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PA3AEJ 1. XHMHYECKHH COCTAB H OBLLIME
3AKOHOMEPHOCTH OBEMEHA
BELLIECTB B OPTAHHU3ME YEJIOBEKA

JKuBoil opraHm3M XapakTepU3YyeTCsl BBICOKOM CTETEHBIO YIOPSAIO0-
YEHHOCTH COCTABIISIIOLMX €T0 MHIPEAMCHTOB M YHUKAJIBHOH CTPYKTYp-
HOH opraHu3anyeii, odecreunBaronieil Kak (peHOTHITMYECKHE MPU3HAKY,
TaK ¥ MHOrooopasue OHOJOrMYecKux (yHKIMH. B 3TOM cTpyKTYpHO-
(YHKIIMOHAJIBHOM €IMHCTBE OPraHU3Ma, COCTABIISIIOLIEM CYIIIHOCTB U3~
HH, OCJIKH UTPatOT BXKHYIO POJb, HE3aMEHUMYIO IPYTUMH BEILIECTBAMH.

Benxu BRICOKOMOJIEKYIISIPHBIC a30TCOIEpKAINE BEIECTBA, KOTO-
pbIe SIBIISIOTCSI HOCUTEISIMU KH3HH KIETOK. JKH3HB XapaKTepu3yeTcst
PSAZIOM CBOMCTB:

— pasHooOpa3ueM OeNKOBOI CTPYKTYpPbl U MX BBICOKOH yHops-
JIOYEHHOCTBIO;

— YOUBHTENBHON CIIOCOOHOCTBIO K CaMOBOCIIPOU3BEACHUIO;

— COKPaTHMOCTbBIO — HETIPEMEHHBIM aTpUOyTOM KUBBIX CUCTEM,
HUMEIOIEM MIPSIMOE OTHOIICHUE K OCIKOBBIM CTPYKTYpaM MBILICYHOTO
anmapara.

JKusHp HembIcauMa 0e3 oOMeHa BEIIECTB, 0€3 MOCTOSHHOIO 00-
HOBJICHHSI COCTABIISIIOIIMX KOMIIOHEHTOB >KMBOTO OpraHu3Ma, 0e3 aHa-
Oonmu3ma M KaraboiaM3Ma, B OCHOBE KOTOPOTO JIGKHUT JEATEIBHOCTD
KaTaJUTHYECKH AaKTHUBHBIX OEJNKOB — (epMEHTOB. TakuM 00pazom,
OCNKH SIBIISIFOTCS OCHOBOM CTPYKTYphl M (DYHKIMH >KUBOM CHUCTEMBI.
[To 00pa3zHOMY BBIPQKEHHIO OZHOTO M3 OCHOBOIOJIO)KHUKOB MOJIEKY-
nsiproit 6nonornn @. Kpuka, GeJIKM BaKHBI [IOTOMY, YTO OHH MOTYT
BBINOJIHATH caMble pasHooOpasuele pynkiuu. [logcunrano, 4ro B npu-
pone cymectByer ot 10'° 1o 10" paznuyHbIX OEIKOB, 0OCCIICYHBAKO-
mux cymiectBoBanue 1,2x10% BUIOB KMBBIX opranu3MoB. [1o MHEHUIO
}O. OBunHHMKOBA OEJIKH SIBIISIFOTCS «3aKOHOIATEIISIME MO/ B OpPraHU3-
M€ YeJIOBeKa.

BenkoBas Mosekynaa MMeeT YeThIpe YPOBHSI OpraHU3alliM: Mep-
BUYHBIN, BTOPUYHBIH, TPETUYHBIH, €CIIM KOTUYECTBO MOJUIETI THIHBIX
uenei 2 u 6ornee, TO MoJIeKya MPUOOPETAET YETBEPTUUHYIO CTPYKTY-
py. CTpYKTYpHBIMH €IMHHULIAMH SBISIFOTCS aMHUHOKHCIIOTBI, KOTOPBIE
00pazyroT MOJIUIENTHIHBIC [IETIH.



CornacHo monunenTHIHONH Teopun Dumepa o-KapOOKCHIbHAS
rpynna oAHOH aMUHOKHUCIOTHI B3aUMOJIEHCTBYET C O-aMUHOTPYIIITON
JIpyrol aMHUHOKMCIIOTBHI C BBIJIEIEHUEM 3JIEMEHTOB MOJIEKYJ BOJIBI

O

n oOpasyercss aMuAHas WIH TeNTHIHAsS CBI3b (— C//—N—).
H
Henonenennas napa 31eKTpOHOB aroMa a30Ta BCTYIAET B COIpsDKeE-
HUE C T AJIeKTpoHaMHu KapOoHmibHOW Tpymmbel C=0, atombr N, C,
O 00pa3yroT CONpsKEHHYIO CUCTEMY, Haxog;[myfoc;[ B O/IHOM IJIOCKO-

ctu. B cocTaBe menTuaHOW TPYIIIBI — C//fN — aToM ymiepoja Ha-
H

XOIUTCSI B THOPUIU30BAHHOM COCTOSHUU. DJIEKTPOHHOE CTPOCHHE

MIPEIOTPENEIIET MIOCKYIO0, KECTKYIO CTPYKTYpPY IENTHIHOW CBS3H.

[ToaTomMy OMOCHHTE3 MENTUAHON CBSA3M TPeOyeT MPUTOKA CBOOOIHOM

SHEPTUH, TOTA KaK TUAPOJIN3 HIIET C BEICBOOOKICHUEM YHEPTHH.

- 2H,0
H2N-(l‘£H-COOH + HZN-QH-COOH + HzN-iH-COOH S A
1 Ry 3
(6] 0}

(N (I

HZN—%H-C—IIEI—iH—C—IEI'- cf‘(H-COOH

1 2 3

[lonunenTuaHas LeNmb UMEET OCTOB WM CKEJIET, COCTOSIIMH
n3 noBTopsitomuxcs GyHkunonanbHeix rpynn -NH-CO-CH-, a Bapua-
OeNbHBIC YaCTH BKIIIOYAIOT OOKOBBIC PaJIUKaIbI, KOTOPBIC M OMpE/e-
JSIIOT (PUBUKO-XUMHYECKUE CBOWCTBA OEIKOBOM MOJeKyibl. [Tomumo
MENTUAHON CBSI3M HHOT/IA BCTPEUAIOTCS TUCYIb(HTHEIC.

IlepBuyHas CTPYKTypa — 3TO YHHKaJlbHas aMUHOKHCIOTHAs
MOCIIe/I0BAaTEeILHOCTD, JICTEPMCHUPOBAHHAS TeHETHUECKH B 00pa3o-
BaHHAs NENTUIHBIMU WM aMUIHBIMHU CBSI3SIMU.

B nepBUYHOI CTPYKType 3aJI0KEH BECh IUIAH JAlbHEHIIEH Mpo-
CTPAHCTBEHHOH KKK OCITKOBOW MOJICKYIIbI.

[IpaBuIbHOCTH MONMUIIENTHIHON TEOPUN CTPOEHUS OEIKOBOM MO-
JIEKYJTbI J0Ka3aHa CIEAYIOIUMH (HaKTOpaMHu.

B npupoaHbIx 6enkax Maiao THTPYEMBIX KapOOKCHIIBHBIX M aMHHO-
IpYIII, TIOCKOJIbKY OHM YYacTBYIOT B 00pa30BaHUU MENTHIHBIX CBA3CH.
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B mporecce KUCIOTHOTO WM MIEIOYHOTO THAPOJIN3a 00pa3yloTcs
CBOOO/IHBIC aMUHO- WJIM KapOOKCHIIbHBIE IPYIIIBI, TO K€ camoe Mpo-
HCXOAUT MOJ BIUSHUEM (PePMEHTaTUBHOTO THIPOJIN3A, peaKkus Ony-
peTa NoJNOoKUTEIbHA Ha IENITUAHBIC CBSI3H.

PeHTreHOCTpYKTYpHBIH aHalu3 MOATBEPKIACT MONUNEITUAHYIO
CTPYKTYpYy Oelika; TO e caMmoe J0Ka3bIBaeTCs BOZMOKHOCTBIO J1abo-
paTropHOro cuHTE3a OenKa.

[locnenoBaTeTbHOCTH AMHMHOKHCIOT B TEPBHYHON CTPYKType
onpenensercs Metogamu CeHrepa, DMaHa.

B 1953 1. Cenrep B KemOpuke BriepBble OTKPBLI TOCIIEA0BATEIb-
HOCTh aMUHOKHCJIOTHBIX OCTATKOB B MHCYJIHHE (MOJEKYJspHAs Mac-
ca 5700), crycts Heckombko et Myp u Creitn (Hplo-Hopk) mpyrux
0€JIKOB, B YaCTHOCTH, PHOOHYKJIIEa3bl ¢ MOJIEKYIIsIpHOM Maccoit 13700.
HccnenoBanne aMUHOKHCIOTHOM IOCIENIOBATEILHOCTH BaXKHO, TaK
KakK OHa ONpeleNsieT BUAOBYIO CIEMUPUIHOCT OeNKa, TO €CThb, OMHH
U Te ke OEJKHM pa3HBbIX BUJIOB KUBOTHBIX UMEIOT pa3Hyl0 aMHHOKHC-
JIOTHYIO TIOCJIEA0BATEIILHOCTb.

Hanpumep: nHCYIMH 4eioBeKa B A LEMIX B TOJIOKECHUSIX

-8 9 10
YEJI0BEKA Tpe cep Jen
CBUHBU Tpe cep nen
Jomaan Tpe IJIH nei
KpYTHOT'O pOraTroro ckora ana cep BaJl
Oapana ana IJIH BaJ

Metoa Cenrepa

Apomarmnueckoe konblo nuHuTpodTopdensona (JJHDB) mpucoe-
muHseTcs K cBobonHoit NH, rpymme. Benok noasepraercs moaHoMy
THIPONU3Y, TP 3TOM OCBOOOXKAAIOTCSI BCE aMHUHOKHCIIOTHI, KpoMe
cBsa3anHbIX ¢ JIHDB. 3arem ynanarorca JHD-npoun3BogHbIE apIrUHUH
u u3ud u [JH®OD npousBonHas KoHLEBas aMHUHOKHMCIIOTA MOABEPra-
eTcs uAeHTH(GUKANH XpoMaTorpaduuecKu.
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(1)CHI/IJ'ITI/IOKap6OMaI/IJ'IaMI/IHOKI/ICJ'IOTa

DeHmIM30THOLMOHAT B cllaboIeouHoi cpene pearupyer ¢ NH,
IpYIINON, KOTOPBIM LUKIN3YeTCsl B KUCIOH cpele, ¢ 00pa3oBaHUEM
(EeHUATHOTUIAHTHOHOBOIO TPOU3BOJHOIO OTIEICHHOTO OT Oenka
0e3 ruaponu3a U UICHTU(OUIHPYETCH.

O
C\ TH/NH

B Oenkax, MEOLINX CXOAHYI0 aMUHOKHCIOTHYIO MTOCIIEJ0BaTEIb-
HOCTBH MOYXHO ITPOBOUTH aHAIN3 C TOMOIIbI0 DUHrep-npuHT (TO €CTh
OTIEYATKOB MaJILLEB), STUM METOIOM BBIACICHBI TeMOTIIOONHBI A U S,
MOCTIEAHUN UMEET Pa3yuue B B-LernsX B 6 TOJI0KESHUH UMEET OCTaTOK
BaJIMHA BMECTO IIIyTaMara. JTO ONpeessieT OTINYUTENbHbIE CBOMCTBA
Hb S, KoTOpBIii BBI3BIBAET CEPIIOBUAHO-KIETOUHYIO aHEMHUIO.

O6a Genka moABEPraroT NPOTEOJIN3Y, HAPUMEP, TPUIICHHOM, a 3a-
TEM HAHOCAT B yroj JHCTa THAPOJIM3AT U MPOBOIST Xpomarorpadu-
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YeCcKOe OIpeie]IeHne B OHOM HaNpaBlIeHHH H 3J1eKTpodope3 B mep-
NEeHIUKYIApHOM. Bymary BBICYMIMBAaIOT M OKpAIIMBAIOT HENTHIbI,
CPaBHUBAIOT; OOJIBIIMHCTBO IATEH PACIIONaraeTcsi OANHAKOBO, JIMIIb
HeOOoIBIIOe YHCIIO MENTHUI0B OOHapyKuBaeT pazinyus. OHU mpouc-
XOIST U3 HEeMJCHTUYHBIX MENTHIO0B. DTHM METOJ0M MHrpem pasne-
JIUJT TeMOITIOOMHBI A U S.

[MTonmunenTruaHas Henb NpeTepreBaeT KOHPOPMAINOHHbBIE H3MEHE-
HUs B ipoctpancTBe. KoHdopmanus — 3To reomeTpuueckoe crpoe-
HUE, PACIONIOKEHNE B TPOCTPAHCTBE MOJMIECNITUAHBIX Lienel Oenka.

BropuuHasi cTpyKTypa — 3TO KOH(HTYpAIHs ITOTHIISTITHIHBIX
IeTieil, KOTOpBbIe CTPEMSATCS yMEHBIINTH CBOOOHYTO SHEPTHIO, TO €CTh,
Croco0 CKpPYyYMBaHHS MOJNHUICNTHIHBIX IENed B TPOCTPAHCTBE.
Paznuuaem o-cimpanu3anuio U P-CTPYKTYpY. O-CHOHpaNU3alUs —
9TO 3aKpy4YHBaHHE IMOJUNENTHIHOW IIeMH BOKPYT MHHMOTO IHJIHH-
Zipa 10 X0y YacOBOH CTPEINIKH, TOCKOIBKY aMHUHOKHCIIOTHI SIBIISIFOTCS
L-uzomepamu. lar cnupanu — 5,3 A 1 Ha KaXJI0M BUTKE pacroia-
raercs 3,6 aMHUHOKHCIIOTHBIX OCTaTKa, TO €CTh, IPOUCXOIUT B3aHMO-
nerictBue Mexay | M 4 aMMHOKHCIIOTHBIM OCTaTKOM M 00pa3oBaHUE
OOJIBIIIOTO YHCIIa BOJOPOIHBIX CBS3EH

- C=0...H-N-

Hexotopeie ¢uOpumsipasie Oenku 00pa3yroT KOH(OPMAIHIO
B-CTPYKTYpBl — CTPYKTYpBI CKJIQJI4aTOTO JIUCTA, TO €CTh, MOCIEI0-
BaTEJILHBIA PSJT JINCTKOB, PACIIONOKEHHBIX Ol YIJIOM APYT K JIPYTY.

| o o

NH3 -
CH; CH;
© / o o)
NS
~ C . H
l CH, H 0 ]
CH, N CH, -N-
H
T 1 I
a 6 B r b e

CnaOble CBSI3U: a) 3JICKTPOCTATHUCCKOC B3aUMOJICHCTBHE;
0, B) rupooOHbIe B3aUMOJICHCTBHS HEMTOSIPHBIX TPYTIIL;
T, /I, €) BOJIOPOJIHBIE CBSI3U.
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Ona MoxeT cOpMHUPOBATHCS MEXKAY OTACIbHBIMU TMOJIHIICITHIHbI-
MH HEMsIMH ¥ MOXET OBbITh MapajieIbHOW M aHTHIAPAIUICTBHOM.
BropuyHast cTpyKTypa HORAEp)KHBACTCs OONBIINM YHCIIOM CIAOBIX
CBsi3eH, SHeprust KOTopbix Mana oT 1 1o 7 kan. Cnalwlie CBSI3U: BONO-
POZHBIE, IMEKTPOCTATHIECKUE, THIPOPOOHEIE, BAaH-1EP-BaTbCOBBIE.

Tpernynasi cTPyKTypa — 3TO CIIOCO0 YKJIAJAKH NOJTHTICITHAHON
LIeTIA B OTIpeeIeHHOM 00beme mpocTpancTBa. OHa Mpexkae BCEero 3a-
BUCHT OT XapakTepa OOKOBBIX IPYI aMUHOKUCIOTHBIX OCTATKOB —
panukanoB. Kaxkiast 3 9THX IpyIn CTPEMHTCS K HaUO0Jiee BBITOJHBIM
SHEPTETHYECKH B3aUMOJICHCTBUSAM C APYTHMMHU IPYINIAMH H aTOMaMHU.
Kaxnas cnennduyeckas mocieaoBaresibHOCTh aAMUHOKUCIIOT B TTOJTHU-
MENTUAHON LEeNN BCera 3aHUMaeT Olpe/ielIecHHOE HATHBHOE MOJIOXKe-
HUE B MPOCTPAHCTBE, 00ecreunBarolee 0opa3oBaHe MaKCUMAILHO
BBITOJTHOTO YHCJIa CBSI3€H MEXKIy aTOMaMH MOJIHMMEpPa U ero OKpyKe-
HueM. CUIibl, KOTOpPbIE CIIOCOOCTBYIOT (DOPMUPOBAHUEO — 3TO BCE pa3-
HOBHJIHOCTH CIIa0BIX CBSI3€H, HO TIOAJEP)KUBACTCS TPETUUHAS CTPYK-
Typa KOBAJICHTHBIMH JAUCYIbOUAHBIMU CBs3IMU. Jlucynbduanbie
CBSI3U HE ONPEICISIIOT XapaKTep CBEPThIBAHUS MTOJTUITEITHIHOHN LIEIH,
HO HECOMHEHHO CTAOMJIM3UPYIOT KOH(GOPMAIMIO MOJIEKYJIbI, MMOCIe
3aBepIleHNs TIpoliecca cBepThiBaHus. Hanmpumep: ¢pepmeHT puboHy-
KJIea3a COCTOUT M3 OJHOM monmmneTuaHoi nenu (124 aMHHOKHCIIOT-
HBIX OCTaTKa) COAEPKHUT 4 MUCynb(PUIHBIX MOCTHKA. B TIONOKEHUSIX
26-84, 72-65, 40-95, 58-110.

[Ipu hopMupOBaHUN TPETHYHOHN CTPYKTYPHI THIPOPOOHBIE IPyII-
MUPOBKHU PaCIONaraloTcsi BO BHYTPEHHEW OOJIaCTH MOJIEKYJIbI, OHH
CO3JIaI0T YCTOWYHMBOCTh, @ THAPOQHIBHBIC T'PYIIBI PACIOIOKEHBI
Ha MOBEPXHOCTH MOJICKYJIBL.

Hexoropble 0enku UMEIOT YeTBEPTHUYHYIO CTPYKTYpY. benkopas
MOJIEKYJIa COCTOMT M3 OTHENIBHBIX IPOTOMEPOB WIIM CyOBEIUHUII,
TO €CTh, 3TO KOMOHHAIINS HICHTHYHBIX U HEUJICHTUYHBIX CyObeIMHHII,
Ka)kJast U3 KOTOPBIX IMEET CBOIO EPBUYHYIO, BTOPHUHYIO H TPETUUHYIO
CTPYKTYpBL. UeTBepTHUYHASI CTPYKTYpa — 3TO CIIOCO0 YKIIAJKU B MPO-
CTPAHCTBE OTJAEJLHBIX MOJUIENTHIHBIX Ienel, 00Iagalonux oHa-
KOBOW WJIM PAa3HOW NEPBUYHOW, BTOPUYHOW, TPETUYHOM CTPYKTYpOU
1 HOPMUPYIOIINUX SAMHOE MAKPOMOJICKYIIIPHOE 00pa30BaHUE B CTPYK-
TYpPHOM ¥ (PyHKIMOHATILHOM OTHOIIEHHHU. CyObeTMHUIBI COSTUHSIOTCS



JPYT C APYTOM CIaOBbIMH CBSI3sIMU, UCCOLHMALMS Oesika Ha CyObeJUHHU-
LBl OCYHIECTBIISIETCS] C TIOMOIIBIO ar€HTOB, EHCTBYIOIINX Ha CIadble
CBSI3U, TAKUE, KAK MOYEBUHA, COJIEBBIE PACTBOPBI, IETEPIeHTHI.

B kauectBe nmpumepa OeiKa ¢ YeTBEPTUUHOU CTPYKTYPOH MOXKET
CIy’)KUThb (PEPMEHT DIIyTaMaTAeruaporeHasa, MOJeKyla KOTOpOU co-
CTOMT U3 8 WACHTHYHBIX CYOBEIUHHML, TUCCOLMALIUS KOTOPBIX JOCTH-
raercsi paz0aBieHHeM cpeabl. [IpyruM mpuMepom sIBIsieTcs JaKTaT-
JerTuporeHasa, cocrosauas u3 4 cyObeqUHUL, OfHA M3 KOTOphix H,
apyrast M cyObeanHuna, mosToMy pasnudaem S5 nzopepmenton JIAT.

YeTrBepTruHast CTPYKTypa U3yueHa Ha mpuMepe Oeslka reMorioou-
Ha, KOTOPBIH COCTOUT U3 4 cyObenuHuL — 2 o 1 2 3, B3aMMOJCHCTBHIE
MEXIy CyObeIMHHLIAMH MPOUCXOAUT TI0 MPUHIMITY KOMILIEMEHTAap-
HOCTHU M MPUCYTCTBYET MHOKECTBO CIIA0BIX CBs3eil, Hanbosee 3HAUH-
MBbIE U3 KOTOPBIX SBJISAIOTCS MIEKTpocTarudeckue. Momnekyna ne30k-
CUTeMOTJIOOMHA UMEET 8 DJIEKTPOCTATUYECKHUX CBA3CH.

JKECTKHE COJIeBbI€ CBSI3H

+ T T ——
NH; acn e COO™ B,
94 /
COO apr ach a3 NH;" o,
Y141 126 40
NH;” 113 acn —apr | COO™ a,
4‘;E 126 141
COO c acn v NH;" B,

146~—"94

B mponecce BbInonHeHNsT TeMOITIOOMHOM TPAaHCIIOPTHOH (IbIXa-
TENBHON ) PYHKIINH, B3AUMOJICHCTBHIE MEXKIY O, H 3, HE MEHsIETCA, a o,
u B, mperepreBaeT CTPyKTYpHbIe U3MEHEHH. B pesynbsrare npucoe-
JUHEHUs KHCIIOpoJa OfHa napa cyObeAMHUI] TOBOPAUYUBAETCS OTHO-
CUTENFHO ApPYyTo Ha 15 TpamycoB, 00IacTh KOHTAKTA 0, 3, PyHKIINO-
HUPYET KaK MEepEeKIIIouaresb ¢ OAHONW CTPYKTYphl Ha apyryto. Kaxxnas
13 GopM Moxoxast Ha «JIACTOUYKUH XBOCT» KOHTAKTa CTAOUIM3UPOBaHA
COOCTBEHHBIM Ha0OPOM BOJIOPOIHBIX CBA3EH.

