHbi (69 HM)
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Puc. 14.4. CuHTe3 u co3peBaHue KoJiiareHa

HexkoTopble ocTaTKu IM3MHA 1 TTPOJIMHA TUIPOKCUIUPYIOTCS C 00pa3oBaHUEM OK-
CUJIMN3UHA U OKCUTTPOJIMHA.

DTa peakuust Kataausupyercs (pepMeHTaMU TTPOKOJIIAreH-IU3UHTUIPOKCUIIA3011
U MPOKOJUIATeH-IPOJUHTUAPOKCUIA30i. B 3TOI peakiuy MpouCXOauT (UKcamus
atMocgepHoro Kucjaopoaa Ipu ydactuu Fe2*, o-keTormyrapata m acKOpOMHOBOI
KUCJIOTHI. BBIOOp aMMHOKMCIOTHOTO OCTaTKa MpU TMAPOKCUIMPOBAHUU OTPEICsi -
eTcsl MPEeALIeCTBYIOIEH MOoCAeA0BaTeIbHOCThIO — B ciydae Ju3uHa 31o Gly-X-Lys-
Gly-His, rne X = Met, Phe unu Ile.

IMocne TMAPOKCUIMPOBAHUST POUCXOIUT TJIMKO3UIMPOBAHUE, B pe3yJibraTe KOTO-
poro K okcurpyrmnaMm O-MIMKO3UIHOM CBI3bI0 TTPUCOSANHSIOTCS rajakrosa nid 20-3-
rmokonupaHo3wi-0O-3-f-ranakronupanosa. Peakuuto katanusupyrot UDP-ranakrosa-
KoJiareHrajgakrosuiaTpancdepasza u UDP-riokosza-KonareHroko3uiTpaHcepasa.
W ruppoxcuivpoBaHue, 1 TIIOKO3WIMPOBAHUE TIPOUCXOIUT B CTPYKTYpax arpaHyJisip-
HOT'O 3HIOIIA3MAaTUYECKOIO PETUKYIyMa, U UX TIPOAYKTOM SIBJISIETCSI TIpoKoJIIareH. B
Mpoliecce TPAHCITOPTa Yepes IIa3MaTHIECKyI0 MeEMOpaHy BO BHEKJIETOUHOE ITPOCTPaH-
CTBO (PK30LIMTO3a) OH TIpeBpalliaeTcsl B TporokoiiareH. [1ox neiicTBreM IIpoKoJIIareH-
MeNTUAA3k], JIOKAJIM30BAaHHOM B MeMOpaHe, OTIIeIUIsieTcs N-KOHILIEBOI NenTrI, U 00-
pa30BaBILMICSI TPOMOKOJJIareH BBIXOAUT M3 KJIETKU U 00pasyeT MUKpoduopuibl. Co
BpEMEHEM MEXXIy OTAEJIbHBIMU MOJIEKYJIAMM TPOMOKOJIareHa o0pas3yroTcsl CIIMBKMU.
BTOT mpouece KaTalM3upyeTcs JM3UHOKCUIA30i, Kotopas okucager E-NH,-rpymmy
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JIU3MHA B aJIbCTUAHYIO C 00pa3oBaHueM ajiu3uHa. [locienHuii odbpasyeT ocCHOBaHUE
[udda c pacnionoxenHoi psaoM NH,-rpynmoii iM3uHa, B pe3yJisTaTe 4ero oT/aeIbHbIe
LIETIM COEMUHSIOTCS MTPOYHBIMU KOBAJIEHTHBIMU CBSI3SIMU.

Bbonee TtojcThie HUTU 00pPa3ylOTCsl IIPU B3aMMOJEHCTBUM KOJIJIAar€HOBBLIX (Du-
OpWJII ¢ mpoTeoriMKaHaMu pa3Horo tuia. Momekynsl KoiareHos I, 11, 111, V, XI
00pa3oBaHbl TPeMsI MOJUIENTUAHBIMU LETSIMU, Kaxkaasi U3 KOTOPbIX CKpy4YeHa B Jie-
BYIO CIIUPaJib, @ 3TU COUpPaJIbHbIC LIEMU CKPYYEHbI BMECTE B MPABYIO CYNEPCIUPab.
CrniupanbHblit ToMeH KoJjiareHa I cogepxxut okosio 1000 aMMHOKUCIOTHBIX OCTaTKOB
(330 moBTOpOoB IM1-X-Y). [InuuH noBTopsitoleiics nocienobaresbHocT [u-X-Y
00s13aTeieH M1l 00pa30BaHUS TaAKOM CTPYKTYPhI, MOCKOJIbKY paauKaJ JII00oi Apyroi
AMHUHOKWCJIOTHI HE TIOMEIIAeTCS MEXKAY TPeMS TIENTUIHBIMU IETISIMU B LIEHTPE TPOIi-
Holi crimpanu. B mocnenoBatenbHocTy [n-X-Y nmo3uiiys X 4acTo 3aHsTa IIPOJIMHOM,
a no3uuust Y — OKCUIIPOJIMHOM. DTU JIB€ aMUHOKUCIOThI OrpaHUYMBAIOT BpallleHUE
MOJIUTNENTUAHOM 1enu. TpoiiHas criupaib CTAOMIM3MPOBaHA BOJIOPOIHBIMU CBI3SIMU
Y BOJHBIMU MOCTUKaMU, MHOTUE U3 KOTOPBIX 00pa3yloTcs ¢ y4aCTUEM OKCUIIPOJIMHA.
Panukanbl aMMHOKMCIOT B MO3UMLUAIX X U Y HAXOISTCS HA MOBEPXHOCTU TPOMHOM
crniupanu. [Topsinok pacripeneneHus: KjaactepoB ruapodOOHbBIX U 3apsiKeHHbIX pajy-
KaJIoB 110 JUTMHE MOJIEKYJIbI 00eCIieuyBaeT caMOCOOPKY MHOTOMOJIEKYJISIPHBIX KOJL1a-
T€HOBBIX CTPYKTYD C YIOPSIIOYEHHBIM PACIIOIOXEHUEM MOJIEKYJI.