[To muenwuto Ilepyriia B3anmopericTBrue rema 00yCIOBICHO B pe-
3yJbTaTe IEePexo/ia ero B OAHY U3 BO3MOXKHBIX CTPYKTYP: B OKCH CTPYK-

9



Type T'éM HaXOJUTCS B COCTOSIHUM peJIaKCalluy, CJIEACTBUEM YEro sB-
JIIeTCSl BBICOKOE CPOJICTBO K KHCJIOPOAY, a B €30KCH CTPYKType —
B CUCTEME HaNpsKEHUs, KOTJa CPOACTBO K KUCIOPOTY MaJaeT.

[Ipu HanpsokeHUH (B J)KECTKOM CTPYKTYpE) aTOM JIBYXBaJICHTHOTO
JKelle3a XapaKTepu3yeTcs BHICOKOCIIMHOBBIM COCTOSTHHEM, a MpPU pe-
JIAaKCAIIUM HU3KOCTTMHOBBIM.

JeHaTypaumsi — 5TO HapyllIeHHe HAaTUBHOM CTPYKTYPBI C COXpa-
HEHHUEM NEePBUYHOM.

BaxxHbpIMH 1eHaTypHUPYIOLIMMHU areHTaMH SIBJISIOTCS:

- BBICOKOE TOBBIIIEHUE TEMIIEPATYPhl, TP KOTOPOM Pa3phIBAIOT-
Cs1 BOIIOPOAIHBIE ¥ THIPOQOOHBIE CBSI3H;

- KHCJOTBl U OCHOBaHMsI, IPUBHOCS MOBBIIIEHHBIE 3apsbl, -
CTaOUIIM3UPYIOT OOILYI0 CTPYKTYpY, NeHCTBYSl B OCHOBHOM Ha JJICK-
TPOCTAaTHUECKHE CBSI3U;

- OpraHMYecKHe pacTBOPUTEIM — BIUSIIOT Ha THAPO(POOHBIE
CBSI3H;

- MOYEBHHA M T'yaHUJIUH — 00pa3yeT ¢ OEIKOM MHOTOUMCIICHHbIE
BOJIOPOJHBIE CBSI3U U JIE30pTaHU3YET €r0 CTPYKTYpY.

Paznnyaror oOpaTuMyro u HeOOpPaTUMYIO IEHATYPALHIO.
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PA3AEJ 1I. BHOJIOTHYECKHH KATAJTU3

PEPMEHTHI

I'naBa 1. CtpoeHue U cBoiicTBa pEepMEHTOB

@depMeHTHl — BBICOKOCTICIINAIM3UPOBAHHBIN KJIACC BEIECTB,
OEITKOBO MTPHUPOIBI, HCITONB3yEeMbIe KIUBBIMU OPTaHU3MaMH, IS OCY-
IIECTBICHUS! MHOTHX THICSY B3aMMOCBS3aHHBIX XUMHUYECKHUX DPeak-
LIWH, BKITIOYask CHHTE3, Paciial, B3aUMOIIPEBPAIeHre OTPOMHOTO MHO-
YKECTBa Pa3HO00pa3Nsd XUMUYECKUX COSTMHEHHH.

depMeHTHI 00eCTIeYNBAIOT KaTaIN3 XUMHUYECKUX PEAKIUN U TIPO-
11eccoB 0OMEHa BEIIIECTB B )KHUBBIX CHCTEMAaX, & TAK)KE CYIIECTBOBAHHE
pa3IMYHBIX TUTIOB OOMEHA y pa3HBIX OPTaHW3MOB M Pa3HBIX TKaHEH.
W3mMeHsist CBOIO aKTHBHOCTD, OMOKATaIM3aTOPBI PETYIUPYIOT IPOIIECCHI
MeTtabonuzma. DepMeHTHI Kak OEJTKOBBIE MOJIEKYIbI 00IaIat0T CIIeTy-
FOIIIIMH CBOMCTBaMH: BBICOKAsi MOJIEKYIISIpHAS Macca, MeKTpodopeTH-
YecKkasl TOJIBWKHOCTh, HEAMAIN3YeMOCTh, MHAKTUBAIMS CHIBHBIMH
BO3ICHCTBUSMHE, OCAXKIAEMOCTh U3 PacTBOpa 0e3 MOTepH aKTUBHOCTH
TIPH OTIPENIEIIEHHBIX BO3ICHCTBUSX, TIONOKUTENFHBIE PEaKIINU Ha Oel-
KH, PacIICTUISIEMOCTh MTPOTEOIMTHIECKUMH (hepMEHTaMHU.

DepMeHTHI OTIINYAIOTCS OT HEOPTaHMYECKHUX KaTallu3aToOpoB Clie-
JTYHOUIMMHU CBOMCTBAMM:

a) JEWCTBYIOT B MSTKHUX YCJIOBUSAX (HOpPMajbHOE [aBICHUE
(7,4 atm), HOpManpHast Temnepatypa (37-40 °C), ontumanbHOE 3Ha-
yeHnue pH = 6-8;

0) o00magaroT BEICOKOH KaTaIUTHYECKON CITOCOOHOCTHIO B CpaB-
HEHUH C HEOPTAaHUYECKUMH KaTaJIn3aTopaMu;

B) (epMeHTHI CHIDKAIOT dHEPreTHYecKuil Oapbep M ypPOBEHb
SHEPTUH aKTUBAIUH [Tl MOJIEKYJI cyOcTpara;

r) 00JIamaroT BEICOKOH CEIIM(UIHOCTHIO TCHCTBHS;

) WMEIOT IMUPOKUH CIEKTpP ICHCTBHS,

€) XapakTepHa KOOIEPATHBHOCTH (COBMECTHOCTB) M OIpele-
JIEHHAsI TI0CJIeIOBATENBHOCTh PEaKIUi, 4T0 00ecTieynBaeT O0OMEH Be-
IIECTB;
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) B JKMBBIX CHCTEMax aKTHBHOCTH (DEPMEHTOB peETYIUpYeTcs,
a TaroKe perynupyercst KOHIeHTpanus pepMeHToB (OnocuHTe3 Oernka);

3) (epMeHThI, KaKk OEJIKOBbIC MOJICKYJbI, O0IaIat0T TEPMOJIs-
OMIIBHOCTBIO, HE JUATM3YEMOCTBIO U CIIOCOOHOCTBIO MEpeMeIlaTbes
B DJICKTPUUECKOM I10JI€.

BHyTpeHHs1s1 DHEPrusi CUCTEMBbI MPEACTABISIET COOOH CyMMY BCEX
BUJIOB SHEPTUH, KOTOPBIMHU 00JIa1aI0T MOJIEKYIIbI 3TUX BELIECTB: YHEP-
TS TOCTYNATENLHOTO M BPAILATEIbHOTO JABMKEHUSI MOJIEKYJI, SHEPTHS
JBIDKEHHSI DJICKTPOHOB 10 opOWTe, saepHasi SHeprus. BuyTpeHHss
9HEPTHUSI COCTOUT U3 CBSI3aHHOW M CBOOOIHOM.

DHepreTHuecKuM OapbepoM pPEeaklUH SIBISAETCS TOT MHUHUMAJIb-
HBI 3amac SHEPrHH Yy MOJEKYJ CHCTEMBI, KOTOpBI oOecrednBaeT
MPOTEKaHNE PEAKIUU. DHEPreTHUecKuii 6apbep 3aBUCUT OT MPUPOJIBI
pearupyonux BemecTB. DHEPrueil akTUBALUU Ha3bIBAIOT Pa3sHOCTb
MEXIy BEIMYMHAMH DHEPreTH4ecKoro Oapbepa peakluuu U CPeIHUM
YPOBHEM »Hepruu cuctembl. [log sHepruell akTHBaUH MOHUMaeM
Ty DHEPrHUI0, KOTOPYIO HEOOXOAUMO COOOMIUTH MOJIEKYJIAM CHUCTEMBI
JUIsl TOCTYOKEHHSI YPOBHS DHEPreTHYecKoro daprepa ee, 1isi Ipeoio-
JICHWSI ¥ HayaJla peaKiyH.

CoBpemeHHas TeopHst ACUCTBHSI (DEPMEHTOB — TEOpHUs PepPMEHT-
CyOCTpaTHBIX KOMIUIEKCOB WJIM MPOMEKYTOUHBIX coequHeHui. OnHa
MpeArnoaaraeT NpucoeAnHeHne cyocTpara K pepMeHTy, akTUBHPOBa-
HUe cyOcTpara, ero aedopmannio, GopMUPOBAHKE U OTIACICHHE MIPO-
JOYKTOB PEaKLUH.

ki
[E+[S ]« [ES]—[ES ]— [EST] — [El+p
kz k3

CyTb neiicTBust PEpMEHTOB 110 TEOPHU IIPOMEKYTOYHBIX BELICCTB
3aKJII0YaeTCs B TOM, YTO OYEHb MEUICHHO TEKyIas Oiaronaps BbICO-
KOMY SHEpPreTHYeCKOMY Oapbepy peakius ¢ ydacTueMm ¢pepMeHTa Ha-
YMWHACT I[MPOTCKaTh 1O MHOMY: BMECTO OJIHOI71 Hpi[MOfI pC€aKuum € BbICO-
KHM SHEPreTUYeCKUM 0apbepoM B (DePMEHT-CyOCTPaTHOM KOMILIEKCE
HAQYUHACT NPOTCKATh HECKOJILKO HOBBIX peaKum‘/'I, Kaxxaas nu3 KOTOPbIX
nMeeT 0oJiee HU3KUN SHEPTeTUIECKU Oaphep, U 3araca SHEPTUH Y pe-
ArUpPYOMUX MOJICKYJT BIIOJIHE XBAaTACT AJIA IIPEBPAICHUA B IIPOAYKTbI
peakuuu. IIpu TOM CyMMa 3HEpPIrUH aKTUBALMM IIPOMEKYTOUHBIX pe-
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aKIUi MEHbLIE HEPTUH aKTHBALMHM HE KaTaJH3HPYEMbIX PEaKIUi.
Takum oOpazoM, ¢ yuacTreM (GpepMEHTOB PEeaKLUK IPOTEKAIOT I10 T0-
0OOYHOMY MYTH, TO €CTh B 00X0J] BBICOKOTO 3HEPreTHIecKoro 0dapbepa
HIPSAMOM peaKLuu.

depMeHTBI, KaK KaTalau3aTopbl OEJIKOBOW MPHPOABI, 00IanaroT
CIICIYIOIIUMH CBOWCTBAMU: TEPMOJISIOMIBHOCTD, 3aBUCUMOCTh aKTHB-
HocTu oT pH cpezabl, HOpMaIbHOTO NaBieHHS, (PEPMEHTHI UMEIOT BbI-
COKYIO MOJICKYJISIPHYIO Maccy, 001aJat0T BBICOKOH CIIEM(PUIHOCTBIO,
ANMEKTPOPOPETHUECKON MOJBIKHOCTBIO.

@depMeHTHI OBIBaIOT MPOCTHIMU M CIIOKHBIMHU. MOJIEKYIIBI TPOCTHIX
(epMEHTOB — MPOTEMHOB COCTOST M3 aMHUHOKHCIOTHBIX OCTaTKOB.
Ecnu monekyna gepMeHTa COCTOUT M3 ONHOW MOJIMIIENTHIHON 1eIy,
TO ()epMEHT MMEET NEePBUYHYIO0, BTOPUUHYIO, TPETUUHYIO CTPYKTY-
pY, eciau epMEeHT COCTOUT M3 2-X M OoJiee MOTUMENTHIHBIX LeTeH,
TO (epMEHT HUMEET UYETBEPTHUHYIO CTPYKTypy. [Iporemapl mmeror
B CBOEH CTPYKType HEOECTKOBYIO YaCTh.

Cnoxable (DEepMEHTHI (X0r10pepmenmpl) COCTOSIT U3 OCIKOBOU
1 HeOeNKoBOM 4yacTed. benkoBasi 4acTh HMEHYETCS anogepmermom,
a "HeOenkoBast — Koghaxmopom. Kogpaxmop — oOlliee Ha3BaHUEC He-
OenkoBol yactu gepmenta. Kogepmenm — 3TO0 OpraHHUECKOE coe-
JUHEHHE, a TEPMUH APOCHemudeckas spynnd — 3T0 OPraHnYecKoe
COCMHEHHE, MPOYHO CBSI3aHHOE ¢ OENKOBOI YacThIO.

KodepmeHTBI 10 XMMUYECKOH CTPYKTYpE AEIATCS Ha anudaruye-
cKkue (TyTaTHOH, aMU/1 JIMIIOEBOW KUCIIOTHI), apoOMaTniecKkue (pous3-
BoaHble BuTamuHa K u yOouxuHoH), rereporukindeckue (KoA, mpo-
W3BOJHBIE HYKJICOTHAOB U HYKJIECO3UI0B, IPOU3BOJHBIC BUTAMUHA B,
(honMeBOii KUCIIOTHI).

ButamuHHBIME KO(epMeHTaMHu SIBISIIOTCS  cieayromue: HAJL
(PP), HAJI® (PP), ®MH (B,), ®ALl (B,), TA®D (B,), munoeBas kuc-
J0Ta, KOSH3UM A (maHTOTeHOBas Kuciora), 4-pocdonanterent
(manToTeHoBast kucinora), OuouutnH (6uorun), TI'DK (donmesas
kuciora), nupuaokcaibpochar (By), mermnkodbamamun (B,,), ne-
30KcHaZieHo3uIkoOanamMuH (B,,), ackopOrHOBasi KUCIOTa, BO3MOKHO
Takxke peruHonnupodocdar (A), unnoxuHonnupodocdar (K)

K neBuramuuHBIM KOepMeHnTam otHocsTcs AJlD, [/, VI,
AP, rem u ero npousBoausie, youxuHon (KoQ), rmyraruon, ane-
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Ho3wiroMonuctenH,  (GocdoaneHosurdocdar, auUrHIPOOHONTE-
pHUH, 2-OKCOIIyTapar, KapHHUTHH, IIOK030-1,6-0ucdocdar, 2,3-
oucdocdorunepar, nHorga kopepmentamu cuutaroT u T-PHK, 11u-
kinuueckue Hykieotuasl (HAM®, ul M®).

KodepmeHThI 1 HOHBI METAIUIOB B (DEPMEHTaX — CIIOXKHBIX O€JI-
Kax y4acCTBYIOT B ()OPMHPOBAHUHU aKTUBHOTO IIEHTPA, B CTAOMIH3AIHH
CTPYKTYpBI anodepMenTa, B (pUKcaruu cyocTpara, B MPeBpallCHUN
cyOcTpara B MPOAYKThI PEAKIIHH.

Posb KohaKTOPOB MOTYT BBITIOJIHSTH HOHBI JKeJIe3a, MEJIU, MOJINO-
JICHa, MapraHIa u T.1.

BenkoBas yacte hepmeHTa — anoepMeHT oOeCrieuyuBacT B3au-
MOJICHCTBHE C CyOCTpaToOM, €ro MpeBpallieHue B MPOAYKTHI PeaKLuH,
€ro crequPpUIHOCTh, POPMUPOBAHUE ATIIOCTEPUIECKOTO U aJNIOTOIH-
YEeCKOro IIEHTPa, 00eCIeUynBaET CyIECTBOBAaHNE H30()EPMEHTOB, BU-
JIOBYIO CIIEU(UIHOCTb.

Axmuenviil yenmp gepmenma — pearupyrouas 4acTb MOJICKYIbI,
K KOTOPOMY HPUCOEANHSETCs CyOCTpaT U B KOTOPOM 00€CTIeUnBaETCS
katanu3. [log axmuguwvim yenmpom NOHUMAaeM YHUKAIbHYIO KOMOH-
HAI[UI0 aMUHOKHCIIOTHBIX OCTAaTKOB, PA3HOYAAJIICHHBIX B MEPBUYHOM
CTPYKTYpe, CONMMKEHHBIX B IPOCTPAHCTBE, 00ECIEUNBAIOIINX B3aHMO-
JEHCTBHE ¢ CyOCTPaTOM M MOCIEIYIOIINHI KaTalnu3. AKTUBHBIA LIEHTP
MPOCTHIX PepMEHTOB PopMUPYETCS U3 (DYHKIIMOHAIBHBIX TPYI OTI-
PEeNCHHBIX aMUHOKHCIOTHBIX OCTAaTKOB. B cocTaB e aKTHBHOTO
LIEHTPa CIOXKHBIX (DEPMEHTOB MOMHUMO AMHUHOKHCIIOTHBIX OCTATKOB
BXOJIUT KOPEPMEHT WM MPOCTETUUECKAsI TPYIIIA UK UOHBI METAIIJIOB
(xodaxrop).

B ¢opmupoBaHuM aKTUBHOTO IIEHTPA MOTYT MPUHUMATh YYaCTHE
(DYHKIIMOHAJIBHO aKTHBHBIE TPYIIIBI JUKAPOOHOBBIX, TUAMHHOMOHO-
KapOOHOBBIX KUCIOT, «OH» okcoconep aiux aMiHOKHUCIIOT (CEpHHO-
BbIE MpoTenHasbl), «SH» cepycofiepkaliux aMHHOKUCIIOT (THOJIOBbIC
(bepMEeHTBI), UMHJIA30JIbHOE KOJIBIIO TUCTHINHA, HHIOJIbHASI CTPYKTY-
pa tpuntodana u ruapo(GoOHbBIC YYACTKU PA3ITNYHBIX AMUHOKHCIIOT.

AKTHBHBIH HEHTP (EPMEHTOB SBISETCS TPEXMEPHOU CTPYKTYPOH,
KOTOpasi pacrnoiaraercsi B TuapohoOHOM KapMaHe (32 UCKITFOUCHHEM
TUJIPOJIa3, UCTIONB3YIOIIHMX [TPH KaTallu3e JIEMEHThI MOJICKYJIbI BOJIBI),
oOmagaet crnenuuuHOCTHIO (A0COFOTHOM, OTHOCUTEIBHOM, CTEPEeo-
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cneun(pUIHOCTh). AKTUBHBINA LEHTP HE SIBISIETCS )KECTKOH CTPYKTY-
poii. Ilo npencrasnenusm Kommanga cTpykTypa akTHBHOTO LEHTpa
U cyOcTpara He 00Ja1atoT MOJTHON KOMIUIEMEHTApPHOCTBIO APYT K JIpY-
ry. KommieMeHTapHOCTh BO3HHKAET B Mpoliecce KOHTaKkTa (hepMeH-
Ta ¢ cyOCcTpaTroMm 3a cyeT rHOKOCTH MOJHMIENTHAHON nenu gepMeHTa
1 KOH(QOPMAIIMOHHBIX CIBUIOB B MOJIEKYyJE CyOcTpara, TO €CTb BO3-
HUKAIoOIasi KOMIUIEMEHTApHOCTh ()epMEeHTa U cyOcTpara SBIsETCS
WHAYIHPOBaHHOM.

MHUKpPOOKpYKEHHE aKTUBHOTO IIEHTPa, KaK MPaBUII0, THIAPOPOOHO.
Ono o0ycnoBnuBaeT Aeruaparanuio cyocTpara, yMEHbIIAET 00beM,
BCTYNAIOIIUX B PEAKLHUIO COEANHEHUH, CIOCOOCTBYET 0Opa30BaHMIO
rHAPOQOOHBIX CBSA3EH M MOBBIIIAET PEAKIIMOHHYIO CIOCOOHOCTH M0-
JISIPHBIX TPYNIHUPOBOK. MCKITIOueHEe COCTAaBISIOT THAPOIA3hl, A Ka-
TAJIUTHYECKOTO ACUCTBHS KOTOPBIX TPEOYIOTCS BIIEMEHTBI MOJICKYJIBI
BOJIBI.

[Ipu B3aumoneiicTBun (epmMeHTa ¢ CyOCTpaToM NPOUCXOAUT
MHOTOTOYEYHOE CBSI3bIBAHUE CyOCTpaTa, TO €CThb BO3HHMKAaeT MHOTO,
He MeHee 3 cBs3eil Mexny cyOcTpaToM, (yHKIMOHAJIbHBIMH TPYI-
amMy aMHUHOKHCIIOT aKTHMBHOTO LEHTPa, KOHEepMEHTOM, HOHAMU Me-
Tanja, a TakKe CBA3aHHBIMH MoJeKylamu BoAbl. OOpasyeTcs: Macca
CBsI3€i: BOJAOPOIHBIX, TUAPO(OOHBIX, IITEKTPOCTATUUYECKHUX, KOBa-
JICHTHBIX, KOOPAWHAIIMOHHBIX. DTH CBSI3M MOABMKHBL. OHHU JIETKO
MOTYT M3MEHSTh CTPYKTYpY cyOcTpara, 00ecrneyrBaoT IEeKTPOHHO-
KOH(OpPMaLMOHHBIE MEPECTPOMKHU MpH Mepexoie M3 OIHOrO HecTa-
OMIIBLHOTO IPOMEKYTOUHOTO COCTOSIHUS K JPYTOMY.

He Bcerna tonorpadust Moiexyasl GpepMeHTa COOTBETCTBYET MO-
nekyne cyOctpara. Takass KOMIUIEMEHTAapHOCTb pPearupyloliux Be-
LIECTB BO3HHUKAET B MPOLECCE B3aMMOICHCTBUS, TaK KaK aKTHBHBIN
LEHTp — JUHAMHUYHAs CTPYKTYpa, CIIOCOOHAsk U3MEHSATH CBOIO KOH-
(hopMaLuo COOTBETCTBEHHO TONOrpaduu MOJIEKYJbl cyocTpara (MH-
OYLIUPOBaHHOE COOTBETCTBUE).

B Mexanu3me (epMEHTATHBHOTO KaTajiu3a pa3inyaeM KHUCIOTHO-
OCHOBHOH U KOBaJI€HTHbIN KaTanu3. CylUIHOCTb KUCIOMHO-OCHOBHO20
Kamanusa 3aKiovaeTcs B CIEAYIOUIEeM: aMUHOKHCIIOTHBIE OCTaTKH
AKTHBHOTO IEHTpa (epMeHTa SBISIOTCS JOHOPAMU MM aKLENTO-
pamMM MOHOB BOAOPOJA, MPU 3TOM 00pa3yroTCs BOAOPOIHBIE CBSI3H.
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Koganenmmuwiii kamanuz JIeNUTCS Ha HYKICO(QUIbHBIA U 3JIEKTPO-
¢uneHbIA. [Ipy HyKI€ODUIBHOM KAManu3e aMAHOKHCIOTHBIE OCTaTKU
AKTHBHOTO IIEHTPa CIIOCOOHBI OTABATh ANEKTPOHBI, BBI3BIBasI 00pa3o-
BaHHE HEYCTOMYMBBIX KOBAJICHTHBIX CBS3EH, BBI3BIBas Jc()OpMAIIHIO
cyOctpara. [Ipu anekmpoghunvrom kamanuse akTUBHBIA LEHTpP OTTS-
THBaeT Ha ceOsl AJIEKTPOHBI U JeCTa0MIN3UPYET CTPYKTYpy cyOcTpa-
Ta.

B karaiuTHYecKoM aKkTe OCHOBHBIMH MEXaHH3MaMH, YCKOPSIO-
LIIMMH TIpeBpalieHue cyocTpara B IPOAYKThl PEaKLnH, SBIISIFOTCS Me-
XaHU3Mbl KHCIOTHO-OCHOBHOTO M KOBaJIEHTHOTO Kartanu3a. OxHaxo,
JeCTBUE ITUX MEXaHM3MOB CTAHOBUTCSI BO3BMOXKHBIM JIMIIb B CITydae
MIPEABAPUTENBEHOTO OCYIIECTBICHHS d(P(PEKTOB ONTUMAIBHON OpHeH-
TaIMX PearupyIoIyX IPYII APYT [0 OTHOLICHHUIO K APYTY, X COMIKe-
HUS 10 HEOOXOAMMOTO PAcCTOSHUS M UX YIEPKAHUS B TAKOM MOJIOXKeE-
HUS B TEUEHHUE ONpeeIeHHOro BpeMeHr. OcylecTBICHNE BCEX ITUX
AHTUPHTPOTEHHBIX 3(P(eKTOB 00YCIOBICHO COeAMHEHHEM cyOcTpara
¢ epMeHTOB, BOBHUKHOBEHHEM (PEPMEHT-CyOCTPaTHOTO KOMILIEKCA.

CymectByeT noHsitue «MyibTHQEPMEHTHAsT CUCTEMay, KOTOpast
MIPEACTaBISIET COO0H COBOKYIHOCTH psiia (PepMEHTOB, OCYIIECTBIISIO-
LIMX PsiJI TOCTIeI0BaTeIbHBIX OMOXMMUYECKUX peaknid. Paznuuarorcs
JMCCOLIMUPOBAaHHBIE MYIBTU(EPMEHTHBIE CHCTEMBI ((pepMeHTHI TIu-
KOJIM3a U T.A.) U MYITbTH(EPMEHTHBIC KOMILJICKCHI, MPEICTABIISIFOIIIE
acCOLMMPOBAHHBIC KOMILIEKCHI, UMEIOIINE MHOTO 00LIero ¢ oopaso-
BaHHEM YETBEPTHYHOH CTPYKTYpHI OenkoB. Hanpumep: nmupyBaraeru-
JPOTEHA3HBIN, 0-KETOTIIyTapaTAernAPOTeHA3HBIH KOMIUIEKCHI M CHH-
TeTa3a BBICIIMX YKUPHBIX KUCIOT. DepMEeHTHBIC HaAMOJIEKYISpPHbIC
KOMIUJICKCBI, CBSI3aHHBIE C MEMOpaHaMU — 5TO BBICOKOCTICIIUATU3H-
pPOBaHHBIE H OPraHU30BaHHBIC ()EPMEHTHBIE CUCTEMBI, TPUMEPOM KO-
TOPBIX SIBISIETCS LIeNb TpaHCHopTa 31ekTpoHoB (L[TDI).

CkopocTh (hepMEHTAaTHBHOM PEaKUH 3aBUCHT OT KOHIICHTPAIUH
(depmenTa u cyOcTpara, KOHIIEHTpauu Kodakropa, MPOAyKTOB peak-
uun, pH cpenpl, TeMIeparypsl, IPUCYTCTBUSI HHTHOMTOPOB U aKTHBa-
TOPOB.

CkopocTh (hepMEHTaTHBHOM pEaKUH 3aBUCHT OT KOHIICHTPAIUH
cyocrpata. [lpyn HM3KHMX 3HAYEHUSX KOHIEHTpPAIMH CyOCTpaTa aKkTH-
Baysi pepMEHTATUBHBIX PEaKLIUH MPSMO MPONOPIHOHAIEHO BO3pac-
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taeT. OiHaKoO, [0 Mepe HACKIIEHUS PepMeHTa CyOCTpaToM — 3Ta 3a-
BUCHUMOCTb IIPEKPAILIACTCS U, HAKOHEL, KpUBasi U3BMEHEHUSI CKOPOCTH
peaKIuu HMIET MapajjieIbHO OCH aOCIUCC, TO €CTh HE WU3MEHSETCS
B 3aBUCHUMOCTH OT IOBBIIICHUSI KOHIICHTpAIMK cyOcTpara. JTa 3aBH-
CUMOCTB CKOPOCTH PEaKIUH U KOHIICHTPAIMK CyOCTpaTa BhIpaXkaeTcs
KPUBOM.

Koncranta Muxasnmuca K, npencrasisier co00i Ty KOHIIGHTpa-
LU0 cyOcTpara, MpH KOTOPOH CKOPOCTh PEaKIIUU COCTABIISET MOJIOBH-
Hy MakcuMmalbHOU. Benmnunna K, xapakrepusyer cpoacTBo pepmMeHTa
K cyOcTpary: ueM MeHble K, TeM BbIlIe CIOCOOHOCTh (pepMeHTa
pearupoBarh ¢ CyoOCTpaToM.

Jis GonmprimHCTBA (DEPMEHTOB CKOPOCTh (DEPMEHTATHBHOW pe-
aKIIMM BO3PACTaeT MpPH MOBBIIICHUH TemnepaTypsl oT 0 10 onTUMy-
Ma. [Ipu 3TOM CKOPOCTh PEaKIMK yBEIUYHBACTCS MPUOIHIUTEIHLHO
B 2 paza Ha kaxjsle 10°C. Ilpu nanpHeieM MOBBILIEHUH TeMIIepa-
TYpHI (BBIIIE ONTHUMAJILHOW) CKOPOCTh PEAKIIMU MaJacT BCIICICTBHE
TEIUIOBOM JieHaTyparuu 0eikoB. DdekT TemnepaTypbl Ha KUHETHUKY
(hepMEeHTATHBHBIX peakluil 0ObSICHICTCS €€ BIUSHIUEM Ha KHHETHYC-
CKYHO 3HEPTHI0 MOJICKYJbI, Ha KOJIeOaTeIbHBIC JBIIKEHUS MOJIEKYI
U UX 4YacTell, Ha COCTOSIHUE MOHU3ALMU BCEX KOMIIOHEHTOB PEaKIIUH.
TeMmriepaTypHbIii ONTUMYM 7151 OOJBIIMHCTBA (PEPMEHTOB JKUBOTHOTO
poucxoxieHus exut B oonactu 40-50 °C, aiist pacTutTenbHbIX (ep-
MeHTOB B uHTepBane 50-60 °C.

TepmMonaOMITBHOCTHIO 0003HAYAIOT YYBCTBUTEIBHOCTH (PEpMEH-
TOB K TEMIIeparype, UX OBICTPYIO WHAKTHUBAIIUIO TPU MPEBBIIICHHH
ONTUMAJIbHON BETUYUHEI.

Ha aktuBHOCTH (pepMmeHTa BiusieT 3HaueHue pH cpenbl. AKTHB-
HOCTh ()EpPMEHTa MOXKET CHWXKAThCS IMPH OTKIOHCHWU BEIUYMHBI
pH B 00e cTopoHBI OT onTUMaIbHON BelW4uHBL. DPPexT pH cpembt
B OTHOIIICHUU CKOPOCTH (PEPMEHTATUBHOM PEaKIUU OOBSICHSETCS €€
BIUSHUEM Ha MOHU3ALUIO (DYHKIIMOHAIBHBIX TPYIII B AKTUBHOM IICH-
Tpe (bepMeHTa, a TaKkkKe B MOJEKyJe CyOcTpara, onTUMalbHbid pH
IUTsl IeTicuHa coctapisiet 1,5-2,5, nis tpuncuna — 7,5-8,5, nis amu-
J1a3bl CNIOHBI 6,8-7,0, 1s maHkpeaTuueckoi aunassl — 7,0-8,5.

Bce dhepMeHTBI IesT Ha KIIACCHI 110 TUITY KaTaJIU3UPYEeMOU UMH
peakiuu:

md
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1) okcumopemykrasbl,

2) TpaHcdepasbl;

3) ruaponassi;

4) nunaser;

5) wu3oMepasbl;

6) nurassl.

Kaxnpiii pepmeHT umeeT cBoil oduumanbHblil nHAEKC (IUdD).
[lepBas mmudpa o3HawaeT HOMEp Kiacca, KOTOPOMY MPHHAAIECKUT
(epMeHT, BTOpoil — HOMep MoAKJIacca, TPETHH — HOMep MOATOA-
KJlacca, 4YeTBEPThIi HOMEp — YyKa3bIBaeT MOPSAKOBBIA HOMeEp dep-
MEHTa B MOJIOAKIIACCE.

[lepBerii knace hepMeHTOB — OKCHAOPEAyKTa3bl. Karamumsupyior
OKHCJIMTEIbHO-BOCCTAHOBUTEIbHBIE PEAKLUHU, OKHCISISI CyOCTpaThl
MyTeM AETHIPUPOBaHMs (aHadpOOHO), THOO MyTeM MPUCOCAMHEHHS
KHCJIOpOJa OIHOTO WIIH JIBYX aToMOB (a3po0H0). Bee GpepmenTs aT0T0
KJlacca SIBISIIOTCS CIOKHBIMU OellkaMu, KOhepMEHTaMU MOTYT OBITh
HAJ, HAJ®, ®MH, ®A/l, reM, nonsl MeTamia. Baxkueiiue rpyn-
bl )EPMEHTOB 3TOTO KJjacca — JerHApOreHasbl a3poOHbIe, OKCHIa-
3bl: MOHOOKCHUT€Ha3bl, quokcureHasbl. [lpencrasurenu: JIAL, CUT,
kcantuHokcugaza, [MIT — KoA penykrasa.

Bropoii knace ¢pepmMeHTOB — TpaHcdepasbl, KaTaTU3UPYIOT Iepe-
HOC aTOMHBIX TPYIIIT WJIK MOJIEKYJISIPHBIX OCTAaTKOB C OIHOTO cyOcTpa-
Ta Ha Apyroil. OOBIYHO MPOMCXOAUT OOMEH IpyInaMu, a HHOTAa 00-
MEH Ha aToM BOAOPO/a, BO3MOKEH U OJHOCTOPOHHUH nepeHoc. Cpeau
(epMEeHTOB 3TOro Kilacca — OOJIBIIMHCTBO CIIOXKHBIE (DEpPMEHTHI,
HO ecTb U npoctbie. Kodepmenramu moryt ObiTh KoA, TT®K, T10,
Bce qunykieotuasl (ALD, VD u T.1.), S-aaeHO3UITOMOIIUCTENH,
OMOLIMTHH, METHUIIKOOAIaMHH. BaskHeliie rpynmsl B 9TOM Kiacce —
amMuHOTpaHc(depasbl, cynbpoTpaHcdepasbl, TIUKO3WITPaHChepasbl,
arunTpancdepassl, pochorpancdepaspl, TEPEHOCUUKH OTHOYTIIE-
POAHBIX TPYII, MEPEHOCUYUKHU ANBJCTHUIHBIX U KETOHHBIX OCTATKOB.
[IpeacraBuTenu: anaHMHAMUHOTpaHC(epasbl, TeKCOKMHA3a, docdo-
puiiasa, IMKOTCHCUHTETa3a, TPaHCKeToas3a U T..1.

Tperuit xmacc QepMeHTOB — ruAponasbl. Karamusupyror
paspbiB CBSI3U C MPHUCOCIMHEHHEM 3JIEMEHTOB MOJEKYJbl BOIBI.
JenonuMepusyIoT CIOXKHbIe OHOXUMHUYECKHE CTPYKTYPbI 10 HH3KO-
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MOJIEKYJSIpHBIX BenecTB. OcoOSHHO BakKHA MX POJIb B IIpolleccax Ie-
peBapHBaHUs B KETYIOYHO-KHIIEYHOM TPAKTE, B KIETKAaX COIEpIKar-
sl IaBHBIM 00pa3oM B JTM30coMax. bombmmHCTBO hepMeHTOB 3TOTO
KJlacca MpocThie OeNKH, JHIIL HEKOTOPBIE COJepKaT NOHBI MeTaslla.
Baxwneilimue rpynnsl ¢epMEHTOB B 9TOM KJlacCe — 3CTepasbl (Kap-
OokcuacTepassl, pocoactepassl mnu pocdarasbl, cynbposcTepassl),
[IMKO3KMa3bl, MENTUATHIPONIA3bl (MENTUAA3bl) — JHIAONENTHAA3bI,
9K30MeNTHAa3bl, aMuAasbl, noiaudocdaraspl. [IpeacraBurenn: numna-
3a, TIIOK030-6-hocdaraza, amunasza, nencuH, ryramuHasza, ATdasza.

YeTBepThlii Ki1acc pepMeHTOB — JHa3bl. Katanusupyrot Heruapo-
JUTUYECKHE M HEOKUCIUTEIbHbIE PeaklMi pacnana, KOTOpPble MOTYT
COIIPOBOXKIATHCS 3aMbIKAHHEM JBOWHON CBSI3M U BBIJCICHHEM IPO-
creiimumx BemectB (CO,, H,0O, NH;), a Takke HeKoTopbie 0OpaTHbIC
peakuuu cuHTe3a. B mociennem ciyyae 5TH (epMEHTBI HAa3bIBAIOTCS
«cUHTa3aMm» (B OTIMYHME OT «CHHTETa3» — (hepMEHTOB 6-TO Kilac-
ca). YacTtb (hepMEHTOB 3TOTO Kiacca SIBISETCS MPOCTHIMU OesIKaMH,
apyrast ke 4acTb — ciokHbIMH. Kopepmentamu moryt Obith [1D,
T ®. Baxkneiiue rpynisl GepMEHTOB B 3TOM Kjacce — AeKapOoK-
CHJIa3bl, ACTHIPATa3bl, TUAPATa3bl, ajba0Ja3bl, IUKJIA3bI, Pa3InYHbIC
cuHTasbl. [IpencraBurenu: nupyBaraekapOOKcHIasza, akoOHUTaTTUApa-
Ta3a, UUTPATCUHTETAa3a, aJCHUIATIMKIa3a, apTUHIHOCYKIMHATINA3a
U T.J.

[TsaTe1it KIacc — n3oMepasbl. KaranusupyroT BHYTPUMOIEKYJISp-
HBIE TIPEBpAILEHHS: MEPEHOC BOAOPOAA M aTOMHBIX TPYHIHPOBOK,
HU3MEHEHUE WX MPOCTPAHCTBEHHOTO PACIHOJIOKEHHMS, MepeMeIIeHHe
JBOMHBIX CBs3ed W T.N. bojblias 4acTb ()epPMEHTOB ITOTO Kilacca
SIBIISIETCSL IPOCTBIMU O€JIKaMu, OHAKO, CPEH HUX €CTh M CIOKHBIE
0eJIKH, B 9TOM Cilydae OHHM B KauecTBe kodepMmeHTOB comepxar [1D,
ne3okcuanenosunkodanamua, HAJI. Tlpeacrasurenu: miroxo3odoc-
¢daruzomepasa, Tpuozodocdaruzomepasa, YD-rmoko3a-anumepasa
U T.J.

[ecToit kmacc ¢GepMEeHTOB — JWra3bl WM cuHTeTasbl. Kara-
JTU3UPYIOT peaKluM CHHTEe3a (COCIMHEHHsI) CyOCTpaToB, 0COOEHHO-
CTBIO DTUX PEAKLUHUH SBIACTCS HEOOXOJUMOCTH AJISl UX MPOTEKAHHUS
HCTOYHHMKA SHEPTHH, B KaUeCTBE KOTOPOrO OOBIYHO BBICTYMAIOT HY-
kneozuaTrpudocdarst (ATD, ['TO, UTD). bonpmmHcTBO (hepMEHTOB
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9TOT'0 KJjIaCcCa — IMPOCThIC GCHKI/I, HEKOTOPBLIC KC COACPIKAT 6I/IOLII/ITI/IH.
HpeZ[CTaBI/ITGJ'II/IZ l'II/Ip}/BaTKap6OKCI/IJ'IaBa, TIIYyTaMHUHCUHTETA3a, apruH-
HOCYKIIMHAaTCUHTCTAa3a U T. .

[naBa 2. Perynsiuysi akTUBHOCTH (pepMEHTOB

KonctutyTuBHBIME (hepMEHTaMU HAa3bIBAIOT TAKUE, KOHIICHTPALIUS
KOTOPBIX B KJETKax BCerna MpUMEpHO MocTosiHHA. CleqoBaTeibHO,
UX CHUHTE3 HE perynupyercs. AJanTHBHbBIEC ke (MHIyLIUpyeMble, NH-
nyuuOenbHble) GepMEHTHI MOABEPKEHBI, IPH HEOOXOIUMOCTH, pery-
aupoBke. CHHTE3 UX CTHUMYJIHPYETCS COOTBETCTBYIOIIMM WHIYKTO-
pom. PenpeccupyembiMu (penpeccuOebHBIMU) Ha3bIBAIOTCS TAKUE
(epMeHTBI, CHHTE3 KOTOPBIX MOJABISIETCS IPU HAKOTICHUU B KIIETKE
KOPEnpeccopoB (IIPOLYKTOB IIPOLIECCOB).

Axmueéamopamuy Ha3bIBAIOTCS BEILECTBA, YCHIIUBAIOLINE KaTalu-
THYECKYIO aKTHBHOCTH (DEPMEHTa, YBEIUUMBAIOIIUE CKOPOCTH MPO-
TEKaHWsl Peakuuu. MexaHu3M JeHCTBUSI Pa3TUYHBIX aKTHBaTOPOB
pasnuueH. DTo MOXKeT ObITh aKTUBUPOBAaHHE HOHAMH METAJLJIOB (y4a-
CTBYET B (JOPMHUPOBAHMH aKTMBHOTO LIEHTPA U CBSI3bIBAHUM CyOCTpa-
Ta) WM aKTUBUPOBAHNE BOCCTAHOBUTEISIMU THIIA TIIyTaTHOHA, aCKOP-
OMHOBOI KMCIIOTHI (IIPEAOXPAHSIOT OT OKHCICHUS BaXKHBIC IS KaTa-
auTudeckor QyHKMu SH-rpymnmsl), akTHBHpOBaHHE psiaa mpodep-
MEHTOB MPOMCXOJUT MyTeM MX YAaCTHYHOTO MPOTeonn3a (yaaustoTcs
YYaCTKH, MEIIAIOIINEe BO3HUKHOBEHUIO AKTHBHOTO LIEHTPA), MHOTHE
amjocTepuueckue (epMeHTbl AKTHBHPYIOTCS NPU  BO3ACHCTBHU
Ha MX aJUVIOCTEPUYECKHUN IEHTP MOJOKUTEIbHBIX 3 (eKkTopoB (Ipo-
UCXOMAT KOH(OPMAMOHHBIE U3MEHEHHS, 3aTPAaruBaloIie aKTHBHbIH
LEeHTp (EepPMEHTOB), aKTUBHPOBAHHE HEKOTOPHIX (PEPMEHTOB JOCTH-
raercsi myTeM KOBaJCHTHOI'O MPUCOEAWHEHHSI K HUM OIPEeIICHHOM
rpynnupoBkH (pochopriibHON), HHOT/IA aKTHBUPOBAHUE TPOUCXOTUT
Onaromaps AMCCOLMAIMM HEAKTUBHOTO KOMIUIEKCA (epMEeHT-OernoK,
Kak 9TO ObIBAacT B cydae ONpeesICHHbIX MPOTEHHKHHA3, TU00 aKTH-
BHPOBaHKE HACTYNAET NP JUCCOUUALMH (PEPMEHTOB OJIUTOMEPOB.

[IpodepmenTamMu MM 3UMOr€HaMH Ha3bIBAIOT HEAKTHBHBIC TIPEI-
LIECTBEHHUKH psifa GepMEHTOB (Yalie MPOTEONIUTHYECKUX ), (DYHKIHU-
OHHUPYIOIIUX BHEKIETOYHO. CI0/1a OTHOCATCS METICUHOTCH, TPUIICHHO-
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I'eH, XMMOTPHIICHHOTEH, IPOKapOOKCUIIeNTHAa3a, [podJiacTasa, mpo-
¢dochomunuza A,, HEKOTOpbIe (HAKTOPHI TEMOKOArYISLUN U CHCTEMa
KOMIUIEMEHTA.

3umozenvt unu npoghepmenmol HEAKTUBHBI, TAK KaK B UX MOJIEKYJIe
COZICPKUTCA JOMOTHUTENBHBIN nenTua. Wrpatommii pons creunu-
YEeCKOTr0 MHTUOMTOpa TONUNENTHAHON MPUPOJIBI, OTIIEIIICHHE KOTO-
pOTO MPOUCXOAUT ITyTEM YACTHUHOTO IIPOTEOJIH3A.

Takum 00pa3oM, akTHBHpOBaHHE NPO(GEPMEHTOB MPOUCXOAUT
B MPOLIECCE X YaCTUYHOTO PoTeoIn3a. Briienenue ykazaHHbIx Qep-
MEHTOB B HEaKTHBHOH (hopMme MpeacTaBiseT coboil cBoeoOpa3HbIi
MEXaHU3M 3aLIUThI KIETOK, UX IPOLYLHUPYIOLIUX, OT pa3pylLIeHHUs I1y-
TE€M CaMOIIEPEBAPUBAHUS.