d €
JInz —CH,—CH,—NH,

0,
NH;
0 ?
d €/ € d
Jis —CHy—C, H,N— CH,—CH,-JIn3
H
H,0
) € € d
JInz —CHQ—(lj: N—CHZ—CHZ—HI/IS
H

Puc. 14.5. lesaMMHupoOBaHMe OCTATKOB JIM3UHA B KoJiIJlareHe n oopasoBa-
HUE MEeXMOJIEKYJISPHbIX CLUMBOK
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Kousnaren I conepkutcst B TKaHsX (B HAUOOJIBIINX KOJMYECTBAX) U B pa3HbIX Opra-
Hax. PacnipocTpaHeHue npyrux KoJJlareHoB 0oJiee U30MpPaTeIbHO.

CuHTe3 KoJJIareHa BKJII0YaeT CTaaur TPAHCISLMU, BHYTPUKIETOYHOM MOCTTPaH-
CJISILIMOHHOM MoaM(MUKALMY U BHEKJIETOYHOI MoaudUKaLuy, 3aBepIlialoiieiics 00-
pa3oBaHNEM KOJIJTaTreHOBBIX BOJIOKOH.

IMenTuaHble ey KojuiareHa 00pa3yroTcsl Ha MOJIMPUO0CcOMax, CBI3aHHBIX C MEM-
OpaHaMM BHIOIIA3MATUUECKOro peTukyayma. OMHOBPpEMEHHO ¢ TpaHCIISILMEeH Mpouc-
XOAUT TMAPOKCUIMPOBAHUE MPOJIMHOBBIX U IU3UHOBBIX OCTATKOB B PACTYIIMX MENTUI-
HBIX LIETIsIX. B 9TOi peakiimu MCroib3yoTcsl KUCIOPO U a.-KeTOrIyTapaT; B KaueCcTBe
KO(MaKTOpOB yuacTBYIOT MOH Fe?™ m ackopObuHoBasg kucinora (ButamuH C). OnuH 13
JIByX aTOMOB KHMCJIOPOJIa pacXoayeTcsT Ha 00pa3oBaHNe TUIPOKCUILHOM IPYITITHI B aMU-
HOKMCJIOTE, a IPYroil — Ha oOpa3oBaHue KapOOKCUJIbHOM IPyMIibl B SHTAPHON KUCIO-
Te. ACKOPOMHOBAsI KUCJIOTA JIETKO OKUCIISIETCS B IETUAPOACKOPOMHOBYIO KUCTIOTY.

O6paTHOe TpeBpallleHre MPOUCXOAUT B (DepMEHTATUBHOM MPOLIECCe 3a CUET BOC-
CTaHOBJIEHHOTO TyTaTHOHA. B KauecTBe KoepMeHTa T'MAPOKCUIa3 aCKOpOMHOBas
KWCJIOTa, BEPOSITHO, BHITIOJIHSIET POJIb BOCCTAHOBUTEJIS, CIIOCOOCTBYIOIIETO COXpaHe-
HUIO MOHA XXeJIe3a B IByXBAJICHTHOM COCTOSTHUM.

TunpoxcunmpoBaHue poIrMHa HEOOXOAMMO J1J1s 00pa30BaHUs Ha IOCIIEAYIOIIMX ITa-
Max CTabWJIbHOM TpeXCIMpalbHOM CTPYKTYphI KoJulareHa. [MapoKcuinpoBaHHbIE OCTaT-
KU JIM3UHA (HapsIIy ¢ HETUIPOKCUIMPOBAHHBIMU) YUYACTBYIOT B 00pa30BaHUU KOBAJICHT-
HBIX CBSI3eli MEXXIy MOJIEKYJIaMU KoJulareHa rpu coopke KoJutareHoBbIX ¢puodpul. [1pu
LIMHTe — 0O0JIe3HU, BBI3BAHHOM HEMOCTaTKOM BUTaMuHa C, CUHTe3 KoJulareHa HapylieH
Ha CTamyuy TUAPOKCWIMPOBAHUS TPOJMHOBBIX M JIM3MHOBBIX OCTaTKOB. B pesyisrare
HEMOJHOTO TUAPOKCWIMPOBAHMSI MENTUIHBIX LieTeil 00pa3yloTcsi MeHee CTaOUIbHbIE U
MPOYHbIE KOJJIareHOBblEe BOJOKHA. C 3TUM CBSI3aHbI JIOMKOCTb KPOBEHOCHBIX COCYJIOB
MpY LIMHIe ¥ BOBHUKHOBEHNE MHOXECTBEHHbBIX TOUSYHBIX KPOBOUBIUSIHUIA.

ITo Mepe pocTa MENTUIHBIX el OHU C MOMOIIBIO TMAPO(GOOHOr0 CUTHATBHOTO
yyacTtka Ha N-KOHIIe TTPOHMKAIOT Yepe3 MeMOpaHy B TOJOCTb 9HIOILUIa3MaTUUECKOTO
PETHKYJIyMa, TIe MTPOUCXOIUT IIMKO3MIMPOBAHKE TTETITUAHBIX IIeTIe M MX 00bennHe -
HUME B TpeXCIMpaIbHblE MOJIEKYJIbI TTPOKOJIareHa: B MPaBUWIbHON OPUEHTALIMU LIeTIei
YUYacCTBYIOT KOHIIEBbIE MPOMeNnTUabl. B Xoe aTux mpeBpallieHrii MpoKoJulareH nepeme-
1IAeTCsI U3 SHIOIIA3MAaTUYECKOTO PETUKYJyMa B IJIACTUHYATHINA KOMILIEKC, BKJIIOUa-
€TCSl B CEKPETOPHbIE TPaHyJIbl U CEKPETUPYETCS. YKe B MEXKKIETOUHOM MPOCTPAHCTBE
MIPY IEHCTBUN TPYIIIBI CIELIMAIBHBIX TIPOTEOTUTHUECKUX (PePMEHTOB OT IIPOKOJIIare-
Ha OTHICIIISIOTCS KOHIIEBbIC MPOIENTUAbI, 1 00pa3yeTcsl KojulareH (TPOHOKOJIJIAreH).
B xomnarere 6a3zanbHBIX MeMOpaH KOHIIEBBIE TTETITUABI MOTYT M HE OTIIECTUISITHCS.

O06pazoBaHUE KOJIJIAareHOBBIX (PUOPUIIT — 3TO B OCHOBHOM ITPOLIECC CAMOCOOPKH,
HO CTPYKTYpHI, MOJyJarolIrMecst B pe3y/ibraTe caMoCOOPKHM, 3aKPETUISIIOTCS TyTeM 00-
pa30BaHMsT MEXMOJIEKYJISIPHBIX KOBAJICHTHBIX CIIIMBOK. B MEXKJI€TOUHOM MaTpuKce
€CTb (PepMEHT JIM3UJIOKCHIa3a, KOTOPBIA OTIICTUISIET E-aMUHOTPYIIITY OCTaTKOB JIN3UHA
U TUIPOKCUIIM3WHA C OOpa30BaHUEM aJbJAETMAHON TpymIibl (MMOJyvyaeTcs aIu3WH)
(puc. 14.5).
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Puc. 14.6. OGpa3oBaHue u cTpoeHue KossareHoBbix hbudpunn.

Monekynbl TPOMNOKOSIareHa arpernpytoT, 06pasys MUkpobubpunnsl u eubpunnsl. Mukpodm-
Opunsbl 0OLIMHO COCTOAT U3 MATU CNUPaNN30BaHHbIX BOJIOKOH (1-5) 1 BO3HMKAIOT B pPe3yib-
TaTe NMHENHOM 1 GOKOBOM arperauumn MoeKys TPOMOKOIareHa, CMELLEHHbIX Ha YETBEPTb MX
OJIMHBL. OTU MUKPODUOPUNILI BMECTE C Pa3NNYHbIMU MMKONpoTenHamu (GnbpUHONEKTUHOM,
0L-FMNKONMPOTENHOM, MpOTeorvKaHamu) obpaayoT ¢ubpunnbl. Monekysnbl MNKONPOTENHOB
00bIYHO HAXOOATCHA HA MOBEPXHOCTM HGUOPUII 1 3ALLMLLAIOT UX OT AENCTBUS KoJnareHassbl