WHoraa akTHBUPOBaHHUE TPOUCXOIUT ONlaroAapsi IMCCOLMALIH He-
AKTHBHOTO KOMILIEKca (pepMeHT-0eJI0K, KaK 3TO UMEET MECTO B CIIy-
Yae onpeJesieHHbIX NpoTeMHKnHa3. Hanpumep, nporenHdocoknHa-
3a (I1OK) HeakTHBHASI COCTOUT U3 2-X CYOBEIMHHMIL: KATAIUTHYECKOM,
HECyLIEH aKTUBHBII LEHTP, U PETYIATOPHOM, HA KOTOPOI PaCIOI0KEH
ueHTp guxcanuu TAM®, ¢ yyacTueM akTUBaTOpa — BHYTPUKIIETOY-
HOro MecceHmkepa 11 3,5AM®, KOTOpbIil B3aUMOJEICTBYET € pery-
JSTOpHOU CyObeAMHUIIEH, TPOUCXOIUT AUCCOLHUALINS MOJIEKYIIBI (hep-
MEHTa, 0CBOOOKAAETCS KaTaluTHUECKasi CyObeJUHUIA, OTKPBIBACTCS
€€ aKTHBHBIN LEHTP U (PePMEHT CTAHOBUTCS (PYHKIIHOHAIHHO aKTHB-
HBIM.

+HAMO®
C R— aL T+ R | ntAM®

[I®K (HeakTHBHAs) [1OK (akTuBHAN)

AKTHBUpOBaHNE (EPMEHTA HACTYIIACT M MIPH aCCOITHUAITIH MOHO-
MEPOB B €IMHYI0 MAKPOMOIICKYITY.

Hueubuposanue — 3TO CHIKCHUE KaTaIUTUYECKONW aKTHBHOCTU
(dbepMmeHTa 101 BIMSTHIEM WHTHOUTOPOB, TO €CTh BEIECTB, YTHETAO-
IIUX KaTaJTUTHYECKYI0 aKTHBHOCTD (pepMeHTa. Pa3nuaaror HHruoupo-
BaHME oOpaTmMoe U HeoOparumoe. [Ipn obpamumom ATHTHONPOBAHIH
WHTUOHUTOP coenuHsieTcs ¢ GepMEHTOM HE CIIMIIKOM MPOYHO, OH MO-
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KET AUCCOLMUPOBATh U3 00Pa3yIOIIErocs KOMILJIEKCa, HITH K€ MOKET
OBITH BBITECHEH M3 Her0. Heobpamumoe ke HHTHOMpOBaHUE XapaKTe-
pHU3yeTcs NPOYHBIM CBSI3bIBAHUEM MHTHOUTOPA C (hepMEHTOM.

Heobparumoe HHrnOMpoBaHre XapaKTepu3yeTcst IPOYHBIM (HeoOpa-
THUMBIM ) KOBAJICHTHBIM CBSI3bIBAHUEM HHTUOUTOPA U (PEPMEHTOM, TAKOE
COCTMHEHUE MOMKET MPOHMCXOAUTh B 00JIaCTH aKTHBHOIO LIEHTPa U BHE
ero. [Ipucoennnenre HHrHONTOPa MOXKET BECTH K 3HAYUTEILHON MOJIU-
¢dukauu cTpykTypsl Gpepmenta. HeoOpaTumbIM sIBISIETCS MHTIOUPOBa-
HHe psina pepMeHToB Tun3onpomuipropdocdarom, HogarneraMuaoM.

[Tpu neobpamumom uneubuposanuy THTUOGUTOP IMPOUHO CBA3bIBA-
eTcs ¢ PepMEHTOM, Yallle BCETO C ero aKTUBHBIM IIeHTpoM. Hanpumep,
npu npumenennn @D (npuHaanekamero K THITY, TaK Ha3bIBAEMBIX,
«HEPBHBIX $/I0B») MMEET MECTO IOJHOE BBIKIIOUCHHE AKTHBHOTO
LEHTpa XOJIMHACTepa3bl — (PEePMEHTa, KaTaIu3UPYIOLIEro TUAPOIIN3
AIeTUIIXOJIMHA Ha XOJIUH M YKCYCHYIO KHcI0Ty. OKa3anoch, 4To 3TOT
WHTUOUTOP MMEET OIM3K0oe CTPYKTYpHOE cxoacTBo ¢ Ach u momoOHO
emy B3amMmozeilcTByer ¢ OH-rpynmoil ocraTka ceprHa B aKTHBHOM
ueHtpe. BoizbiBas ocdopunmpoBanue ceprHa B aKTUBHOM LEHTPE
psna pepmentoB, JJDPD Takke HHAKTUBUPYET UX ACHCTBHE.

W3BecTHBI BemecTBa, cren(uiecky CBA3bIBAIOLINE Ty HIIH HHYIO
IPYIIUPOBKY B MOJIeKyJie (pepMEHTa, BBIKIIOYast ee u3 cepbl XUMu-
yeckoil peakiuu. Hanpumep, nogaueramun 1CH,-COOH, ero amupg
W STUIOBBIA 3¢up, napaxnopmepkypudenzoar ClHg-C(H,-COOH
U JpYTHe PeareHThl CPAaBHUTEIBHO JIETKO BCTYIAIOT B XUMHUYECKYIO
cBs3b ¢ HeKoTopbiMu SH-rpynmamu gepmentoB. Eciu Takue rpynmst
CYIIECTBYIOT JAJIsl aKTa KaTaunsa, TO A00aBJIeHUE MOJA00HBIX HHIHOH-
TOPOB MPUBOAUT K ITOJTHOM MMOTEPE aKTUBHOCTH (PEpPMEHTA.

R-OH + ICH,-COOH — HI + R-S-CH,-COOH

Psn mpyrux ¢pepmeHTOB (XONMMHACTEpa3a, TPUTICHH, XUMOTPHUTICHH)
CHJIBHO TOPMO3HTCS HEKOTOPBHIMU (POCPOPOPTaHUIECKIMH COETUHE-
HUSIMH, B dacTHOCTH, (DD, BcieAacTBUE OJOKUPOBAHUS KITFOUEBOM
THIPOKCUIIBHOM TPYIIIBI CEPUHA B aKTHBHOM IIEHTPE.

OObparnMoe WHTHOMpOBaHHWE (epMEHTa IO CBOEMY MEXaHH3MY
MOXKET OBITh Pa3INYHBIM: KOHKYPEHTHOE, HEKOHKYPEHTHOE, OECKOH-
KypeHTHoe. KoHKypenmHoe WHTHOWPOBAHUE BBI3BIBACTCS JIEHCTBH-
€M BEIIeCTB, SBJSAIOMIMXCS CTPYKTYPHBIMH aHAJIOTaMH CyOcTpara.
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KoHKkypeHTHBII HHTHOUTOP COETUHSETCS C aKTUBHBIM LIEHTPOM dep-
MEHTa, OAMEHsIs1 CBOH cyOcTpar. CTeneHb HHrHOMPOBaHUS IPH STOM
3aBHUCHUT OT COOTHOILIECHHUSI KOHIIEHTpALUi cyOcTpara U MHIHOUTOpA,
MOBBIILICHHEM KOHIIEHTPALUH CYOCTPaT MOJKET BBITECHUTH HHTUOUTOD
U, TEM CaMbIM, CHATh TOPMOYKEHUE peakuuu. [IpuMepoM KOHKYypeHT-
HOTO MHTHOMPOBAaHUS MOXKET ObITH TopMokeHue axtuBHocTH CHI
TAKUMH CTPYKTYpHO CXOIHBIMH C €€ CyOCTparoM COEIMHEHUSIMH,
KaK MaJIOHOBAasl KUCIJIOTa, OKCAI0ALeTaT, OKCcaar.

Hexonxypenmnoe MHrMOMPOBaHUE XaPaKTEPHU3YETCs TEM, UTO WH-
THOUTOp HE MMEET CTPYKTYPHOTO CXOJCTBa C CyOCTpaTtoM M MPHCO-
enuHsieTcss K (hepMEHTy OIHOBPEMEHHO C CyOCTpaToM, IpU 3TOM
BO3HHKAeT TpoiHO# kommiekc E—-S—I. Marnburtop, npucoenuussich
K 00J1aCTH aKTHBHOTO LIEHTPa WM BHE €T0, U3MEHSET KOH(POpMAaIIHIO
(hbepMeHTHON MOJIEKYNbl (0COOEHHO AKTUBHOTO IEHTPA), YTO BEJIET
K IIOTepEe KaTaIUTHYECKOH aKkTUBHOCTH. [ [0BBIIIIEHHEM KOHIIGHTPALIH
cyOcTpaTta BEpHYTbh 3Ty aKTHMBHOCTb HE ynaercs. PeakTuBanuu Mox-
HO JOOMTHCS JIUILB JCHCTBUEM CBSA3BIBAIOIIUX MHTHOUTOP BEILECTB.
HekoHKypeHTHBIMH WHTUOUTOpPAaMU SIBIISIOTCSI, HAIPUMEp, UOHBI Tsi-
KEJIBIX METAJUIOB, IUAHUIBI.

C yuyacTheM HMOHOB TSDKENbIX METaJUIOB IMPOUCXOAUT HEKOHKY-
peHTHOe MHTHOM-poBaHKe. MOHBI TSHKENBIX METAJUIOB MPUCOCAMHS-
torcst K SH rpynmam gepmenTa, H3MEHSIOT KoHpOopMaIHio pepMeHTa-
TUBHOH MOJIEKYNbI (0COOEHHO aKTHMBHOTO LIEHTPA), YTO U BEIET K I0-
Tepe KaTaluTHUYECKOH aKTUBHOCTH.

beckonxypernmnoe MHrnOMpOBaHNE OTIIMYAETCS TEM, YTO HHTHOUTOD
HE MOYKET pearupoBarh ¢ PepPMEHTOM, OH COCANHSETCS JINIIB C (PePMEHT-
cyOctparaeiM komruiekcoM (ES), monmapisis mpoTrexkanue peakuuu, mpu
aToM oOpa3zyercst komruieke EIS. Dtot Bun narnduposanus (Oonee pen-
KUH, 4eM Apyrue) BcTpeyaeTcss OOBIYHO B CIy4asX, KOrla B PeakluH
MPUHAMAET Y4acTHE /IBa U OOJbIIee KOIUIECTBO CyOCTPaToB.

Pezynamopnvie (annocmepuueckue) ¢hepmenmvl UMEIOT B CBOEH
MOJIEKyJie TIOMHMO aKTMBHOTO LIEHTpa OCOOBIM aluloCTepHYeCKHi
LEHTpP, MOJABEPKEHHBII BO3ACHCTBHIO ONpENeeHHBIX 3(PQEKTOPOB
(MOIynATOPOB), M3MEHSIOMIMX KaTalUTHYECKYI0 aKTHBHOCTH Qep-
MEHTa BCIEICTBHE KOH(POPMALIMOHHBIX MEPECTPOCK B €0 MOJIEKYJIE.
Perynsitopable (hepMeHTBI UMEIOT OOJbIIE OJHON MOMHUIEHTHAHOM

23



LENH, TO €CTh 001aJal0T YeTBEPTUUHON CTPYKTYPOH. DTU (PEepMEHTHI
JIOKaJIM30BaHbl OOBIYHO B HavYajie ONOXMMHUYECKOT0 MyJIbTU(EpMEeHTa-
TUBHOTO Ipoliecca.

Annocmepuyeckum yenmpom peryisaTOpHbIX (GepMeHTOB, Ha3bIBa-
IOT YacTh MOJIEKYJIBI BHE aKTHMBHOTO LIEHTPA, CIIOCOOHYIO MPHCOETH-
HUTb BEIIECTBA — PEryaATOpHI (3(h(heKTophI), BCISICTBHE YEro KarTa-
JUTHYECKass aKTUBHOCTh (DepMEHTa MEHSETCS — MPOUCXOTUT JTHOO
aKTHBHPOBaHME QepMeHTa, INOO yrHeTeHUe ero akTuBHocTH. MHorna
y PepMEHTOB MOKET OBITh HECKOJIBKO aJNIOCTEPUIECKHUX LIEHTPOB, 00-
JAAI0MIKX CIEHU(PUIHOCTHIO CBI3BIBAHHS ONpeACIeHHBIX 3 dhexTo-
POB, OITHM U3 KOTOPBIX MOTYT aKTUBUPOBATh (DEPMEHT, a APYTrre WHTU-
OupoBarh (MOTUBAICHTHOCTH ()EPMEHTOB).

CyLHoOCTh anrocmepuueckoll pe2yiayuy 3aKiiov4aeTcs B TOM,
YTO K aJNIOCTEPUUYECKOMY LIEHTPY MOTYT HPUCOEOUHSATHCS dPdek-
TOPBI, BCIEACTBHE YEro M3MEHseTCsl KoHpopmauus AaHHoro dep-
MEHTa, 3TO BBIPAXKAETCS B PE3KOM HM3MEHEHHU €ro akTHBHOCTH.
ANOCTEPUYECKUMHU OKa3aluCh (DEPMEHTHI, HaXOIIINECs B Hayaje
OMOXMMHUYECKHX IyTeH CHHTE3a MM paclajga COeAWHEHHWH, B Me-
CTax pa3BeTBICHHS META0OIMYECKUX MyTeH, KItoueBble (DepPMEHTHI
sHepreTnyeckoro oomeHa. CymecTByeT MOJeIb COIIaCOBAaHHOTO ajl-
JIocTepuyeckoro BzaumosaeicTeus (MoHo, YaliTMaH), COJIaCHO KO-
TOpPOW Bce CyObEAMHHULBI OJINTOMEPHOTrO (epMeHTa OTHOBPEMEHHO
nepexonsT u3 xectkoi ¢popmsl (T-dpopma) B penakcupoBaHHOE CO-
crosinue — R-dopma. OpHako, cymecTBYIOT (epMEHTBI, PETYIALUs
KOTOPBIX OCYILIECTBIISETCS COMIACHO MOJENIH TMOCIeN0BATEIbHOTO
amnoctepuueckoro B3aumoaerictsus Komnanga. CornmacHo 3Toi Mo-
Jenu Jomyckaercs cymectBoBanue TR ¢opmer onuromepHoro dep-
MEHTA.

Tepmun «3phexmopy («modynsimopy), O3HaYaET HAINYHE Y BeE-
LIECTBA CIIOCOOHOCTH M3MEHSTh KaTAIMTHYECKYIO aKTHBHOCTH (ep-
MEHTa, PEryJupoBaTh ee. AJUIOCTepHYECKIM dPPEKTOPOM Ha3bIBAIOT
HW3MEHEHUE aKTHMBHOCTU PETynupyeMoro ¢gepmeHTa (yBelIUUEHHE ee
WK YyTHETEHHUE) MPU MPUCOCIMHEHUH K €T0 aJI0OCTEPUIECKOMY LIeH-
TPy MOJIEKYJbI BEIECTBA PErysiTopa (aJIOCTEPHUECKOTO (P PEKTO-
pa). [lonoxurensHble amnocrepuieckue 3PPEeKTOpbl aKTHBUPYIOT pe-
TYISITOpHBIE (PEPMEHTHI, OTPULIATENBHBIE KE — HHTHOUPYIOT.
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AKTUBUPOBaHUE HEKOTOPHIX (DEPMEHTOB OCTUTAETCS MyTEM KO-
BaJEHTHOTO TNPHUCOSIMHEHUS K HHUM ONPENENICHHON TPYIIHPOBKH
(bochopunbHoit), Onaromaps yeMy MPOUCXOAUT KOBAJICHTHAS MOJIH-
¢ukauus cTpykTypbl (epMmeHTta, KoH(OpPMAaLUs aKTHBHOTO IIEHTpa
H3MEHSIETCSl TAaKUM 00pa3oM, YTO MOBBIIACTCS KaTAIUTHYECKas aK-
TUBHOCTH (pepmenTta. Hanpumep, Gpochopuinaza «a» sBisercs pe3yib-
TAaTOM KOBaJIeHTHOW Momudukanuu ¢ochopunasbl «B» B peakuu
bochopunrpoBaHus.

AKTUBUPOBAaHUE HEKOTOPHIX (DEPMEHTOB OCTUTAETCS MyTEM KO-
BaJEHTHOTO TNPHCOEIMHEHUS K HHUM ONpENENICHHON TPYINIHPOBKH
(pochopunpHO) maM HaobopoT peakuus aedochopunrpoBaHUs
SIBIISIETCSl aKTUBUPYIOLIEH. AKTUBHOCTh (pochopuiiazbl M TIHKOTEH-
CHHTETa3bl KOHTpoJupyercs: myteM ¢ocdopuiupoBanus u aedoc-
(dhopuupoBaHus, OCyIECTBIsIEMOro crieruduyeckuMu GpepMeHTamMu
— MPOTEMHKUHA30i u mpoTenHdocdaTa3zoi. YpoBeHb aKTUBHOCTH
KITIOUEBBIX ()EPMEHTOB M COOTBETCTBEHHO HHTEHCHBHOCTH IIPOLIECCOB
oOMeHa yIIIeBOOB OyAyT OMPeAesAThCs COOTHOIEeHHEM (ocdopuiu-
POBaHHBIX U AedochopuInpoBaHHbIX GopM 3TUX (HEpMEHTOB.

Perynsitopsl hepMeHTOB 0003HAYAIOT KaK 2emepomponibvie, eciiiu
aIJIOCTepUUeCKUMH AP PeKTopaMu AJIsl HUX CIyKaT OIpeiesieHHbIC
MeTa0OoIUThI, HO He cyOcTparel 3THX (epmeHToB. s comompon-
HbIX aJUIOCTEPUYECKUX (EPMEHTOB MX CYyOCTpaThl SBISIOTCS IOJO-
KUTEIBHBIMH MOIYIATOPaMHU (aKTUBHPYIOT HX). CyIIecTBYIOT aj-
nocrepudeckne HepMeHTbI, KOTOPBIE SBIISIOTCS] OAHOBPEMEHHO H TO-
MOTPOIHBIMH U TE€TEPOTPOITHBIMH.

OyHKIIMOHUPOBAHUEM CTPYKTYpPHBIX T'€HOB OIEPOHA, COAEpKa-
LIIMX TeHETHYEeCKYl0 MH(OpMauuio O CHHTe3e (EepMEHTOB, yNpaB-
JISIeT TEH-OMeparop, KOTOPBIH «BKIIOYAET» WM «BBIKIIOYACT» HX.
Ecnu aToT TeH cBoOOAEH, TO paboTa CTPYKTYpHBIX T€HOB pa3pelie-
Ha, €CJIN K€ OH CBSA3BIBAETCS C PENPECCOPOM, TO PadOTa ITUX TEHOB
npekpamaercs. CuHTe3 ocodoro Genka-penpeccopa 00ecrednBaeTCs
reHOM-peryisitopoM. Pernpeccop oOnamgaeT o4eHb CHIBHBIM CPOJ-
CTBOM K I'€HY-O0IIepaTopy U MOXKET JIETKO MPUCOCTUHATHCS K HEMY.

Kopenpeccop — npomyKThl Ipo1IeccoB, HAKOIUIEHUE KOTOPBIX I0-
napisier cuHTe3 GepmenTa. Takue GepMeHThI Ha3bIBAIOTCS PENPECCH-
PYEMBIMH.
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AKTUBHOCTH (EPMEHTOB Ompeaeisercs au0o Mo yObuln cyO-
cTpara, JMOO MO TOSBICHHIO U TPUPOCTY MPOAYKTOB PEAKIHH.
MekayHapoAHOW eJUHULEH aKTUBHOCTH (DepMEHTa SIBISIETCS TO €T
KOJIMYECTBO, KOTOPOE KaTalIM3UpyeT NpeBpamieHue 1 mMomns cyOcTpa-
Ta 3a | cex Mmpu CTaHJAPTHBIX YCIOBHUSAX MPOTEKaHHs peakuuu (co-
OmrofeHus onpeneneHHo pH cpenpl, Temmeparypbl, KOHIEHTpALUN
cyocrpara). HaspiBaeTcst aTa equHuIa «kamany (COKPALIeHHO KKaT»).
[TockonbKy Karai sBJsIeTCSl OYeHb OONBLION BETMYUHOM, B OOIBIINH-
CTBE CJIy4aeB KaTaJUTHYECKas aKTUBHOCTb (PEPMEHTOB BBIpaXKaeT-
cs B MUKpoKarajiax (MKKaT), HaHOKaTanax (HKaj) W MUKOKaTalax
(ukam).

VYnenbHas akTUBHOCTH ()epMEHTA MPEACTABIISIET COOOH KOJIMUECTBO
eIMHUL] aKTHBHOCTH (KaT) B pacyere Ha |kr Oenka. Konuentparms
(epMeHTa B pacTBOpE BBIPAKACTCS B €71 aKTUBHOCTHU Ha 1 J1. pacTBOpa.

BeiciiM  ypoBHEM peryisiind  ()epMEHTAaTHBHOW aKTUBHOCTH
Yy BBICOKOOPT@HM30BAaHHBIX OPraHU3MOB SBJSIETCS BO3JCHCTBHE
Ha (EPMEHTHBIH aKT KJIETOK T'YMOPaIbHBIX (PAKTOPOB YHIOKPUHHOM
cucrembl (ropMonbl). Takast perynsiuus KOOpAUHUPYET (QYHKIHUOHU-
pOBaHME OTIENBHBIX KIETOK B MHTEpEcax IEJIOCTHOrO OpraHu3Ma.
[lox BiMSHMEM TOPMOHOB MOXKET U3MEHSTHCSI MHTEHCHBHOCTH CHH-
Te3a PepMEHTOB B KIIETKaX, B TO )K€ BpeMsl ONpeielieHHbIE (DePMEHTBI
MOTYT aKTHBUPOBATHCS MM MHTMOUPOBATHCS IMyTEM MX KOBAJIEHTHOM
Moaudukanuu (Hanpumep, GochopunpoBaHreM), TOPMOHBI MOTYT
BBICTYIIATh B POJIH AJNIOCTEPUIECKUX IPPEKTOB.