Puc. 14.7. CeteBugHas CTpykTypa, o6pasoBaHHas konnareHom IV:

a — TporHasa cnupanb MoHomepa konnareHa IV: 7S — N-koHel; HK1 — C-koHew; 1 — MOHO-
Mep; 2— aumep, o6pas3oBaHHbIN coeaMHEHEM MOHOMEPOB B 061acTy gomeHoB HK1; 3 — Te-
Tpamep, 06pa3oBaHHLIN coeaMHeHeM MOHOMEPOB B 06/1acT AOMEHOB 7S; 4 — obpa3oBaHue
CETYaTON CTPYKTYPbl U3 ONIMFOMEPHbIX popM KonnareHa IV
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Hanee ocTaTok ajsIM3MHA OJHON MOJIEKYJIbl KoJijlareHa pearupyet ¢ aMUHOTPYTI-
Mol ocTaTKa JIM3UHA APYroil MOJIEKYJIbl KOJUlareHa ¢ 00pa3oBaHUEM KOBAJIEHTHOM
CIIMBKU. Bo3M0OXXHO 006pa3oBaHue CBI3U U MEXIY IBYMSI OCTaTKaMU aJlIM3MHA.

AnbrepHaTUBHBIN crutaiicuHr npe-MPHK HeKOTOpBIX KoJ1areHOB yBEIMYMBAET
pazHooOpa3ne MOJIeKyJ KojurareHa. HekoTopble U3 (pepMeHTOB, YIaCTBYIOIINX B T10-
CTPaHCJISILIMOHHON Moau(puUKalMKU KoJulareHa, paccMaTpUBalOTCsl Kak MepCcreKTUB-
Hble MUILIEHU JIEKapCTB (MHIMOUTOPOB) AJIsl MPelOTBpallleHUsI U30BITOUHO (PUOpPO3-
HO# peaklMy PY MHOTUX 60J1e3HaX (puc. 14.6).

KoJnarennl, o0pa3syonme ceTreBuIHbIe CTPYKTYpbl. Hanbosee pacnpocTpaHeHHBIM
0OeJIKOM 2TOI TPYIIIBI sIBJsIeTCs KosutareH [V Tura, oCHOBHOM CTPYKTYPHBIN OeJIoK
bazanbHBIX MeMOpaH. B reHoMe 4enoBeKa MMeEEeTCs IIeCTh JIOKYCOB, KOMUPYIOIIMX
LIECTh Pa3InyaloIIMXCs MEeNTUIHBIX LeNel, U3 KOTOPbIX CTPOSITCS TpeX1enoyeuHble
Mosekyabl KoyutareHa IV. IlentunHbele Lenu KojiareHa IV He moaBepraloTcsi mpo-
TEOJUTUYECKON MOAUMUKALIMY TTOCe CEKPELIMU U COXPAHSIIOT KOHLIEBBIE MIO0YJIsIp-
Hble foMmeHbl. Yaie Bcero kosutareH IV comepxut nenu al(TV) u a2(IV) B cocraBe
rereporpumepoB [al(IV)]202(IV). B3aumoneiictBys rio0yasipHbIMU C-KOHLIEBBIMU
JIOMEHAMM, MOJICKYJIBI 00pa3yloT AMMEPBI, a TIPU B3anMOIeHCTBUM N-KOHIICBHIMU
IIOMeHaMH — TeTpaMephl. [lajee K 9TUM B3aUMOACHCTBUSIM KOHEIl B KOHEIT T00aBIIsI -
I0TCS JIaTepalibHbIe B3aMMOJIEHCTBUSI TPEXLIEMOYEUHbIX CITUPAIbHbBIX JOMEHOB, B TOM
yuciie ¢ odpazoBaHuEeM cymnepcrnupaneil. B pesyabrare mojydyaercs ceTeBUaHAS TPEX-
MepHas CTPYKTypa C reKcaroHajabHbIMU siueiikaMu pasmMepoM 170 HM.

MHorue u3 KoJiJIareHoOB, He oOpasytoiux Guopuii (kostareHsl Tunos IX, XII,
XIV, XVI, XIX 1 HeKoTOpbIE ApYyTHE), CBSA3aHbI C YUOPUIIAMI U OKA3bIBAIOT BIUSIHUE
Ha CTPYKTYpY (B YaCTHOCTHU, HA TOJIIMHY) U opueHTaluo ¢hubpuiii (puc. 14.7).

CTpyKTypa 3nacTuHa

To, 4TO Ha3bIBaeTCSl BJIACTUYHBIMU BOJOKHAMM M 3JaCTUYHBIMU MeMOpaHaMH,
MPEICTABIISIET, 1O CYIIESCTBY, MHOTOKOMIOHEHTHYIO cucteMy. OOHUM U3 KOMIIO-
HEHTOB SIBJISTIOTCSI TOHKUE, MPSIMbIe U JIETKOOKpalluBaeMble (DUOPUIUTLI TOMILIMHOMN
11—-12 am. ITo cocTaBy 3TO MIMKONPOTEUHBI, KOTOPHIE, MTO-BUANMOMY, YIaCTBYIOT
MpY SMOPUOHATILHOM PAa3BUTHUM B 00Opa30BaHUM BOJIOKOH 3JIACTMHA W BIMSIIOT HA UX
pasMep ¥ MPOCTPAHCTBEHHYIO OpraHU3allnIo.

[uOKocTh 2MacTUHA CBsI3aHA CO CBOMCTBAMM €Tr0 CyObeAMHMII, Ha3BaHHbBIX I10-
cJie X BBIIENICHUS O-3JTACTMHOM. Ha 31eKTpOHHO-MHUKPOCKOIMMYECKOM M300pake-
HUU OHU MPEACTaBISIIOTCS TJ00yIaMu JUaMeTpoM oKojio 3 HM. Mx MouekysipHast
Macca okojio 74 000. B a-snactune npeoonanator Gly, Ala, Val u Pro. Ha ux momo
npuxoauTcst ipuMepHo 70% oT 0011ero aMMHOKKMCIIOTHOTO cocTaBa Oenka. Llncrenn
oTCcyTcTBYeT. M3-3a Masioro cogep:KaHusl KUCIbIX 1 OCHOBHBIX aMUHOKUCIOT MOJie-
KyJla MOHOMEPHOTIO 3JIaCTUHA MPaKTUYECKU HETOISIpHA, a U303JIeKTpUYecKas TOUKa
CMellleHa B CJIa00KUCIYI0 001acTh, MOCKOJIBKY CYIIECTBYET MpeodagaHne KUCTbIX
rpymi. B BogHOIT cpene Lienu s1acTHA MPUHUMAOT (opMy I100ya, TuapodoOHEIe
AMUHOKMCJIOTHI CIIPSITAHBI BHYTPU MOJICKYJIbI, OKPY>KeHHOI Bonoi (puc. 14.8).
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Puc. 14.8. Cxema oGpa3oBaHus CBA3eil MeXay NpoToMepamMm 3/1acTUHA
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HexkoTopbie cyObeIMHUIIBI 3JIACTHUHA 00Pa3yloT CeTYaTylo CTPYKTYpy C MOMO-
IIbIO COEIMHEHUI, Ha3bIBa€MbIX T€CMO3MHAMU (I€CMO3MH U U30JeCMO3MH). DTO
reTepOLMKINIeCKIE BEllleCTBa, 00pa3oBaHHbIE TIPU OKMCICHUHN TU3MHOBBIX OCTAT-
KOB MOHOMEPHOIO 3JlacTUHA 10 O-TojyajbAernia aMUHOAIUIIMHOBONW KUCJIOThI
(annusuH). B pesynbrare ero HUKIAU3ALUMU ¢ yYaCTHEM HECKOJIbKMX HECTAOMIbHBIX
MIPOMEXYTOUHBIX COEAUHEHUM (Hampumep, MepoaeCMO31Ha) 00pa3yloTcs reTepo-
IUKJINIECKUE COSTNHEHMS C XapaKTepHBIM MaKCUMYMOM ITOTJIOIICHUS TIpK 275 HM.
MouJtekyibl 1€CMO3MHOB 00Pa3yIOT MTPOYHbIE CBSI3U MEXIY TPOTOMEpPaMHU 3J1acTUHA.
DTU CBSI3U PACIIOJOXEHBl HA 3HAUUTEIBHOM PACCTOSIHUM APYT OT ApYra, BUAUMO,
JUTS TIOJIIeP>XKaHUSI THOKOCTU CTPYKTYPHI.

DracTUIHBIE (BI3K03JIaCTUYHBIE ) CBOMCTBA HEPACTBOPUMOTO ITOJIMMEPHOTO dJ1a-
cTUHa (BOJIOKHA MOTYT pacTsATMBaThCs B ABa U 0oJiee pa3a U COXPAHSIOT BbICOKYIO
MPOYHOCTb Ha Pa3pbiB IaxXe B MOJHOCTHIO PACTSIHYTOM COCTOSIHUM; COKpallleHue
MIPOUCXOIUT CaAaMOITPOM3BOJIBLHO, U MOCJe CHATUS HAarpy3KM IJWHA BOJOKOH BOC-
CTaHaBJIMBAETCS 10 TIEPBOHAYAIBPHOM BETUINHBI) OOBSICHIIOTCS CTPYKTYPHBIM pac-
MoJioxKeHHueM MOHOMepoB. [1pu pacTsixkeHUM paspyliaroTcs TuapodoOHbIe B3aUMO-
JNEUCTBUS, U U3MEHSIETCS PAcIlONoXEeHMEe MoJIeKyJl Boabl. [locie cHATUST HArpy3Ku
CaMOTIPOU3BOJILHO BOCCTAHABIMBAETCS MCXOMHOE COCTOsTHME. [IpoyHOCTh HUTEH
CBsI3aHa C KOBAJIEHTHBIM XapaKTepOM CBsI3eil MexX1y MOHOMepaMu 3J1aCTUHA.