VHTEeHCHBHOCTD MPOTEKaHUsI OMOXMMHUYECKHX MPOIIECCOB OMpe-
nensiercss GyHKIHMOHUPOBAaHHEM (EPMEHTHBIX CHCTEM KieTKu. Pery-
JISIMS Ke ACATENILHOCTH (PePMEHTHOTO anmnapaTa KJIeTKH OCYILECTBIIS-
eTcs MO0 M3MEHEHUEM KaTalUTHUYECKOH aKTHBHOCTH (PepPMEHTHBIX
MOJIEKy (OBICTPBIH MEXaHU3M PETYISLUH), JINOO MyTeM U3MEHEHHS
KOHUIeHTpauuu (pepmenTa (0oee MeIICeHHBIN MEXaHU3M PETYJSIHN).

Paznuyarot cneayromye ypoBHH pETyJIsIINY OMOXUMUYECKUX MPO-
LeCCOB uepe3 (pepMEeHTHBIE CUCTEMBI KIIETKH:

1. M3MeHeHHe KaTaIMTHYECKON aKTHBHOCTH (DEPMEHTOB BCIEI-
CTBHE U3MECHEHHSI CBOWCTB OKPY’KalOIIEH UX Cpelbl.

2. V3meHeHue KaTaJUTHYECKOW aKTHMBHOCTH PErYIHPYIOLIHX
(hepMeHTOB.
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3. V3MeHeHHe WHTCHCUBHOCTH CHHTE3a ()EPMEHTHON MOJICKYJIbI
TIOJT BIIMSTHUEM METa0OJIMTOB (B OCHOBHOM Y TIPOKApHOT).

4. W3meHeHue (QyHKIMOHUPOBAHUS (EPMEHTATHBHOW aKTHBHO-
CTH KJICTKU TOJ| BJIUSHUEM TOPMOHAIBHON IHIIOKPHUHHOW CHUCTEMBI
Y BBICHINX OPTaHHU3MOB.

Anmumemadonumsl — 3TO KOHKYPEHTBI MPUPOIHBIX CyOCTpa-
TOB. B opranm3me nociieiHue NPUBOIAT K TOSBICHUIO aHOMaJIbHBIX
COCTMHEHHUN, TOPMO3SIIINX IPOTEKAHHE OTPEIETICHHBIX MPOIIECCOB
MeTtabonu3Ma. HanpuMep, aHaloru HyKJICMHOBBIX OCHOBAaHUN MOTYT
MIPUBOUTH K CHHTE3Y TaKUX HYKICHHOBBIX KUCIIOT, JaJIbHEHIINN Me-
TabOIM3M KOTOPBIX OKa3bIBaeTCS OIOKMPOBAHHBIM JTHOO B CHITY MCKa-
JKCHHSI CaMOU CTPYKTYPbI 3THX COCIMHEHHM, JINOO M3-3a OTCYTCTBHS
(hepMEeHTOB, CIIOCOOHBIX KaTaJIM3UPOBaTh UX MEeTa0oIH3M. TakuMm Iry-
TEM yJaeTcs 3aJepKaTh pa3BUTHE HEKOTOPBIX 370Ka4eCTBEHHBIX HO-
BOOOPA30BaHUi, 3aCTaBJIsIs KIETKY, BKIIOUAIONIYIO aHAJIOl, CHHTE3H-
poBath JIHK, xoTOpasi oka3bIBaeTCsl B pe3y/IbTaTe TAKOTO BKIFOUCHUS
HE CTIIOCOOHOM K peTyTUINKaIliH.

CynbhaMuIbl TPENCTABISMIOT COOOM TIPOM3BOAHBIC, ITOXOXKHE
Ha MapaaMHUHOOCH30MHYI0 KHUCJIOTY, BXOSIIY B COCTaB KOPEpMEH-
TOB (poTHeBOil KUCIOTH. KOHKYpeHTHOEe TopMOXKeHHe CHHTe3a (OITH-
€BOM KUCJIOTHI IIPEMATCTBYET CUHTE3Y ONPECICHHBIX MUKPOOPTaHH3-
MOB. DTO CBOMCTBO JIGKUT B OCHOBE UX OAKTEPUITUIHOTO JICHCTBHSL.

depMeHTHI B MEAHUIIMHE UCTIONB3YIOTCS JUTsl DH3UMOANATHO CTUKH
1 sH3uMOTepanuu. Jedhekr pepMeHTOB MOXKET ObITh MPUUUHON MOJIC-
KYJISIPHOH MaTOJOTHH.

Ou3umonamonozuss — pas3ie’ MEIAWIUHBI, U3ydJalonuii 3a0oJe-
BaHUs, CBA3aHHBIC ¢ HAPYIICHHEM (PYHKIIMOHUPOBaHUS (DEPMEHTOB,
TO €CTh HApPYyIICHUEM CHHTE3a WM H3MEHEHUEM aKTUBHOCTH (PepMEH-
TOB.

Paznuuator cneayronme TUIIbl JH3UMONRAMUIL:

1. Hacrneocmeenuvie snzumonamuu. ViMeeT MeCTO BpOXKICHHAS,
TeHETUYECKH OOyCIIOBIIEHHAs] HEJOCTATOUHAS! aKTUBHOCThH (pepMeHTa
WM TIOJIHOE BbINaJicHUue cuHTe3a (hepMeHTa (Harmpumep, (EeHUIIKETOo-
HYypHUsl, TAJIAKTO3EMUSI, AIKAUTOHYPUSI, HAPYIICHUS CBEPTHIBAHUS KPO-
BH, TIIMKOTEHO3HI H JIp.)
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2. Toxkcuueckue sH3umonamuy. PazBuBaroTCs mMpHu BO3JIEHCTBUU
Ha OpraHu3M TOKCHHOB MH(EKIIMOHHBIX areHTOB, TP MEPET03UPOBKE
JIEKapCTBEHHBIX MPENaparoB.

3. Anumenmapnuvie (nuwjegvle) su3umonamuu. BO3HUKAIOT TpU
HEIOCTaTOYHOM TOCTYIUIGHHH B OPraHM3M BHUTaMHHOB, MHUKpPOAJie-
MEHTOB.

4. Dusumonamuu, céazammvie ¢ HaApYUWeHUeM opeanuzayuu gep-
MEHmMHBIX npoyeccog kiemxu (HApUMeEp, BCJICIACTBUE HapyIICHHUS
KPOBOCHAOKEHHUs TKaHEH )

TepMUHOM «dH3UMOOUACHOCMUKA» 0003HAYAIOT OMpEACTICHNE
AKTHBHOCTH (DEepMEHTOB B OMOJIOTMUECKUX OOBEKTax (KPOBH, MOYE,
KETYJOYHOM COKE, OMONTHYECKOM MaTepHaje) ¢ LeNbI0 MOCTaHOBKH
JMarHo3a 3a0oJieBaHusl, a TaKKe MCIOJIb30BaHMs (DEPMEHTHBIX Tpe-
MapaToB B KaYeCTBE PEAKTHBOB IPU MPOBEICHUH Pa3INYHBIX OHOXU-
MHUYECKUX aHAJTU30B.

DOH3UMOIMATHOCTHKA OCHOBaHAa Ha HEPaBHOMEPHOM, HHOTJA
crennpuuecKoM pacnpeseneHinn GepMeHTOB (M30(epMEHTOB) Cpean
Pa3NUYHBIX OPraHOB M TKaHEH, B KIETKAaX KOTOPHIX OHH (YHKIHO-
HUPYIOT, IPH 3TOM B HOPME UX aKTHBHOCTb B KPOBU OBIBACT HHU3KOM
WK cOBceM He ompeaesiercs. [loBbieHre akTHBHOCTH (PepPMEHTOB
B KPOBH YKa3bIBa€T Ha MATOJIOTHIO OpraHa, KOTOPBIH ATHM (pepMEHTOM
0Cco0eHHO OoraT MM KOTOPBIH €ro MpoAyLHpYeT. B chIBOPOTKY KpoBU
(epMEeHTHI TOCTYNAIOT U3 KJIETOK OPraHoB, a U3 KPOBH B HEKOTOPOM
KOJIMYECTBE M B MOYY.

[Ipu natonoruu B CHIBOPOTKE KPOBU MOTYT HaOJIIONATHCS CIIEAYIO-
[IMe N3MEHEHHS B COIEPKaHUU ()epPMEHTOB:

a) runepepMeHTEeMHsI — BO3HHKAET BCIEICTBHE YCHICHHOTO
MOCTYTIJICHUS] JEPMEHTOB B KPOBb U3 KJIETOK ITOPAKCHHON TKaHM;

0) runodepmenTeMuss — HaOMIOAaETCS IPHU HAPYLICHUU CUHTE3a
OIIpE/ICNICHHBIX (PEPMEHTOB;

B) TOSIBJICHHE B CHIBOPOTKE KPOBH (DEPMEHTOB B HOPME OTCYT-
CTBYIOIIMX — BO3HHMKAET MPH HAPYLICHHH THCTOreMaTHIecKux Oapbe-
POB WU BCIICACTBUE YCHIICHHOTO aJallTABHOTO CHHTE3a (DePMEHTOB.

[ox ¢pepmenTHBIMU (M30()ePMEHTHBIMHU) CIIEKTPaMH MOIpa3yMe-
BaIOTCsI rpymIibl hepMeHTOB (M30(pepMEHTOB), KOTOPBIE OMHOBPEMEH-
HO OTIPEACIISIIOT Y OONBHBIX B TUarHOCTHUECKUX 1eisix. OnperneneHue
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(epMEHTHBIX CIEKTPOB B CPaBHEHHH C OTACIbHBIMH (pepMeHTaMu
YBEIUYUBAKOT BO3MOXKHOCTH SH3UMOJUATHOCTUKH.

IIpu paxure B CBIBOPOTKE KPOBU YBEIMYMUBAETCS AKTUBHOCTH
(depmenTa menoyHoit ocdaraspl, IpH MOPAKSHUN TTOHKETYI0UHON
KeJe3bl — aMuJIa3bl, IPH HHPApKTe MUOKapaa — KpearuHpochoku-
Haszel (m30epment MB), AcAT, JI/T, npu 3a00ieBaHUSAX CKEIETHBIX
MBI — KpearnHpochokunassl (n3odpepmeHT MM).

IIpu pake npeacrarenbHON XKeJle3bl YBEIUUUBACTCS B CBIBOPOTKE
KpPOBH aKTUBHOCTBH KHCJIOH (hocdaraspl, Mpu MOPaKEHUH CIIOHHBIX
Kelle3 — aMuIIasbl, pu 3adosneBanusx nedenu — AnAT, JI/ALs, op-
HUTHHKapOoMauaTpancdepassl U Ap., IPH NaTOIOTUU MOYEK — TITH-
LUUHAMUAUHOTPaHChepassbl.

MexaHn3Mbl HHTHOMPOBAHUS JIEKAPCTBEHHBIMH BEIIECTBAMU pPa3-
JUYHBL. DTO MOXET ObITh KOHKYPEHTHOE HHI'MOUPOBAaHUE BCIIEACTBUE
CTPYKTYPHOTO CXOJCTBa JIEKAPCTBEHHOTO Mpemnapara ¢ cyOcTparoMm
(depMeHTa MM HEKOHKYpeHTHOe MHruOmpoBanue. Hampumep, kom-
IIeKco00pa3oBareb, CBA3bIBas HOHBI METAIJIOB, JIUIIAET (DEPMEHTHI
BIIMSTHUSI aKTHBATOPOB.

[IpousBoaHbIE BUTAMUHOB (MX CTPYKTYPHBIC aHAJIOTH) MPETsT-
CTBYIOT 00pa30BaHMIO €CTECTBEHHBIX KO(PEPMEHTOB, CHUXKAsl aKTHB-
HOCTh COOTBETCTBYIOIIMX (PEPMEHTOB. DTOT MEXaHH3M C YCIEXOM
WCTIONIB3YeTCS Ul TOJABICHUS MeTaboin3Ma MHUKPOOHOW KIIETKH,
HampuMep, NPy NPUMEHEHUH MPOM3BOIHBIX HapaaMUHOOCH30MHOM
KHUCIIOTHI (Cyab(aHuIaMUIbl) WIM U30HUKOTUHOBOM KHUCIOTHI (IIPO-
TUBOTYOEpKyJe3Hble mpenaparbl). JIekapcTBEHHbIE BEILIECTBA MOTYT
WHTUOMpOBaTh OMOCHHTE3 (PEPMEHTOB, BMEIIMBASICh B 3TOT MPOLECC
Ha CTaJusIX TPAHCKPHUIIIMHU, IPOLECCHHIa WM TPAHCISALUH, MO100-
HBIM JICHCTBHEM 001aJal0T aHTUOUOTHKH.

JlekapcTBeHHBIE BELIECTBA MOTYT CIOCOOCTBOBAaTh YCHJICHHUIO
KaTabOJIMYECKON aKTUBHOCTH (DEPMEHTOB, OKa3blBasi CBOE JICHCTBHE
4yepe3 pPasiU4YHbIE MEXaHU3Mbl. Tak, BUTAMUHBI, B KayecTBe Je-
KapCTBEHHBIX CPENICTB, CTUMYJIHPYIOT 0Opa3oBaHHE KO()EPMEHTOB,
BKJTIOUAIOIIMXCS B (DepMEHTHBIE MOJEKYNbl. [0TOBBIE KO(EPMEHTHI
U MHUKPOSJIEMEHTHI TaK K€ CIIOCOOCTBYIOT (hopMHUpoBaHHIO (hepMeH-
TOB — CJIOKHBIX OeNKOB. [OpMOHBI aKTUBHPYIOT (pEpMEHTHI uepes
BO3/ICHCTBHE HA HUX IPOTEMHKHUHA3BI, KAK alJIOCTEPUIECKOTr0 AP dek-
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TOpa WM yCUIUBAKOT OMOCUHTE3 PEPMEHTHBIX MOJICKYJI, BIIHSIS Ha Te-
HETUYECKHI anmapar sapa KJIeTOK. BO3MOXKHBI U MHbIE MEXaHU3MBbI
AKTUBUPOBaHUs (DEPMEHTOB, HAIIPUMEP, IIPU AKTUBUPOBAHUU IEIICH-
HOI'€Ha COJISIHOM KHCJIOTOM.

@epMeHTHasE TEOPUS JIEKAPCTBEHHBIX BELIECTB MCXOAUT W3 TOTO,
YTO JIEKAPCTBEHHBIE IpEIaparhbl, IOCTyNasi B OpraHu3M, BO3AECHCTBY-
0T Ha (PEPMEHTHBIA anmapar KJICTKH, CICICTBHEM YEro SIBISIFOTCS
OIpEJICIICHHBIC CIABUTM B OOMEHHBIX MPOIIECCaX, CIIOCOOCTBYIOIINE
BBI3IOpOBIICHUIO. JleiicTBHE JICKApCTBEHHBIX CPEJICTB Ha ()ePMEHTHBIC
CUCTEMbI MOXET BhIPAXKAThCS B aKTUBHPOBAHWUY WM UHTMOUPOBAHUY.

DH3umomepanueti Ha3pIBACTCS UCIIOIL30BAHHE B JICUSOHBIX IIEIISX
(bepMEHTOB U JICKAPCTBEHHBIX CPEACTB, BIMSIOIINX HAa aKTUBHOCTH
(bepmenTOB. {7151 SH3UMOTEpANTUU MPUMEHSIOT (DepPMEHTHBIE Mpernapa-
ThI, KO)EPMEHTHI, aKTUBATOPLI U UHTUOUTOPHI pepMmeHToB. [Ipu aTOM
HCIOJB3YIOT (PEPMEHTHBIC TIPENaparhl, BBIMOIHSIONINE 3aMECTUTEI b
HYIO pOJIb.

MHorue neKapCcTBEHHbIC BEIECTBA MOI'YT MHTMOMPOBATh aKTHB-
HOCTh (DEPMEHTOB. DTO MOXET ObITh KOHKYPEHTHOE WHTHOUPOBAHUE
BCJIEJICTBME CTPYKTYPHOIO CXOJCTBAa JIEKAPCTBEHHOIO IMpernapara
Co CTpyKTypol depmenTta. BemiectBa, sBIstONIMECS KOHKYPEHTaMU
€CTECTBEHHBIX CYOCTPATOB HA3bIBAOTCS AHTHMETA00IUTaAMU

«BUTAMHHbI»

I'naBa 1. BonopacTBoprMble BUTAMHUHbI

Bumamunbl — 3T0 OpraHMYecKUe HU3KOMOJIEKYJSIpHBIE OHOIIO-
TMYECKH aKTUBHBIC BELIECTBA, HE CHHTE3UPYIOLIMECS B KIETKaxX op-
raHu3Ma 4esoBeKa (32 MCKIIOYEHHEM HECKOJbKHX), MOCTYHAroLIne
13 BHEIIHEH Cpebl M NIPUHUMAIOIIKE yJacTHe B OMOIIOTHYECKOM Ka-
Tanu3e, MPoLeccax pocTa U BOCIIPOU3BEACHUS.

HcTounnkaMy BUTAMUHOB SIBJISIFOTCS TIMIIEBBIE POAYKTHI, 8 TaK-
K€ CUHTE3 UX MUKPO]IOPOil KHIIEUHHKA.

B opranusme uenoBeka CUHTE3UPYIOTCs: BUTaMUH PP B meuenu
n3 tpuntodaHa u BUTaMuH J; (B IEUEHH M KOXKE) U3 XOJeCTeprHa,
B IIEYCHU M3 KapaTHHOMJOB BO3HMKACT PETHHOJI, a TAKXKE B HEOOIb-
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moM KonmdecTBe (mpubmmsurensHo 20 %) oOpa3yercst XonuH (B co-
cTtaBe JenuTuHOB), B, B,, B¢, B,,, PP, honmesas xucnora, nanroreno-
Bas KucjoTa, K, OMoTuH.

[IpoBuTamMuHAMH HA3BIBAIOTCS TPEIIICCTBEHHUKH BUTAMHHOB.
[IpoBUTaMHHOM SIBIISIETCS JJIS1 PETUHONA — KapOTHHOW/IBI, JIJIsl BUTA-
MuHa J; — 7-1eruapoxXonecTepuH, 1 BUTaMuHa [, — sprocrepus.

HeszamennmbpiMu (pakTOpaMu MUTAHUS SBIAIOTCSA: BUTAMHHBI, 3C-
CEHIMAIILHBIC aMIUHOKHCIIOTHI M dKHUPHBIC KUCIIOTHI, MUHEPAITbHBIC BE-
IeCTBa, MUKPOIEMEHTHI, BOJIA.

CyTtouHas TOTpeOHOCTh U3MEPSETC MIIIUTPAMMaMHK | JIaXKe MH-
kporpammamu. Tak, B3poCiibiM B cyTKH HeoOxoaumo 50-100 Mr BuTa-
muHa C, 1- 2,5 Mr domueBoit kucinoTsl, 150-250 Mkr 6moTHHA, 2-5 MKT
koOanamuHa. [loTpeOHOCTh YenoBeka B BUTAMUHAX 3aBHCUT OT BO3-
pacTa, KadecTBa NMHUTAHUS, COCTOSIHUS OpraHU3Ma, YCIOBUH KU3HU
U 1eATEIbHOCTH.

B HOMeHKIaType BHUTaMHHOB HCIIOJIB3YyeTCs OOO3HaueHWe U K
OyKBaMU JIATHHCKOTO an(aBUTa, MIPUMEHSIOTCS Tak)Ke HaMMEHOBa-
HUS, OTPAXKAIONINEe WX KIMHUYECKOE NEHCTBUE, MHOTJA B HA3BaHUH
OTpaXkatoT XUMHUYIECKOE CTPOCHHE M PACTIPOCTPaHEHHOCTh BUTAMHHA.
Hanpuwmep, B,,— kobanamMuH — aHTHaHEMHYECKUW BUTaMUH, B, —
THAMUH — aHTHHEeBpUTHEIHA, PP (B;) — HukoTHHOBasA Kucmora (Hua-
[IWH) — aHTHIEJUIATPUIECKUI BUTAMUH.

Buramunbl AensSTCS HA BOAOPACTBOPUMBIC U KHUPOPACTBOPUMEIE.
K sooopacmeopumvim otHOCsATCs B,, B,, By, B,,, B;s, PP, C, Ouorun,
MAHTOTEHOBAsI KUCIIOTA, (POJIMEBAsT KUCIIOTA, JIUTIOSBAst KUCIIOTa, MHOT/IA
TaKKe XOJIMH, UHO3UT U JIp, K arcupopacmeopumvin — A, I, E, K, F.

BuramMuHOMOM0OHBIME BEIIECTBAMU CUUTAIOT XOJIMH, UHO3UT, JTH-
MOCBYIO KHUCJIOTY, BUTaMUH B,s, BuTamuH U, KapHUTHH, YOUXHUHOH,
OpOTOBYIO KHCIIOTY.

Tunogumamuno3zvl — HEAOCTATOYHASI 00CCIICUCHHOCTh OPTraHM3-
Ma BUTaMUHAMH, d8UMamMuH03 — COCTOSHIE, BO3HUKATOIIEE TPH TI0J-
HOM TPEKPAIICHUH MMOCTYIUICHUSI BUTAMUHOB B OPTaHU3M, cunepsi-
MAMUHO3 — COCTOSIHUE, BOSHUKAIOIIIEE TIPU YPE3MEPHO OOIIBIIIOM I10-
CTYTUICHUW BUTAMUHOB, NOJUASUMAMUHO30M HA3BIBACTCS COCTOSHHE,
Pa3BHUBAIOIIEECS BCIIEICTBUE MPEKPAICHNS TIOCTYTIIICHHUS B OPTaHI3M
HECKOJIbKUX BUTAMUHOB OTHOBPEMEHHO.
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HenocratouHocTs BUTaMHHHOW (YHKIMH B OpraHU3ME MOXKET
BO3HHKATh BCIJEICTBHE HEAOCTATOYHOCTU MOCTYIUIEHUS BUTAMUHA
C NHIIEBBIMH NPOAYKTAMH, W3MEHEHUS HOPMaIbHOW MHUKPOQIOPHI
KHLIEYHUKa (3200JIeBaHUS JKEITyIOYHO-KUIIEUHOIO TpaKTa, MOJaB-
JICHHE HOPMAaJbHOH MHUKPOQIIOPH! JIEKApCTBEHHBIMHU IIperapaTaMu,
HapyILIeHUs1 BCACBHIBaHMSI, HAIPUMED, KUPOPACTBOPUMBIC BUTAMHHBI
[IPU TATOJIOTUH TEYCHH, HApYLICHUE TPAHCIOPTHPOBKH BUTAMUHOB
KpOBBIO, HapylIeHUE MPEBPALCHNs] BUTAMUHOB B aKTHBHYIO (QOpMY
(KodepMeHTBI), HapyIlIEHHE B3aMMOJCHCTBUS KOepMEeHTa ¢ OeITKOM,
HapylIeHne cuHTe3a OEJIKOBOM yacTh epMeHTa, a TAaKXKe BCICICTBHE
BO3/IEHCTBUSI aHTUBUTAMUHOB.