DnacTuH 0dpa3yeTcst ToJbKo (hudbpobdiactamu aMmoproHa. Ha opmy u mpoctpaH-
CTBEHHOE€ PaCIOJIOXKEHUE HUTEU 3J1aCTUHA BJIMSIIOT CTPYKTYPHbIE TJIMKOMPOTEUHbI
(puc. 14.9).

Puc. 14.9. Oco6eHHOCTU CTPOEHUS Pa3INYHbIX MUKO3aMUHOITIUKAHOB
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CocTaB U CTPYKTYpa MMUKO3aMUHOTNIMKAHOB

[N1MKo3aMUHOTIIMKAHBI XOPOILIO PACTBOPUMBI B BOJE I 00Pa3yIOT BSI3KUE PACTBO-
pbl. BenmunHa BSI3KOCTH CBsi3aHa ¢ ¢popMoii U padMepoM MoJjekya. Haubombiiei
BSI3KOCTBIO 00JIaJal0T PacTBOPHI T'MaJypOHOBOW KUCJIOTHI, BBITSIHYTHIC MOJIEKYJIbI
KOTOPOI UMEIOT MOJIEKYJISIpHYIO Maccy 10 7x10°. DTo o3HavaeT, uTo Jaxke mpu OUYeHb
HU3KoM KoHueHTpauu (B Tkanu 0,02—0,3%) ruanypoHoBast KMCJIOTa 00pa3yeT re-
JleoOpa3Hble CTPYKTYPHI, UTO U COOTBETCTBYET B psifiec CAy4yaeB (PYHKUMOHAJIbHBIM
TpeboBaHUSAM (dHI0IMMGpA, CHHOBUAIbHAS XUAKOCTh). MojeKyisipHas Macca XOH-
npoutuHCynbdatoB (XC-4 u XC-6) 3HaunTenbHO MeHbIe (14x103—18x103), mosTo-
MY BSI3KOCThb MX PACTBOPOB HUYTOXHA. B oT/iMumMe OT rMaaypoHOBOI KUCIOTHI OHU
He BCTPEYaloTCsl B TKAHU B CBOOOMHOM (hopMe, a JIMIIb B BUAC IMMEPOB, CBSI3aHHBIX
¢ 0eJIKOM, 1 00pa3yI1oT MPOTEOrJIMKAHBI.

ITogoOHy10 Xe (PYHKIIMIO, TO-BUAMMOMY, BBINOJHSIIOT M KepaTaHCYJb(MaThl.
OnHolt U3 MPUHIUITKATBHBIX OCOOEHHOCTE! 3TUX COSTMHEHUM SIBJISIETCS UX CIIOCO0-
HOCTb IIJIOTHO 3aIIOJIHSTh BCe JOCTYITHOE ITPOCTPAHCTBO, BHITECHSISI APYTHe MaKpPOMO-
JIeKyJibl K Tiepudepun. X coOCTBEeHHBIE CTPYKTYPHI JIEFKO MPOMYCKAIOT BOAY Y HU3-
KOMOJIEKYJISIpHBIE BelllecTBa. bjaromapsi BHICOKOMY COIAEPXKAHUIO OTpULIATEIbHBIX
3apsiIOB OHU YASPXKUBAIOT MHOTO MOHOB Nat.

IenapuH He ABASIETCS TUIMMYHBIM KOMIIOHEHTOM COeIMHUTEbHOMI TKaHu. OH cy-
1IeCTBYET B (DOpMe OMMHOUYHBIX ITOJIMUCaXapUIHbIX Lierneil uian B hopMe ITpOTeOoTIMKa-
HOB — 0€JIKOB, CoJepXKallX HeCKOJIbKO MoJIMcaXapuaHbIX Herneii. [enmapuH cuHTe3u-
pyeTcs B TYYHBIX KJIETKaX, PacIoJiaralolInXcs BIOJAb CTEHOK KPOBEHOCHBIX COCYIOB;
Y4acTBYET B PETYJISILIUU CBEPThIBAHUSI KPOBMU.

MoHOMepHbIN NPOTEOr/INKAH

B moHoMepe mpoteornukana (M ~2,5x100) yrieBomsl coctaBistioT 93%, a Ge-
7oK 7% monexynbl. [lenTrmaHas menb pacIiojiokeHa B IIeHTpe MOHOMEepa M Ha3bI-
BaeTCs KOPOBBIM, WJIM aKLENTUpPYIOIIUM, 0eakoMm. B Hell mpeobnamator Ser, Gly,
Glu u Ala. K aT0oli nmenTuaHoO 1Llenu KOBaJeHTHO uyepe3 Tpucaxapun (Ser)-Xyl-
Gal-Gal-... npucoearHeHbl MOJIEKYJIbl XOHJAPOUTUHCYJIL(ATOB U KepaTaHCYJb(a-
ToB (puc. 14.10).

VYyacTue ruanypoHoBOM KUC/IOTbI B 06pa3oBaHum
BbICOKOOPraHU30BaHHbIX CTPYKTYP

[amypoHoBast KMCI0Ta MOXKET YIaCTBOBATh B 00pa30BaHUM HAIMOJIEKYIISIPHBIX
KOMITOHEHTOB. [1py 3TOM TMamypoHOBasT KMCJIOTa 3aHUMAET IIEHTPAIbHYIO BBITSHY-
TYIO YaCTb KOMILIEKCA, HA KOTOPOW MEPIEHAUKYJISIPHO MPOAOJIbHON OCU ¢ UHTEPBA-
JIOM, COOTBETCTBYIOLIUM MpUMepHO 10 MOHOCaXapuUAHBIM 3BEHbSIM, PACIOJOKCHbI
MOJIEKYJIbI TTPOTEOTIMKAHOB. MOJIEKYy/Ibl THAyPOHOBOI KHCJIOTHI, CBSI3bIBAOIIETO
MIMKONIPOTeMHA U KOPOBOTo Oejika yIep>KUBalOTCsl BMECTe CBSI3SIMU MHOTHX TUIIOB:
MOHHBIMM, BOIOPOAHBIMU U S—S-nucynbuanbiMu (puc. 14.11).
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Puc. 14.10. CTpykTypa MOHOMEPHOIrO NPOTEOrnKaHa

buocuHtes Caxapuaos — npealwecteeHHUKOB NPOTEOrINKaHOB

McxonHbIM BelllecTBOM 11 00pa30BaHUs MPOTEOrJIMKAHOB CIIYXUT TJ10Ko3a. M3
Hee ABYMsS pa3IMYHBbIMU MYTSIMM O0OPa3yloTCs JBa OCHOBHBIX KOMITOHEHTa MPOTEO-
IJINKAHOB, a UMEHHO, YPOHOBAasl KUCJI0Ta U aMuHocaxapa. OHM jajiee pearupyroT B
Bujge Y/@-npon3BOAHBIX, KOTOPbie OOBIMHO 0O0pPa3yIOTCS CIEAYIOIIMM 00pa3oMm:
rekco3o-1-docpar + YTO — YD —rekcosa + PPi.

VY®P-unypoHoBast Kuciaora obpasyercsa n3 YID-TIIOKYpOHOBOI B pe3yibTaTe
snuMepu3auuu B nonoxenuu C-5 (puc. 14.12).

[Tpu peakuuu aekapookcuarpoBaHus YJ®-ri1toKypoHOBOI KUCIOThHl HeoOpa-
Mo obpasyercst YIMD-kcunoza. s CMHTE3a BaXKHO, YTOOBI Jaxe MeHTo3a Oblia
B nupaHo3HO# popme. CHHTE3 OOJBIIMHCTBA IPOMEXKYTOUHBIX COEAMHEHUM TIPO-
UCXOAUT B LUTOILIa3Me (ubpodsacToB. CynabdOorpymnibl BBOASTCS B MOJEKYJIbI
MPOTEOTIMKAHOB cyJibdoTpaHchepazamu ¢ yyactueM ¢ochoaneHo3uaocyibdara
(PADC). INpeamnonaraercs, 4TO B CUHTE3€ XOHAPOUTHMHCYIb(aTa yJyacTBYIOT JBa
Takux (pepMeHTa: OAMH U3 HUX KaTalu3UpyeT MPUCOCAUHEHUE CYIb(Orpyrnmnsl K
C-4, a npyroit — K C-6 reKCO3aMUHOB.

buocuHTe3 npoTeornuKaHoB

IIpolecc cuHTE3a MPOTEOITTMKAHOB Ha pUOOCOMAaX aKTUBHBIX (PMOPOOJIACTOB HAUM -
HaeTcsl ¢ 00pa30BaHMsI MENTUIHOM YacT! (TaK Ha3bIBAEMOI0 KOPOBOTo Oejika). [moko-
3aMUHOIJIMKAH COeIUHSIETCS ¢ OcTaTKOM Ser Oeska uepes Tpucaxapua — Xyl-Gal-Gal.
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Puc. 14.11. Yyactue rmanypoHOBOW KUCNOTblI B 00pa3oBaHUN HaAMOJEKY-
JISPHbIX KOMIMOHEHTOB
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DTOT mpoliecc MPOTeKaeT B HECKOJIbKO CTAAUI B CTPYKTYpaxX IPaHyISIPHOTO SHAOIIA3-
MAaTUYECKOTO peTUKyJIyMa. ToNbKO 3aTeM IIPUCOEeINHSETCS MepBasi MOJIEKYJa IIIIOKYPO-
HOBOM KMCIOTHI. JlanbHEHIIMI CMHTE3 TIpoAorKaeTcsl 10 npucoearHeHus 30-50 guc-
axapuIHBIX 3BeHbeB. [lociae oOpa3zoBaHus Lieny IIMHOK 0K0j10 90 3BeHbeB HAYMHAIOT
pabotaTh cynbdoTpaHcdepasbl, KOTOPHIE BBOAST B MOJIEKYITY CYJIb(OTPYITIILI.