Conep:kanue BUTaMHHA BbIpaxkaercst B el. win Mexa. ex (ME),
WHOT/A B YCIOBHBIX €IUHHLAX.

B opranuszme OONBLIIMHCTBO BUTAMHHOB MPEBPALIAIOTCS B CBOH
aKTHBHBIE (OPMBI — KO(PEPMEHTHI, COCAUHSIOMINECS CO CIELHalb-
HBIMHU OenkaMu ¢ 00pa3oBaHHEM OMOJOTMYECKHX KaTalu3aTOpPOB —
(hepMeHTOB.

W3 opranusma ¢ MOYOH MOCTOSHHO BBIJACISIOTCS NPOIYKTHI METa-
Oonmzma (merpananun) GepMEeHTOB U BATAMUHOB, B HEKOTOPOM KOJTH-
4eCTBE U CBOOOIHOM COCTOSIHUM.

AHTHBUTAaMHUHAMHU Ha3bIBAIOTCS BEILECTBA, yMEHbIIAIOMNE OHO-
JIOTHYECKYIO0 aKTUBHOCTH BUTAaMHUHOB. OJTHM aHTMBUTAMHHBI SIBJISIOT-
Csl CTPYKTYPHBIMH aHAJIOTaMH BUTaMHHOB M KOHKYPEHTHO IpPEIsiT-
CTBYIOT 00pa30BaHUIO AKTUBHBIX ()ePMEHTOB (OKCUTHAMUH, H30HUKO-
THUHOBAsI KUCIIOTA, 1€30KCUITUPUAOKCHH, OKCHONOTHH, aMUHOI-TEPHUH,
cynbhaHUIaMUAHBIE TIpenapaTsl). Jpyrue aHTHBUTAMUHBI SBIISIFOTCS
(epMeHTaMu ¥ MOTYT pa3pyliarh BUTAMHHBI (THaMUHAa3a, ackopOa-
TOKCHU/1a3a) WM JK€ aHTHUBUTAMHHBI (HallpuMep: 0eJIOK aBUIOH MOKET
CBSI3bIBAaTh BUTAMHH (OMOTHH), IpeNOTBpalias TeM caMbiM 00pa3oBa-
HHUE COOTBETCTBYIOIIETO (DEPMEHTA).

TuamuH, aHTUHEBPUTHBIHI, AHEBPUH, aHEHPUH

N/t[ CH, ———— ]\1 ‘ CH;
\N NH, . CH,- CH,- OH
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B opranusme npespamaercs B kodpepmenT — TJ{D — Tramunu-
docdar), TIHHO — TI/IaMHHnI/IpO(l)OC(baT

CH, —
J\/t[ o o
CHQCHzOPOPOH

OH

Burtamun B, B coctase T® (TIID) yyacTByeT B OKHCIUTEIEHOM
JeKapOOKCUIMPOBAHUU O-KETOKHCIOT (IMPOBHHOTPATHON KHCIIOTHI
(IIBK), a-keTormyTapoBOH KHCIOTHI), a Tak K€ B TPAHCKETOIAa3HON
peaxuu, B HEOKUCIUTEFHOM IeKapOOKCHIMPOBAHIH TUPYBaTa.

[Ipu B, aButammuose (Oepu-Oepu) HaOIrOAAETCS MOIMHEBPUT,
arpousi MBIILIEYHONH TKaHW, HapylIeHHE JesTeNbHOCTH Cceplua,
KETYIOYHO-KUIIEYHOTO TPAaKTa, MOTYT OBITb CyIOpOTH, MapajnyH,
B KPOBH COJIEpKaHUE O-KETOKHCIOT M NMHUPOBUHOTPATHON KHCIIOTHI
(I1BK) noBsI111€HO.

Borarbel BuTamuHoM B, nposkiku, HEOUHIIEHHBIH pUC, MyKa rpy0o-
ro nomona, nedyenb. Cytounasi morpedHOCTh 1-3 MT.

JexapOOKCHIMPOBAaHUE M OKHCICHHUE O-KETOKHCIOTHI NPH y4a-
ctuu TIID.

R R
R\ HS-Koa CHs
J\ J\ _2H+ CZO
l
COOH H SKo A
npomesxrc.
coeounenue

TIA®D B KauecTBe KOPEpMEHTa BXOAUT B COCTaB ()EPMEHTOB IH-
pyBaTAEruIpOreHasbl, OKCONTyTapaTJeruIporeHasbl, TPaHCKETOIA3b,
MpyBaTaeKapOOKCHIashbl.

Pubodnasun
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OH OH OH
[ | \

CH,-CH -CH - CH - CH,OH

N, N
H,C s w//O

HC . NH
N Il

o

Buramun B, siBisiercst npenuiectBeHHUKOM KodepmenToB @MH
(pnaBurMonoHOHYKICOTH), DAL (PraBHHAICHUHINHYKICOTH]T)

B cocrare kopepmentoB ®MH n ®AJ] yuacTByeT B OKUCIUTEIIb-
HO-BOCCTaHOBUTENBHBIX peakiusx (nmepeHoc H'). CooTBeTcTBytomnme
(bepMeHThl — JIErHJIPOreHa3bl, OKCHIa3bl UMEIOT OO0Iee Ha3BaHUC
(raBUHOBBIC PEPMEHTHI.

OH OH OH ?
! | [

CH,-CH-CH-CH - CH,-O - P- OH
NV

| | /N
0
H,C N_ o w <
/w// 0=P-0-CH, v
|
OH

H.C Y NH
’ N I

o H H
(DAI[ OH OH

OH OH OH OH
CHCHCHCHCHOPO

Klli

[Topaxenne ma3 (kepaTuT), BaCKyJIsIpU3alysl pOrOBHUIIbI, KaTapaK-
Ta, NIOCCUT CTOMATUT, IEPMaTHT.

OH
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Borarbl pubodnaBuHOM IPOXIKH, IEYEHb, ChIP, MOJIOKO H JIpyTHE.
CyTtouHasi TOTpeOHOCTD 2 MT.

PazHoBuHOCTSIMU BUTaMHHA B SBISIOTCS MUPUIOKCUH (TIUpPU-
JIOKCOJ), MAPUIOKCANb, TUPUIOKCAMHH.

Burtamun B, (mupuaokcuH, aHTHAEPMAaTUTHBIN) MPEAIECTBEHHUK
koepmenta nupunokcaabpocdar (I1D).

B peakuusx TpaHcaMUHMPOBAaHHMS aMHHOKHCIIOT, AeKapOOKCHIIN-
POBaHMsI aMHHOKHCIIOT, B3auMornpeBpamernnu D u L — ¢opm amuHo-
KHCJIOT.

R- CH - COOH
|
H" - N
0 " i I
N/ 1
¢ 0 ' C-H 0
O I o) I
R-CH-COO - + 7 CH,-0-P-OH  _[,0 7 CH,-O-P-OH
NH; \ o \ OH
CH, N NH

Borarbl BuTamuHoMm B nposxoxu, 3epHOBBIE 1 0000BBIE TPOAYKTHI,
neyeHb. CyTouHasi moTpeOHOCTh 2-3 MT.

[TopaxeHne KoXU U HEPBHOM CHUCTEMBI. YBEJIMUHUBAETCS BbIETIE-
HHUE C MOYOH KCAaHTYPEHOBOW KHCIOTHI.

Burtamun B,, nnade Ha3piBaeTcs KoOaJlaMHH WJIM aHTUAHEMHUYE-
ckuii BuTamuH. OCHOBY MOJIEKYJIbl OKCUKOOataMuHa (mpupoaHas ¢pop-
Ma B,) cocraBisieT KOppHHOBBIN IUKJI, COCTOSIINX U3 YETHIPEX BOC-
CTaHOBJICHHBIX MUPPOIBHBIX KOJIEl, UMEIOLUINX pa3lndyHble OOKOBBIC
paaukainsl. B ieHTpe KopprMHOBOTO LIUKJIA HAXOAUTCS ABYXBAJICHTHBII
Co, coenMHEHHBI C KOPPUHOBOW CTPYKTYpOH OAHOH KOBaJIEHTHOM
CBA3BI0O U TpeMs KOOpAMHAIMOHHBbIMU. Ellle ofHOM KOoOpaMHALMOH-
HOM cBA3b0 CO COEAMHEH CO CTPYKTYpOH, aHAJIOTUYHOM HYKJIEOTH-
nam. Bropas xoBaneHTHas cBs3b K Co NIPUCOEINHSIET THIPOKCHIL.

W3 Buramuna B,, Bo3HuKaet 2 koepMeHTa, UMEIOLIHE TPYNIIOBOE
Ha3BaHHE «KoOasaMHUI» KO(EepMEeHT METHIKOOATaMuH, B €ro CTPyK-
Type rugpokcua y Co 3aMelleH Ha METalbHYI0 rpyniy (IOCTynaeT
ot 5-metunn — TI'®PK). DToT KopepMeHT y4acTByeT B METUIMPOBa-
HUM TOMOLIMCTEHHA U MPEBPAILEHUH €ro B MeTHOHHUH. BTopoii kodep-
MEHT — 5-71€30KCHaJICHO3MIIKOOaIaMHH, B €0 MOJICKYJIe THAPOKCHUII
y Co 3amellieH Ha 5-1€30KCHaACHO3HH, JaHHbII KOPEPMEHT y4acTBY-

35



€T B IPEBPAIICHUU METHIMAIOHOBOM KHCIOTHI B SHTAPHYIO, U B MPO-
I1ecce MpeBpalieHys BaTUHA B JICHIIHH.

Bremnum ¢axropom Kactna siensiercs kobanamun. BHyTpeHHM
¢daktop Kactna (TpaHCKOPHH) — 3TO TIMKOMPOTEH]T KEIYTOIHOTO
COKa, BBIPA0ATHIBACTCS B OOKIIAOYHBIX KIIETKAX CIIU3UCTOM HKeTy/IKa.
BuyTpennuii ¢aktop 0o0pasyet KOMIUIEKC ¢ BUTaMuHOM B, 0becre-
YuBas B JANbHEHIIIEM BCACHIBAHUE BUTAMHUHA.

B,, — aBUTaMHUHO3 TPEICTABISIET COOOH MEPHUITNO3HYIO METaI0-
OacTHUeCcKyI0 aHeMuio Anancona-bupmepa, HapyleHHs KPOBETBO-
PEHHUS CXOHBI TIPU 3TOM € TAKOBBIMH MPU HEAOCTATOUHOCTH (oJve-
BOW KHCITOTHI, TaK Kak u3-3a Jaeuimra kodaraMiHa MPOUCXOTUT O10-
Kaaa (oTHEeBO KUCTOTHI METUIILHBIMHU TPYIIIIAMHE ¥ TIOBBIIIICHHE BbI-
JICTICHUST METHIMATIOHOBOM KHCTOThI. HabmromaeTcst mopaxkeHue HepB-
HOU cUcTeMbl. JIaHHBIN aBUTAMIHO3 MOXKET BO3HHKATH HE TOJTBKO U3-3a
HETOCTATOYHOCTH BUTaMHUHA B, B MHIIe, HO U BCIIEACTBHE MATOIOTHH
Kemyaka (HapyleHre MPoayKIuy BHyTpeHHero paktopa Kactia).

BurtamunaoMm B, Gorarsl meueHs, Msico, peida, nkpa. CyTouHas mo-
TpeOHOCTH 2-5 MT.

OOH
H-(-OH
HO-C-H
H-C -OH
H- (é CH;
H,-0-C-CH,-
H;

Butamun B, sBusercs B opraHu3Me HCTOYHHKOM METHIBHBIX
Py B PEaKUUSIX TPAHCMETWIMPOBAHUS, [1O-BUAMMOMY y4acTBYET
B CHHTE3€ KpeaThHa U BO3MOXKHO Apyrux coeauHeHuil. [lpemapar B
MIPUMEHSIOT TIPY JKUPOBOH MHQIIBTPAIINH TIEYCHH, TaK KaK OH 00Ja-
JIAeT JIUTIOTPOIHBIM JICHCTBUEM.

[TanramMoBoOli KUCIIOTOM OOraThl APOXKKH, TIEYCHb, CEMEHA pacTe-
Huit. CyTo4Has moTpeOHOCTh HE YCTaHOBJICHA.

PasnoBuaHOCTAMU BuTaMuHa PP SIBISIFOTCS HUKOTMHOBAsI KHCIIO-
Ta 1 HUKOTUHAMU/.

W3 Buramuna PP Bo3aukaror HAJ 1 HAJI®

B cocrase HAJl u HA/I® Butamun PP ydacTByeT B OKUCIUTENIBHO-
BOCCTaHOBUTENBHBIX peakiusx. CooTBeTcTBytOIME (HEPMEHTHI
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JeTUIpOreHassbl, penykrasbl. Huanun nepeHocuT Bonoposa ¢ cyocTpa-
Ta Ha akuenTtop npu ydactuu HAJ{ uHAJ{®.

Baxueiimue nposiBnenuss PP aBuramunosa (memuiarpsl): aepma-
TUT, AUApesi, ICUXMUECKUE PacCTPOMCTBA (IEMEHITHS).

Buramunom PP 6orats! npoxoxu, medenb, oTpyou, Myka rpyooro
nomodna. CytouHast morpeOHOCTh 15-25 mr.

BoccranosnenHo# Gopmoii acKOpOMHOBOW KUCIIOTHI U OKHUCIICH-
HOM (IeruApOaACKOPOMHOBAS KUCIIOTA).

Buramunn C xak ko(akTop COBMECTHO C KEJIE30M y4acTBYET B I'i-
JIPOKCUIINPOBAHUY JIM3MHA W TPOJIMHA, HEOOXOIUMBIX U CO3peBa-
HUS KOJUIareHa.

[Ipu HemocraTtounoctn ButamuHa C pa3BHUBaeTcs IHUHTA (CKOp-
OyT). Cocyapl CTaHOBATCS XPYIIKUMH U IPOHUIIAEMBIMHU, OTMEYAIOTCS
KPOBOM3IIUSIHHS Ha KOXKE, BO BHYTPEHHUX OpraHax, OTE€K KOHEYHO-
CTel, KPOBOTOUMBOCTh JECEH, BbINaJicHHE 3yOOB, CHIKCHHUE COIPO-
THUBIISIEMOCTH K HHEKIIHSIM.

Haspanne BuTamumHa (homeBOM KHCIOTHI MPOWUCXOJUT OT JIar.
«pomuym» (JTUCT), YTO MOJUEPKHUBACT OOraTCTBO STUM BHUTAaMHHOM
JUCTHEB pacTeHU. ButamuH QonmeBas KMCIOTa Ha3bIBAETCS TaK XKe
(honaunH WM NTEPOMIITITY TAMUHOBASI KUCIIOTA.

B cocras MoneKyItbl BUTAMHHA BXOJISIT TPOU3BOIHOE NITEPUIHHA (TITe-
puH ) mapaamuHoOeH30tiHas kucnota (1), mmyramuaoBast kuciora (I10).

[IpeBpaienne BUTaMHHA MPOUCXOIUT MYTEM €r0 BOCCTaHOBIIE-
Husa 4 atomamu H', npucoennHSOMMUMUCS K NTEPUIAUHOBOMY SAPY
B 5,6,7 1 8 MOJI0KCHUSX.

I
|
I

&> COLNH-CH-(CH,),- COOH
|

COOH

A J

Y Y

I II I

®domnarmua — ero kodepMeHTHas (popMma yJacTByeT B IepeHoce
OZIHOYTJICPOJHBIX ()parMEeHTOB, @ UMEHHO — B MpoIliecce OMOCUHTE3a
MyPUHOB, THMHHA, METHOHHHA (U3 TOMOILIMCTEHNHA), CCPHHA.
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Kodepment TI'®K mnepeHocut criemyromuye OJHOYIIIEPOTHBIE
(parMeHTBl MOJIEKYIT
NH

' y/ Z
CH; CH, - OH ¢ n &-n
MeTHII THIPOKCUMETHIT bopmu 'bopmumuH
CH, CH
MCTUJIEH MECTEHUIL

[Ipu ¢onueBoll HEAOCTATOYHOCTH PA3BUBACTCS MeEranoOiacTu-
YyecKkasi aHEMMsI CO CHIDKEHHEM B KPOBU PUTPOLIUTOB, JEHKOLUTOB,
TPOMOOLIUTOB, YTO SIBJISICTCS PE3YJIBTaTOM YTHETCHUs Mponrepaniuu
KpOBETBOPHBIX KJIETOK U3-3a TopMokeHust cunTe3a JJHK, Bcnencraue
HapyIIeHUs: 00pa30BaHus IIyPUHOBBIX OCHOBAHUM M MOXKET IIOPaXKaTh-
Cs1 JKEITYIOYHO-KHUIIIEUHBII TPaKT, KOXKa, pENpPOTyKTUBHBIH armapar.

JlaHHBI aBUTaMHMHO3 BO3HHMKAET IPU TSHKEIOM IMOPAKEHUH KH-
LIEYHUKA U JUTUTEIEHOM JICUCHUH aHTHOMOTUKAMHU, TaK KaK OpraHu3M
obecrieynBaeTcst POIMEBOM KUCIOTOM BO MHOTOM 32 CYET CHHTE3a €¢
KUIIeYHON MUKpouiopoit. DoaliHOM OOraThl JIMCThS PACTEHUM, 0CO-
OCHHO LINUHAT, APOKKH, 1TedyeHb. CyTouHast noTpedHoCTh 1-2,5 MT.

CH,

e

H, H-CH; - CH, - CH; - CH, - COOH

S -8

JlumoeBast KHCJIOTA SIBJISICTCSI BUTAMHHOM, BBITIONHSCT (DYHKIIUIO
Ko epMeHTa, COSANHSIACH C €-aMUHOTPYIIITON JIM3UHA hepMEHTA.

JluroeBas KUCIIOTA YYACTBYET B OKHCIHUTEILHOM JIEKapOOKCHIIH-
POBaHHH (l-KETOKHUCIIOT.

Ero 6orater mpoxokn, iedeHb. CyTodHas MOTPEOHOCTD 1-2 MT.

OH CH; OH
CH7- C CH-CO-NH - CH, - CH, - COOH
CH_;

[TanToTeHoBas kuciora (o, Y AUTHAPOKCU-P,B-AUMETHI-0y THPHIT
B-amanun). [IpenmecTBeHHuK kodH3UMA A, 4-pocdonarerenna.
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B cocrase KO(l)CpMeHTOB MaHTOTCHOBAsA KHCJIOTAa YYaCTBYCT
B IepeHOCE aIUJIbHOM T'pyIminbl, B aKTUBUPOBAHUU KUPHBIX KHCIIOT,
HUX OKHUCJIICHUMHM U CHHTC3C, B CHUHTE3C CTCPOHI0B, B O6paSOBaHI/II/I
" paClICIJICHUN JIMMOHHOM KMCJIOTHL.

MOJ'ICKyJ'Ia KO3H3MMa A COCTOUT M3 aJICHUHa, pI/I6OSBI, TpEX OCTar-
KOB (I)OC(I)OpHOfI KHCJIOThI, MMAaHTOTEHOBOM KHUCIIOTHI U THOATAHOJIaMUHA.

v NH,
7/ \n
0 0 OH CH; 0 0 J|
I IR I I
HS-CH,- CH,-C-H,C-H,C-HN-C-HC-C-H,C-0-P-0-P-0-CH,
| | |
CH, OH OH
o H
ua-;“-o OH

oH

[Ipy maHTOTEHOBOW HEAOCTATOYHOCTHU (B AKCIIEPUMEHTE) HAOIIO-
JlaeTcsl Mopa)keHNe KOKHOTO U BOJIOCSIHOTO MOKPOBAa, HEPBHOM cUCTe-
MBI, KEJTYIOYHO-KHUIIEYHOTO TPaKTa, dHIOKPUHHBIX XKele3, cepila,
MOYEK, CHHKEHHE aJalTallHOHHBIX BO3MOKHOCTEH OpraHu3Ma.

B mepeBozme c rped. «IMaHTOTEH» O3HA4YaeT «IOBCIOMY». ITO
MOTYEPKUBACT IIMPOKOE paclpOCTPAHEHHE BUTAMHHA MaHTOTEHO-
BOM KHCIJIOTHI B PACTUTENIbHBIX, )KUBOTHBIX U MUKPOOHBIX OOBEKTAaX.
OcobeHHO Oorarhl JaHHBIM BUTAMUHOM LIBETOYHAS MBUIbLA, HEKTaP,
JPOYKAKH, N€YEHb, 3HAUUTENBHOE KOJMYECTBO COAEPIKUTCSA U B 3€Je-
HOM T'OPOIIIKE.

buortun (Butamun H, antuceOopeiinblii BUTAMUH).

A

| |
HC—— CH
| |
CH - CH, - CH,~ CH,~ CH,~ COOH

N/
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KodepmeHT OMOUTHH BO3HUKAET MPU B3aUMOACHCTBUN BUTAMU-
Ha OMOTHHA C €-aMUHOTPYIIION JTH3MHA arnoQepMeHTa.

0
[

NH /\NH

CH, - CH,— CH,— CH,— CO — NH — (CH,), — CH — COOH
|
S NH,

VYuyacrByer B aktuBaiuu U nepeHoce CO,, peakiusx KapOOKCH-
JUPOBaHUs M TpaHckapOokcunupoBanus. C ero yqyacTueM mpoTeKaeT
OounocunTe3 KUpHBIX KUcHoT, [IIYK — maBeneBOoykCyCHOH KHUCIOTHI
(u3 IIBK — nupoBHHOTpaHOM KUCIIOTHI), MPEBPAILIEHUH TPOITUOHO-

BOM KMCJIOTBI B IHTApHYIO.
o
19) Il

I N

KodepmeHT OMOLMTHH BXOAMT IIABHBIM 00pa3oM B COCTaB KO-
(hbepMeHTOB KapOOKCHIIa3.