CHauaJjia TpOMCXOAUT KOHLIEHTPUPOBAHUE TTPOTEOTIMKAHOB B (hOpMe CEKPETOP-
HBIX TpaHyJl, KOTOPBIE 3aTeM CJIMBAIOTCS C LUATOILIA3MAaTUYECKOM MeMOpaHOM U OT-
JIAl0T COAEPXKUMOE BO BHEKJIETOUHOE ITPOCTPAHCTBO.

ITporeornukaH cCuUHTE3UpyeTCss MeUICHHee, YeM ero mnenTuaHas JacTb. CUHTE3
OOBIYHOTO METTHUIA TTPOMCXOIUT 332 HECKOJIBKO MUHYT, TOTIa KaK CUHTE3 IIPOTEOITTNKA~
Ha (B 3aBUCMMOCTH OT pa3Mepa IIIIOKO3aMUHO-TJIMKAHOBBIX 1IeTIeii) MOXET 3aHMMATh
HECKOJIbKO YaCOB.

Puc. 14.12. BuocuHTe3 caxapugoB — nNpealweCcTBEeHHUKOB NPOTEOrNIMKaHOB
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KocTHbiit maTepuan

I[lo cocraBy M CTpPyKType MaTepuajl KOCTM HAIOMUHAET TUAPOKCUAMIATUT
Ca,,(PO,)¢(OH),. B yactu KpucTaJuIOB ABE TUAPOKCWIBHBIE TPYIIIBI 3aMELIEHBI Ha
KapOoHaTHbIe (KapOoHaTaIaTuT), a B IeHTUHe Ha ¢Top (¢propanatur) (puc. 14.13).

Kpucranibl ruipoKCHIaNaTUTa B KOCTH CBSI3aHbI C IIOBEPXHOCTHIO KOJIATEHOBBIX
HUTEH, HO TOJIBKO B OMpee/IeHHBIX IIeHTpaxX. In vivo THAPOKCUIIATIaTUT CUHTE3UPYeT-
¢ B nBe ctaguu. Ha nmepBoii odopasyeTcst aMopdHBI ocagok ¢ocdara KaablLus, a Ha
BTOPOI TIPOUCXOOUT KpucTtajummsanus. 3ameineHue Ca2t Ha Ipyrue MOHBI U3 OKPY-
XKaromiei cpensl (Sr2+, Ba2t, Ra2* | Y3*) o0b14yHO npoTekaer Ha nepBoit craguu. I1o-
cie KpucTtaumsanuu 3amenieHrue Ca2™ B KpUCTAINIMUECKON pellleTKe MPaKTUIeCKU
HE IPOUCXOINT.

YcnoBua ans MUHepanusaluuu

OOpa3zoBaHuI0 HepacTBOpUMOIl (opMbl (pocdara Kaablus OJaronpusiTCTBYET
BbIcOKast KoHIeHTpausd Ca2t. OU3NOIOTHYECKN 3TO, TO-BUINMOMY, TOCTUTACTCS
ObICTPBIM BbicBOOOXIeHMeM Ca2t n3 MaTpUMKca OKOCTEHeBalolleil TKaHU, KOTOPbIi
MOXeET cBs3aTh Kanblus B 100 pa3 Oosbliie, 4eM COOEPKUTCS B CHIBOPOTKE KPOBH.

o (0}
2(OH)
e Catomeeeee 0 P—O iy
,// \\\ (CO3 7)
Ca** SN Ca**

Puc. 14.13. Kpuctannsl rmgpokcusanatutra B KOCTU
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K xanbuuiicBsi3pIBaolMM OejKkaM MpUuHaaiexaT MpoOTeorIMKaHbl, CUaJIOTJIMKOMPO-
TEMHBI ¥ OCTEOKAJIBLIMH, COMepKalluii B cBoell MoJjieKyie (Mot Macca 6500) ueTbipe
OCTaTKa Y-KapOOKCHUTIIyTAMMHOBOI KHCIOTHI. Y-KapOOKCUTITyTAMHUHOBAs KHUCIOTa
o0pa3zyeTcst KapOOKCUIUPOBAHUEM TJIYyTAMMHOBOM KUCIOTHI B TPUCYTCTBUM BUTAMU--
Ha K. I1pu matonorun MuHepaau3aLyst MOXeT IPOUCXOAUTh B JII00OI TKaHU TIPU IO~
BBILLIEHUU B HEW KOHILIEHTPALIMKA NOHOB KaJIbIIKSI.