OCHOBHBIMH TIPOSIBJICHUSIMH OMOTHHOBOW HEIOCTaTOYHOCTH SIB-
JSIIOTCA ACPMaTHT, MOpakeHHe HOT'TeH, Boioc, ceboppest.

Borarbl — apoxiKH, IeYeHb, SIMYHBIC KEITKH, 37TaKH.

CH3
CH,- S
éHz H;
CH NH,
OOH
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On sBIsIeTCS TOHOPOM METHIIBHBIX TPYII, KOTOphIE MOTYT HMC-
MOJIb30BAThCS TSl CHHTE3a KpeaTHHIUHA, METUOHUHA, XOJIMHA, OH MO-
XKeT 00Ja1aTh JIUIOTPOIHBIM ACHCTBHEM.

MHOro JaHHOTO BUTAMHHA B JINCTHSIX KaIyCThI, B CHIPBIX OBOLIAX
(cmapxka, cenbaepei) U 3eneHoM ropoiuke. C ycrexoM npuMeHseTcs
IIPU SI3BEHHOU OOJIE3HM JKETyIKa U IBEHAIIATUIIEPCTHON KUILIKH.

Burtamun P (pyTHH, IMTpHUH, BUTaMUH MPOHMLAEMOCTH) TpEl-
CTaBJsieT COOOH TPyNIy BelecTB, 0003HAYAIOMIMX 00IIee Ha3BaHHE
«Ono¢IaBOHOUIBDY. JTO PAaCTHTENbHBIE MONU(EHONbHBIE COEANHE-
Hus. K HUM OTHOCSTCS PyTHH, KBEPLUETHH, MENEpANH, SIHKATEXUH
u JIp.

Cunraercs, yTo OMO(IaBOHOMIBl TOHIKAIOT MPOHUIAEMOCTD
1 JIOMKOCTB KallWJIJISIPOB, YYaCTBYIOT BMECTE ¢ aCKOPOUHOBOM KHCIIO-
TOW B 00pa30BaHMM KOJJIareHa, a TaKkKe, HHrHOUpYs THAITypOHUA3Y,
MOBBIILIAIOT CTa0MIBLHOCTH OCHOBHOTO BEIIECTBA COEAWHHUTEIBHOM
TKaHH.

[Ipu uX OTCYTCTBHHU BO3HMKAIOT KPOBOM3IIUSHUS U KDOBOTEUCHHSL.

Borarbl — uepHomonHas psOuHa, YepHask CMOPOAMHA, JMCThS
Yast, ItMHoBHUK. CyTo4Hast HOTPeOHOCTD 25-50 MI

InaBa 2. YKupopacTBOopHMbI€ BUTaMHHBI

Bonpiioe xonnuecTBo BUTaMUHA A COAEpIKaT CIMBOYHOE MACIO,
MOJIOKO, SIMYHBIH KEITOK, 1e4YeHb TPECKH.

[IpoBuramuubl BUTaMuHa A — 0, B, Y — KapoTuHbBL. B Goibimom
KOJIMYECTBE OHU COIEPIKATCSI B MOPKOBH.

[lox neiicTBMEM KapOTHHANOKCUT€HA3b! (KAPOTHHA3BI) B-KapOTHH
IpeBpalaeTcsl B 2 MOJICKYJIbl BUTAMHHA A.

K BuUTaMuHy A OTHOCAT PETHUHOI, PETUHAJb, PETHHOEBAsI KHCIIO-
ta. buonoruueckas ponb BuTaMuHa A:

1) y4acTByeT B TEMHOBOM 3PEHUH;

2) peryaupyet audepeHIIpPOBKY SITUTEIUS;

3) HeoOXoauM i CTaOWIIM3AINH KIETOYHBIX MeMOpaH;

4) perynupysi CHHTE3 XOHIPO3THUHCY/b(aTa, BIUSET Ha POCT KO-
cTel, 3yO0B, CriepMaToOreHes;
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5) Binusiet Ha obpazoBanue T- u B-nmumdonunTos.

CHUMIITOMBI TUIIOBUTAMUHO32 A.

1) HapylieHue cyMepedHOro 3peHusl (reMepoJIONusl UIH KypruHast
CJIETIOTA);

2) cyXOCTbh POTOBHIIBI (KcepodTanbmusi);

3) CHMXEHHUE CONPOTHUBISIEMOCTH OPraHU3Ma K HH()EKLUIM;

4) pa3BuTHE KepaTUTa, OPOHXUTOB, LUCTUTOB H JP.

Buramunsl rpynmnel D:

1) Butamun D,- sprokansundepor;

2) Burtamun D;-xonexanbimdepour.

[IpoBuTaMUHAMU BUTAMUHOB TpynIbl D sSBIsIOTCS:

1) sprocrepon — mpoButamuH D,, conepkutcst B rpubax, pac-
TEHHSX;

2) 7-AerunpoxosiecTepoi — MPOBUTAMUH D5, conepKUTCs B KuU-
BOTHBIX MTPOIYKTaX.

AxtuBHbIe popmbl BuTamMuHa D — xansiurpuonst: 1,25 (OH),D, -
1,25 nuruapoxcuxonexansuudepo, 24,25 (OH),D; - 24,25 nuruapok-
cuxonekansuudepon. 25 (OH) D, obpasyercs B neuenu, 1,25 (OH),D,
u 24,25 (OH),D; — B nHayane B meueHw, 3areM B MoYKax. B moukax
yuacTByeT B obpazoBanuu 1,25 (OH),D,1- a-runpokcunasa.

KanpuuTpronsl TOALEpKUBAIOT TMOCTOSIHCTBO ~KOHIEHTPALUU
Kajpuus 1 hocdara B KPOBU HECKOIBKUMH My TSIMH:

a) B cTeHKe ToHKoro kumieynwka 1,25 (OH) , D, unaynupyer
CHHTE3 KaJIbIIUICBA3BIBAIONINX OEKOB, HEOOXOIUMBIX JJIsl BCAChIBa-
HUS KaJbIMs B KUILICUHHUKE;

0) ycwiuBaeT OeiicTBUE MapaTUpUHA Ha PeaOCOPOLHMIO KalbLHs
B MIOYKAX;

B) BIMSET HAa 00pa30BaHHE T'MIPOKCHUATIATUTOB HA KOJJIAr€HOBBIX
BOJIOKHAaX MUHEPaIN30BaHHBIX TKaHEH.

l'unoBuTamuHo3 D — y neteit — paxurt, y B3pOCIBIX — OCTEOMa-
nsims. [pu runepsuramunose D nosiistorest:

1) xampIMHALMS COCYAOB U MATKHX TKaHEH BHYTPEHHUX OPraHoOB;

2) neMuHepanuzanus quadu3oB TPyOUaTHIX KOCTEH, YTO COMpo-
BOYK/Ia€TCs TIEpEIOMaMH;

3) ycuiieHa MUHepanu3alys KOCTel yeperna 1 SMuQu30B TpyoOua-
TBIX KOCTEH Y JETEU U B3POCIIBIX.
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K Buramunam rpynnst K otHOCSAT:

1. Butamun K, — QUIIOXHMHOH, COAEPKUTCS B PACTEHUSX;

2. Buramun K, — MeTaxuHOH, COEPKNUTCS B TKaHSIX )KUBOTHBIX.

Burtamun K siBnseTcst kopakTopom y-TiyTaMarkapOOKCHIIA3bI, 3a-
MeIalomel BOAOpo y Y-yIiepoaa IiyTaMara Ha KapOokcui B Oe-
Kax:

a) cBepThiBatoliell cucreMsl kposu D-11, O-VII, O-IX, O-X;

0) KOoCTed M [eHTHHAa — OCTEOKaJbIMHA W MaTPUKCHOTO
Y-KapOOKCHITITyTaMaTcoepikaiiero Oenka, yqyacTBYIOMIMX B TpoLiec-
cax MUHEpaIU3aliK STUX TKaHEH.

Jia runoButamuHo3a K xapakTepHsl:

1) xpoBoM3NHSIHUE;

2) yAnMHEHHE BPEeMEHH CBEPTHIBAHHUS KPOBH.

s runepButamMunosa K xapakTepHbl: TpOMOO3BI COCYIIOB.

BonopactBopumslii ananor ButamuHa K — Brkacos.

AntuBuTamunsl K — nukymapuH, caauiuioBas KMUCIOTa U Jp.

K Butammunam E otHOCAT 0, B, y-ToKodeponsl. Hanbomnee pac-
MPOCTPAHEH U aKTHBEH 0-TOKO(epos. a-TOKO(Eepos SBISETCS aHTH-
OKCHJIAaHTOM, TO €CTh IPEpHIBAET MEPEKHUCHOE OKUCIIEHUE JIMIHIOB.
AHTHOKCHIAHTHYI0 (DYHKUMIO BUTaMHUH E BBINONHSET COBMECTHO
C ceJieHOM U nuctenHoM. [Ipu runoBuramunose E nHabmronaeTcst ane-
MUSl Y HEJIOHOLIEHHBIX MJIQJICHIIEB, Y B3POCIHBIX U3BECTHBIX CUMIITO-
MOB HET.

K Burammnam F OTHOCAT MOJMHEHACHILIEHHBIE 3CCEHIMAIBHBIE
JKUPHBIE KUCIIOTBI: JTMHOJIEBAs, INHOJIEHOBAS, apaXUJOHOBAsL.

Cyrounast notrpedHocts Butamuna F — 1-2 r B cyTku, mim 1-2
CTOJIOBBIE JIO)KKH PACTUTEIBHOIO Macia.

Jnst pU3HONOrHYecKUX MPOLECCOB HEOOXOAWMBI TOJMHEHACHI-
LIEHHBIE 3CCEHIMAIbHBIE KUPHBIE KUCIOTHI, KOTOPHIE:

1) sSBISAIOTCS] KOMIIOHEHTaMH mHepodocdonrunuIoB MeMOpaH;

2) y4yacTBYIOT B 00pa30BaHHU STEPUPULUPOBAHHOIO XOJIECTEPH-
Ha B JI[IBII (anTHaTeporeHHOE ACHiCTBUE).

W3 apaxuoHOBOI KUCIIOTHI 00pa3yrOTCS:

a) MPOCTAHOWJBI — MPOCTANIAHAWHBI, TPOCTALUKINHBI U TPOM-
OOKCaHEL;

0) JeHKOTpHUEHBI.
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PA3AEJ 11I. BMODHEPI'ETHKA

[naBa 1. DHepreTuyeckuii o6MeH.
Buonornyecroe orMcieHHE

B 3aBucumocTH OT BUIA WCIIONB30BAHUS SHEPTUU BCE OpPTaHM3-
MBI JIeJIsTCs Ha POTOTpOo(dHBIE (MCIIOIB30BAHNE YHEPTHH COITHEYHOTO
M3ITy4eHHs) U XeMOTpO(HBIE (MCIIOIB30BaHUE PHEPTHHA XUMUYECKUX
BemiecTB). K oTtoTpodam orHOCAT BCe pacTteHus, Kk xemorpoham —
JKMBOTHBIX U YEJI0BEKa.

DHeprust HeoOXouMa /s TTOAJIEPIKAHHS TEMITEPaTyphl Tella, BbI-
MTOJTHEHVSI XUMUYECKOH paOOThI (CHHTE3 OPraHNYECKUX COSAMHEHUH,
YCIIOKHEHHSI XUMHUYECKOH CTPYKTYpHI), aKTUBHOTO TPaHCIIOPTa Be-
IIECTB Yepe3 MeMOpPaHbl, MEXaHHYECKOW paboThI (MBIIIIEYHOE COKpa-
IIEHHE), a TaK Ke JJI TeHEPUPOBAHUS AIEKTPUUECKOTO TOKA M MHOTAA
cBeTa (OMOFOMUHECIICHIINS )

Hocurensimu sHEprun SBISIOTCS AIIEKTPOHBI, (POPMHUPYIOIIHE CBSI-
3 MEXK/y aTOMaMH B OpraHHYECKHUX cyOocTparax. Jis HCroab30BaHuS
ATON SHEPTUH HEOOXOIMMO PaCIICTICHHE MOJIEKYIl CyOcTpaTa u 0CBO-
OOKIeHNE YHEPTHH AJIEKTPOHOB.

OcB0OOOXIeHNE PHEPTHHA — MHOTOCTYTIEHUYATHIH MpoIiecc, BKITFO-
YaeT TPH OCHOBHBIX JTara:

1. Pacmennenne monmnmMepoB (YIJIEBOAOB, OEIKOB, JIMITHIOB)
B KENYJIOYHO- KUIIEYHOM TPAKTE 10 MOHOMEPOB: MOHOCAaXapHIOB,
YKUPHBIX KUCJIOT U TIHILIEPUHA, AMHHOKHUCIIOT U APYTUX BEIIECTB.

2. IlpeBpamierrne MOHOMEPOB B IPOMEKYTOYHBIE COCIUHEHHS,
KOTOPOE MPOUCXOUT B KIETKAX TKAHEH, TO €CTh CIIIU(PUISCKHE Ty TH
KaTaboyM3Ma: TIFOK03a, TIUICPUH, aMUHOKHCIOTHI IPEBPAIIalOTCs
B MTUPYBAT, a MUpyBar okucisercs 1o aneTmi KoA. JXupHbie KHCIOTHI
B TIpoOIIecce B-OKUCIIEHUS TPOAYIUPYIOT aeTit KoA, aMHHOKHCIIOTHI
pacmnaaroTcs A0 CIEAYIONUX METaOOIUTOB: (-KETOTIII0Tapara, OKca-
noarierara, hymapara, cykiuamia KoA.

3. O6mue myTH Karabonmu3ma: OMOJIOTHYECKOE OKHCIECHHE CO-
MPSDKEHHOE ¢ OKHCTUTENbHBIM (ocdopumpoBanuem u LITK, B koto-
PpBIX oJHOCTHIO okuciseTcs anetuws KoA no 2 CO, u H,O. Ilpu stom
B pEaKIUAX OKUCIICHUS OTIIETUISIOTCS MPOTOHBI U AIIEKTPOHBI, TIepe-
HOCAILIMECA B bIXaTeJIbHOM 1IeNH U reHepupytomue sHepruo ATO.
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Cxema yHU(]UKAIIMK SHEPreTUIECKUX cyocTpaToB. (puc. 1).

buonornyeckoe okucieHne — 3TO OKHMCIEHHE MOHOB BOJOPOAA
MOJIEKYJISIPHBIM KHCIIOPOOM C 00pa3oBaHUEM 3HIOT€HHOH BOJIBI.

Uro mpencrapisieT co0OM OCHOBHOW SHEPrOAIONIUI TPOIECC
B KJIETKaX BBICIIUX OPTaHU3MOB?

OCHOBHBIM UCTOYHHKOM 3HEPTHH sBIseTCs coequHenre H orie-
IUIIEMOTO OT pacmajarouerocst cyocrpara ¢ O, B AbIXaTeIbHON LIETIH.
[lo cyTH 3TOT IpoIEecc MpencTaBisieT cO00i peaKknio TOPEHUsI BOIOPO-
na B O,, MPOTEKAIOIIy0 CO B3PBIBOM U BelylLIyto K oopazoBanuio H,O.

OnHaxo B )HBBIX CUCTEMaX YHEPTHUsI 0CBOOOKAAETCS HE B3PHIBOM,
a TIOCTENEeHHO, CTYNeHYaTo, TaK Kak BMECTO MPAMOI peakliiu COeIu-
Henus H* ¢ O, npoucxonuT nenas cepust peakiuil nepeHoca nporTo-
HOB U 3JIEKTPOHOB M Ha Ka)XJIOM dTale MepeHOoca BBIIENSETCS CBOA
OIS SHEPTUH.

LTD (mpixarenbHas Ienb) MPEACTaBIsIET COOOH OMOXMMHUYe-
CKYIO CHCTEMY BO BHYTPEHHEH MeMOpaHe MUTOXOHIPHIA, COCTOSIIILYIO
13 psiAa MEepeHOCUYHKOB 3JIEKTPOHOB M MPOTOHOB, TPAHCIOPTHPYIO-
LIMX JIEKTPOHBI OT OKHCISIIOIIErocs cyOcTpara K BabixaeMomy O,.
B xaxxnoit mutoxonapuu coaepxkurcs ot 5000 no 20000 gpixareis-
HBIX aHcaMOIieid, o01ee KOJIMYeCTBO MOJKET AOCTHraTh COTEH THICAY
1 MIJIJTMOHOB.

JlpIxarenpHas 1enb B MPOIECCE MUTPALUHU 10 HEH 3JIEKTPOHOB
o0ecreunBaeT MOCTENEHHYIO (MOPLMSAMHU, CTYNEHYaro) OTAady UM
cBOEH M30BITOUHON dSHepruu, Koropas yactuuHo (40-50%) chaua-
Jla TIEPEXOJUT B PHEPTUI0 TPAHCMEMOPAHHOTO JIEKTPOXUMHUYECKOTO
MOTEHIMANa, a 3aTeM aKKyMyJIUpPyeT B CHHTE3HUPYIOLIUECS MOJIEKY-
ael AT®. B nanbHelmem sHeprus mosekyiasl AT® ucnonb3yercs
JUISL BCEX IPOLIECCOB KHU3HEAEATEIBHOCTH KJIETOK. YacTh sHEpruu
anexTpoHoB (50-60 %) pacxomyercss B BHIE TeIUIa, YTO HEOOXOAUMO
JUTS TOJAEP KaHUs TEMIIepaTyphl Tena.

[IpotoHnsbl, oTmiemuAOmKecs OT cyOcTpaTa MpH WX AETHIPHPO-
BaHUM, OO MCIONB3YIOTCS B Ka4eCTBE CTPOMTENBHOTO MaTepHaja
JUIsl IPOLIECCOB CMHTE3a HOBBIX COCAMHEHHH, JINOO MOCTYNAIOT B AbI-
xarenbHyto 1ens — 2 H*, 2e ogHoBpemenHo. B npouecce murpanuu
O BIXaTeJIbHON LIENH 3JICKTPOHBI MOCTEIIEHHO OTAAIOT CBOIO M30bI-
TOYHYIO SHEpPruio, 4actb kotopour (50-60%) paccenBaercs B Buie
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Teruia, ocraimbHas ke 4dacth (40-50%) pacxomyercs Ha CO3JaHHE
TPaHCMEMOPAHHOTO AIIEKTPOXMMUYECKOTO TIOTCHIMAla IyTeM Iepe-
Ka4KH MPOTOHOB M3 MAaTPHUKCa B MEXMEMOPAHHOE MPOCTPAHCTBO CO3-
JlaBasi MPOTOHHBIN rpaAueHT. B nanpHelieM NpoTOHbBI BO3BPAILIAIOTCS
B MaTpPHKC, IPOXO/IS 110 KaHAJIaM B COTIPSATAIOIIEM yCTPOUCTBE, DHEP-
T'Usl MEMOPaHHOTO MOTEHIIMANa aKKyMYJIUPYETCSI B CHHTE3€ MOJIEKYIT
AT®. Axrtusnbiii O,, coenuHssachk ¢ H® 00pasyeT SHAOreHHYIO BOJY.
Hnst cunte3a 1 monss AT® neobGxomumo mpubmusutensHo 50 kJ[x
(mpubnM3uTENnHEHO 12 KKaj) SHEPTHUH.

OCHOBHOI1 TyTh TepeHoca IAEKTPOHOB M MPOTOHOB (ITOJTHAS JTBI-
XaTreNbHas IeTh) BKIItoYaeT B ce0s 4 (hepMEeHTHBIX KOMITIEKCa!

1. Komrmekc 1 - HazsBaercs HA JIH — KoQ (yOuxuHOH) — OKCHIO-
peaykrasa u odecreurBaeT nepenady anekrpoHo or HAJIH H k KoQ.

2. Kommiekc 2 - cykrnuHat — KoQ — okcunopenykraza — Kara-
JIU3MPYET MePEHOC ITEKTPOHOB OT CyKIIMHATa (AIMIJIOB )KUPHBIX KHC-
not) Ha KoQ.

3. ®epmentHbid koMIieke 3 HasbiBaeTcas KoQ H, — nwmrox-
pPOM ¢ — OKCHJIOpeAyKTa3a (KOMIUIEKC 6C) W TepelaeT SJIEKTPOHBI
ot KoQH, Ha nuToxpowm c.

4. ®epMeHTHBIN KOMIUIEKC 4 — IIUTOXPOMOKCH/Ia3a, KaTalu3H-
PYeT MmepeHoc 3IEKTPOHOB OT IIUTOXPOMa ¢ Ha KHCIOpoA. B 3ToT Kom-
IJIEKC BXOAT IUTOXPOM a | a4, COZIeprKalne 1Ba remMa u asa nona Cu,
KOTOpbIe, MeHsIs BaeHTHOCTh ¢ Cu?' Ha Cu'* u 0OparHo, IPUHUMAIOT
Y OTJAIOT IEKTPOHBI HA IUTOXPOM ay, IEKTPOHBI MPUCOCAHMHIIOTCS
k no"am Cu?’, a ot Hux Ha O,.

Jlokanuzyercs Bo BHyTpeHHeW MemOpaHe MHUTOXOHJpHH M pac-
10JIaraeTCsl aCCUMETPHYHO.

[TocnenoBaTensHOCTD PACMONOKEHNS KOMIIOHEHTOB JIBIXaTelh-
HOW 1lenmu ompezenseTcss OONbIIeld WM MEHbBIIEH BHIPAKEHHOCTHIO
y HUX OKHCIIUTEIBHON ¥ BOCCTAHOBUTEIHHON CIIOCOOHOCTH, KOTOPAs
XapaKTepU3yeTCsl OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIM MOTEHIUA-
oM (pemokcmoTeHIman). Yem oTpuinarenbHee peaoKC-MOTCHIINA,
TE€M CHJIbHEE BOCCTAHABJIHMBAIOINAsl CIIOCOOHOCTH, TO €CTh CIOCO0-
HOCTH OTAABAaTh IEKTPOHBI, TEM OOIBIIEH YHEPTHUEH STH AIIEKTPOHBI
oOmanaroT. Hanmbomb1rel OKMCIUTEThHON CIOCOOHOCTHIO (IPUHUMATD
ANeKTpoHkI) obnamaer O,, U ero peloKCc-MOTEHIUAN UMEeT HanOOIb-
LIYIO BEJIUYUHY.

47



Ona nocturaer B L{[13. — 1,2 B, 4TO COOTBETCTBYET OCBOOOK-
nennto 220 x/x sHeprun B pacuete Ha 1 monbp H (52,7 kkan/mMonn)
B CTaHJIAPTHBIX YCIOBHSIX H3MepeHus. B Qusmomormuecknx xe
YCIOBHSX B KJIETKE 3TH BeIHMYHUHBI cocTaBisttorT 380 x/bx wmm 90
KKaJI/MOJTb.

MuToxoHapUaNbHas JIbIXaTelbHas LEeNb yKOPauyMBaeTCsl B TOM
cilydae, ecii cyOcTpar aeruapupyercs cpasy (uiaBUHOBBIM (hepMeH-
ToM (¢ kopepmentom PAJ]). [Tpu 3TOM 37IEKTPOHBI U TPOTOHBI C TAKO-
ro cybcrpara cpasy nepenatorcs uepe3 OAJ[ yOuxuHoHy.

Penoxc-noreHnuan y nogoOHbIX CyOCTPaToB BBILIE, YEM Y TEX, KO-
Topble okucisitores HAJ['-3aBucuMol neruaporeHasou, 3anac sHep-
MU Y 3JIEKTPOHOB MEHBIIIE, TIOATOMY TPaHCMEMOpaHHBIN TOTECHIHAI
BO3HUKAET MEHBIIEH BEIMUMHBI U BCIEACTBHUE 3TOTO CHHTE3UpPYyeETCA
MeHblee konnuecTBo AT (2 mosnexysbr)

Kopotkue nHedochopunrpoBaHHbIe SN TPAHCIIOPTA AIEKTPOHOB
1 TIPOTOHOB JIOKAIHU3YIOTCS B MeMOpanax DIIP (3HmomIasMaTiHaecko-
IO PETUKKYJIIOMA) MM B LUTOIIa3Me, OOBIYHO BKIIIOUAIOT PELyKTazy
(HA1D"), dmaBonporenn (DAJ], DMH), xene3ocepHblil OOk, 1H-
ToXpoM P, (MHOTIA MTOXPOM Bs). OHM 00ECIEUMBAIOT OKHUCICHHE
cyOcTpara myTeM BHEAPECHHUSI B €r0 MOJICKYIy KUCIOpOAa. DHEeprus
MIEPEHOCUMBIX 3JIEKTPOHOB TPHU 3TOM PACCEMBAETCS B BHJE TeIlIa.
Hexotopsle draBonpo-TenHbl OKUCISIIOT CyOCTPaThl, IEPEAaBasi OTILE-
stromuiics ot Hux H* cpaszy Ha O, ¢ 00pa3oBaHHEM MTEPOKCH A BOJIO-
pona. [logoOHbIe peakuy B OCHOBHOM IIPOTEKAIOT B IIEPOKCHCOMAX.

CxeMbl TIOJTHOM AbIXaTeNbHON IIETIH ¥ MECTa BEIOPaChIBAaHHS MTPO-
TOHOB Ha Hapy’>KHYIO TTOBEPXHOCTHh MeMOpaHs! (puc. 2).

Peaxmus oxkucnenus cyocrpara HAJl" — 3aBucumoit geruapore-
Ha30M.

H+ 2e
/\ ,0 H H
e C-NH, — § + C - NH,+ H*
() .
H+ \
N N
|
R - Anoghepmenm R - Anoghepmenm
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3arem npoucxoauT neperoc 2¢” 1 2 H' Ha ¢aBUHOBBIN QepMeHT.
Peaxnust oxkucnennss HA/IH ¢naBuHOBBIM (hepmeHTOM.

R - Anogpepmenm R - Anogpepmenm
\ [
N N 0o
H,C VN H,C
HAJH(H*) + —> HAL +
H,C AV H,C
I
@)
DOMH ®MH H,

2 H* BBITATKUBAIOTCS B MEXMEMOpPAHHOE MPOCTPAHCTBO, a 2¢
repexomiaT Ha FeS — Oermoxk.
Peaxmus oxucnennst ®MH H, ¢ moMoripio yOnXuHOHA.

o OH
I |

FeS - 6enox H,C-0 CH, H,C-0 CH,

n
X B + CH; +2H —
(moHop ‘

SeKTpOROB) H,C-0 CH,- CH - C-(CH,),y H u3 mampuxca H,C - O R
I |
0

KoQ KoQ H,

OxucneHne BOCCTAaHOBICHHOTO YOMXHUHOHA.

BoccranopneHHbIld YOUXUHOH MUTPHPYET K Hapy>KHOW MOBEpX-
HOCTH MeMOpaHBbI, TPOTOHBI BBITAIKUBAIOTCS B MEKMEMOpaHHOE MPo-
CTPAHCTBO, & 2JIEKTPOHBI NEPEAIOTCS KEIE30CEPHOMY OEKy M LH-
TOXPOMY B.

OH 0
) + npomonvi 6
HC-0 CH HC-0 CH MedcMebparHHoe
’ * FeS - 6enox o ’ np-60
+ u —
yx ¢ (Fe’') +FeS - 6enox
H,C-0 R H,C-0 R (6occmanosi.
Gopma) u
1 Fe?*
OH o yx 6 (Fe’)
]_II/ITOXpOMLI — 9TO TICeMCOALCPpIKAIIUC 6CJ'IKI/I, KOTOpBIC CIIO-

COOHBI TPAHCIOPTHPOBATH 3JICKTPOHBI, ONaronapsi U3MEHEHUIO Ba-
nentHoctu Fe rema um menu. PaznuyaroT LHUTOXPOMEI B, C, C, a, a;.
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[{uToxpoMokcu1a3a mpecTaBiseT CO00M KOMILIEKC U3 7 CyObeIUHHUII,
Cpenr KOTOPBIX HAXOAUTCS IIUTOXPOM a, IIUTOXPOM a; U MPOTOHHAA
TpaHciokasa. [lutoxpomokcngaza — ayTOOKCHIA0CTbHBIN (epMEHT,
TO €CTh CIIOCOOHBII BOCCTaHABIMUBATh MOJIEKYy O, ¢ IOCIEAYOIINM
00pa30BaHUEM HJIOTCHHOHN BOJIBI.

OHJIOTEHHOM Ha3bIBaeTCs BoJa, oOpasyromascs B KISTKax
B OCHOBHOM ITpH (PYHKIIMOHUPOBAHUU IIEIH TPAHCIIOPTA 3ICKTPOHOB
B MUTOXOHpUsAX. HEKOTOpOe KOIM4ecTBO BOJIbI 00pa3yeTcs PU MUK-
pPOCOMAaNIbHOM OKHCIICHHUU U TPU Pa3NIOKEHUU MEPOKCUIA BOJOPOIA.
3a cyTku oOpasyercs npubausnTebHo 400 MIT 3HIIOTEHHON BOJIBI.

2 HzOz - 02 +2H,0
KaTajla3a

2 rayratuoH - SH + H,0, —  raytaruoH - SS + H,O
[Ty TaTHOH
MEeNOKCHaa3a

OxucnurenpHBIM (hochoprmmpoBaHreM Ha3biBaeTCs cuaTe3 ATD
myteM (oc-hopmmmpoBanus AP, UCTIONB3YS SHEPTHIO TPAaHCMEM-
OpaHHOTO AIEKTPOXMMHYECKOTO IOTEHITHANa, BO3HUKAIOMIETO TPH
OCBOOOX/ICHWH SHEPTHUH JJIEKTPOHOB B IMPOIIECCE MUTPAIMHA UX IO
JBIXaTeNbHOM 1emnu K Babxaemomy O,

Koadpdumment pochopummponanus (P/O) — 310 cooTHOMICHHE
KOJIMYECTB m3pacxomoBanHoro Ha cuaTe3 ATD docdopa H,PO, u mmo-
momenaoro O,. OH BeIpakaeT 3QpPeKTUBHOCTL PYHKITMOHUPOBAHMS
IIEeTIA TPAHCIIOPTA 3JICKTPOHOB: YeM BEIIIIe KO (PHUIHEHT, TEM OOJIBIIIE
cunresupyercsi AT® B pacuere Ha napy NEPeHOCUMBIX JIEKTPOHOB.
B momHo# mprxarenpHON menn Kod((UIMEHT paBeH 3, B Ciydae xKe
YKOPOUYEHHON — paBeH 2.

CornacHO XMMHOCMOTHYECKOW rumore3e Murtduena-Ckyradena,
OCHOBHBIM (PAKTOPOM COTIPSDKCHHS OKUCICHHSI M (hochoprinpoBa-
HUSl SIBISIETCSI TPOTOHHBIM TpaaueHT. YacTb SHEprum 3JIeKTPOHOB
OKHCIIEHHOTO cyOcTpara B Mpolecce MX MHUTPAINN 110 JbIXaTeTbHON
ey TpaHchHOPMHUPYETCS B SHEPTHIO TPAHCMEMOPaHHOTO AJIEKTPO-
XUMHYECKOTO MOTEHIIANa, CO3/1aBaeMOT0 IyTeM MepeKadyKH MpPOTO-
HOB W3 MaTpHKCa MHUTOXOHJPHHA B MEXMEMOpaHHOE MPOCTPAHCTBO.
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B nanbHeliniemM MpoTOHBI Yepe3 KaHasl CONPSATAOIIEro YCTPOHCTBA
BO3BPALIAIOTCS B MATPHUKC (3aMBIKAETCsl IPOTOHHBIN UK ), KOHIIEHT-
pauus IpOTOHOB BBIPABHUBAECTCS, MEMOpaHa pa3psiuKaeTcs, a YHEPrust
TPaHCMEMOPAHHOTO BJIEKTPOXUMHUYECKOTO I'PaJNEHTa HCIIOIb3YeTCs
i cuaTe3a ATD.

TpancMeMOpaHHBIN AMEKTPOXMMUYECKUN MMOTEHIMAT M MPOTOH-
HBIN MOTEHIMAaI, TPOTOH — JBMWXKYyIas cuna (ApH) — 3to rpaguent
KOHIEHTPAaLlMd MOHOB BOJOPOJA U JNEKTPUUYECKHX 3apsiioB Mo 00e
CTOPOHBI BHYTPEHHEH MeMOpaHbl MHTOXOHAPHH. DTOT MOTEHLHUAI
cllaraeTcsi U3 PasHOCTH ICKTPUUECKUX 3apsaoB (Ay) paBHOH OKOJO
0,206 u rpaguenta noHos Bopopozaa (A pH) — oxomno 0,056. OOmas
BennunHa ApH = 0,25B. IIpoTOHHBIN MOTEHIIMAT BO3HHUKAET MyTEM
nepexadyku H* u3 Marpukca B MexxMeMOpaHHOE MPOCTPAHCTBO 3a CUET
SHEPrUM TPAHCIOPTa 3JIEKTPOHOB. B KaxIoil Touke compsKeHHs
u ochopunrpoBaHusi B MEKMEMOpPaHHOE MMPOCTPAHCTBO MOCTYMAET
He meHee 2 H.

[lon compskeHHeM MOHMMAIOT MpPEBpAIllEHHE SHEPIMH TpaHC-
MOpTa 3JIEKTPOHOB B MPOMEKYTOUHYIO (DOPMY — B SHEPTHIO TPaHC-
MeMOpaHHOTO MOTEHIHANa C TOCJIEAYIOIINM HCIOJIb30BAHUEM €€
st pocdopunupoBanus AP, To ectb cunresa ATD. IIpoToHHBIH
IpaJleHT CO3AaeTCsl MyTeM BBITAIKHMBAHHUS MOHOB BOAOPOJAA B TpeX
y4acTKax JbIXaTeJIbHOM Lenu: npu nepexone uexkrposos ¢ ®MH H,
yepes FeS-6enok Ha KoQ, mpu nepexone anexkrponos ¢ KoQH, yepes
FeS-0enok Ha TUTOXPOM €, M IPU TPAHCIIOPTE DIEKTPOHOB OT LIUTOX-
poma a a; k O,. DT y4acTKu 0003HAYEHbI KaK MYHKTBI CONPSKEHUSI.

Cormpsiraroniee yCTpPOHCTBO SIBISIETCSI OMOXUMHYECKOH CHCTEMOH,
ocymectpisitomeii pochoprmporanne AJI® (cunte3 ATD) 3a cuer
SHEPrUU MPOTOHHOTO MOTeHIMala. JIoKann30BaHO OHO B TPHOOBUIHBIX
BBICTYIaX BHYTpeHHEW MeMOpaHbl MUTOXOHApHUA. OnHa 4acTh — 3TO
oenxoBbii kanai (F,), npyras— (F,) —oato pepment H' AT®-cunTeTasa.
[ToTok MPOTOHOB Yepe3 conpsraroliee yCTPOUCTBO CONPOBOKAALT pas-
psin MeMOpaHsbI 1 BbIIIeNIeHne CBOOOIHOM SHEpIruH, 00yclaBInBaeT CHH-
te3 AT® u3z AJI® u H;PO,. IIpu sToM npoucxoaut MO0 akTHBUPOBa-
Hue gocdara, 100 KOHGOPMAITMOHHBIE U3MEHEHUSI OeJIKa.

Pazo0muTensMi Ha3bIBAIOTCSI BEIECTBA, HAPYIIAIOMIME AaKKY-
MYJIMPOBaHKWE PHEPTrUM TPAHCMEMOPAaHHOTO MOTEHIMajla B CHHTE3E
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Mmosiekya AT®, BcaencTBUe 4ero SHEprus MOTEeHIMANa PACcCEUBACTCS
B BUJIE Teria. BoNbIIMHCTBO pa3o0IIUTeNeH IBISIFOTCSI JTUITO(UITbHBI-
MU BEIECTBAMHU, TIEPEHOCSIUME MPOTOHBI B MATPUKC Yepe3 JIUITU/I-
Hy10 a3y MeMOpaHbI BHE CONpSATArOIIero komruiekca, K HuM oTHOCST-
Csl CBOOOIHBIC KUPHBIE KHCIIOTBI, TIPOTECTEPOH, 2,4-TUHUTPOPEHOI,
HEKOTOPbIC aHTHOUOTHKH.

JeiicTBre pa3zoOuiuTenceii NpUBOIUT K OTKIFOYCHHUIO MEXaHH3Ma
dbochopunupoBanus AJlD (cunte3 ATD), B TO Bpems Kak OKHCIIC-
HUe cyOcTpara u reHepupoBaHUEe MEMOPaHHOTO TIOTEHITHAJIA TIPOJI0-
xkaetcst. [Ipu 3ToM PHeprus pacceuBaeTcs B BUJC TeIUla U Ha3bIBa-
eTcsi CBOOOAHBIM OkuciIeHreM. CBOOOHOE OKUCIICHUE YCUIIMBACTCS
B YCJIOBUSX OXJIQXKJCHHUS OpraHU3Ma WIH MPHU JCHCTBUU BEIECTB —
pa3o0uIuTenei.

I'naBa 2. LIk TpURap6OHOBBIX RMCJIOT

OOmumii MeTaboIUT 00paszyeTcsl U3 aMUHOKHCIIOT, ITTFOKO3BI U KHP-
HBIX KHCJIOT

0
CH; - C~S KoA
allETUII-KODH3UM A

Anetnn KoA moxer moctynuts B LITK (mmkim TprukapOOHOBBIX
KHCTIOT, WK Kpebca, NTUMOHHOKWCIBINA IMKI), WCIIOIB30BaThCA
B CHHTE3€ X0JIeCTepOJIa, KUPHBIX KUCIOT U KETOHOBBIX Tell.

HTK — meHTpanbHbIii METaOOMHMUECKUH TMyTh YITIEpOIa, BXOS-
IIer0 B COCTaB BCEX OCHOBHBIX KJIACCOB OMOMOJEKYN W OCHOBHOMW
HACTOYHUK MeTaboamdeckoil sHeprun B Gopme ATD. DTo nukimde-
CKHH TIpOIecC, TaK KaK OH HAYMHAETCS ¢ KOHJEHCAIMH OKcajoarle-
tata u anetna KoA u 3akaHunBaeTcsi 00pa3oBaHWEM OKCalloarerara.
[Iporekaer LITK B MaTpukce MUTOXOHAPHH M COCTOUT U3 8 cTaami (8
OTIEBHBIX (PSPMEHTOR).

Kara6ommaeckas ponp LITK 3akimogaercst B TOM, 9TO B pe3yilb-
TaTe B3auMoeicTBIA aneTna KoA ¢ okcanoarieratoM B CEpHH peak-
nuii ocBobokmaeTcs 2 monekynsl CO, B TeHepUPYeTCsT OKCaIoaIeTar,
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a TaK e 00pa3yloTcsl BOCCTAHOBJICHHBIC SKBUBAJICHTHI B BUJE 3 MO-
nexyn HAJIHH" u 1 monexynst @A TH,.

HA" n ®AJl pereHepupyroTcsi MyTeM TPAHCIOPTa 3JIEKTPOHOB
B LIEMH PEeaKIHii, B KOTOPOI TE€PMHUHAIBHBIM aKIIEITOPOM JIEKTPOHOB
CIIY’KUT KHclopoJ]. IMEHHO M03TOMY LIMKJI TMMOHHON KUCIIOTHI IPE-
CTaBJsieT cO00H adpOoOHBIN (KHCIOPOA3aBUCUMBIIA) My Th.

Cykuunatperuaporenaza (PAJl-3aBUcuMBI) (EepMEHT cpeau
¢epmentoB LITK nokann3oBan Ha BHyTPEHHEH MHUTOXOHIPUAIBHON
MeMOpaHe.

Craaus LITK, B Xxoze koTOpoi MPsIMO BBIJIENSIETCA SHEPTHS METa-
Oonmsma (cydctpatHoe hochopuIpoBaHUe).

COOH QO‘DH
QHQ '’A® +H;PO4 —» I'TO GH,
EI_IQ/O CYKLWHWJI THOKMHA3a (PHZ
= ITO+ANP — IJIO+ATO COOH
1 S-KoA SHTApHAS
cykuuania KoA KHCJIOTa

(cykLuHarT)

Bropoit myts pereneparuu I'J1D.
Okcanoanerar + I'TO OOI+ ' ID + CO,
hochosnonmupysar
KapOOKCUKHMHA3a

Peaknuro OKHCIHMTENBHOTO JEKapOOKCHIMPOBAHMS Ol-OKCOTITY-
TapaTa KaTaJu3upyeT MyIbTH()EPMEHTHBIN 0-OKCOTIyTapaT-aeruapo-
TeHA3HBIH KOMIUIEKC, COCTOSIINN U3 TpeX )epPMEHTOB:

a) 0-OKCOMTyTapaT JeKapOOKCHIMPYIOIIas ACTHpOreHasa

0) AUTHIPOTUIIONITPaHCALETHIIa3a

B) JAMTHIPOIUIIOMWIICTHIPOreHa3a

U nsatu koepMeHTOB:

a) Tmamunnudocdar (TAD)

0) numoesas kucnota (JIKS,)

B) HS KoA

r) ®AJl

n) HAZL

B peaximsax LITK npunnmator yuactue Burtamunst B, B,, PP (B;), B;.
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K perynstopusim ¢pepmentam B LITK otHOCSTCS:!

a) LUTPaTCUHTA3a;

0) M3OLUTpaATACTHAPOreHasa;

B) 0-OKCONTyTapaTJeruaporeHa3Hblii KOMIUIEKC.

K monoxutensHbIM amnocTepuyeckuM dpdexTopam (aKTHBATO-
pam stux pepmentoB) otHocaT — HAJL", AJIO u AMO.

Wurnduropamu stux pepmentos spisitorcs HAJTHH', ATO, cyk-
muana KoA.

OueprouenHocts L{TK 12 monexyn AT®, u3 aux 11 monexyn o6-
pasyercs B pe3yibTare OKUCIUTENbHOTo hochopuiarpoBanus u 1 Mo-
nexyna AT® nmytem cydcrpaTHoro (hochOpHINpPOBaAHHS.

JloHOpaMu aToMOB BOAOpOAa AJisl PyHKIMOHUPOBAHHUS JIbIXaTellb-
HOM Lenu SBISAIOTCS M30JIMMOHHAs KUCIOTA, 0i-OKCOITTYTapoBasi KHUC-
JI0Ta, SHTapHas U si0I0YHAsT KUCIIOTHI.

Awm¢pubonuueckas ponb LITK 3akmouaercs B crnemyromem:

1. Lurpar, a-okcormyTapar, cykunHui-KoA, ¢ymapar B LITK
MIPEeBpAaIIAlOTCsl B OKCANIOALIETAaT, a U3 OKcalloaleTara MoXeT 00paso-
BaThCsl IIIOKO3a.

2. Hurpar yuacTByeT B poLieccax CHUHTE3a JKUPHBIX KUCIIOT.

3. Hurpar crnocobeH CBA3bIBATH MOHBI KaNbLUS U Y4acTBOBAaTb
B IpolIeccax ero nepeHoca u OTIOKEeHUs (MUHEpaIU3aIin).

4. Ilytem TpaHCaMHHHpPOBAaHMS U3 OKcajoamerara o0paszyercs
acraparmHoBasi KHCJIOTa, a U3 0-OKCOITyTapara — IIIyTaMHHOBas
KHCIIOTA.

5. Cykumnun KoA yuactByeT B cuHTe3e nopupuHOB (Tema).

6. Cykumnun KoA snsiercs noHopom HS KoA B peakuunu o6pa-
30BaHMs aKTUBHOW (OPMBI areroaneTara (KeTOHOBOE Telo).

Cyxuunun KoA + aneroanerar — Cykuunar + aneroanetuaiKoA

7. AcnaparuHoBasi KHCJIOTa, KOTopasi 00pa3yeTcsi U3 oKcaoare-
Tara UCIMOJb3yeTCsl B OMOCHHTE3€ MUPUMUANHOB.

8. AnerunKoA npezacrasiser co00il METaOOINYSCKUN HCTOYHHUK
BCEX aTOMOB YIVIEpOJa, UCIOJIb3YEMBIX B CHHTE3€ JKUPHBIX KHCIIOT,
KapaTHHOMJIOB U CTEPOMIOB.

9. DHepruss AT® wucnomp3yercss B peaknusx aHaOOIHM3Ma.
Hcnonp3oBaHne UHTEPMEINATOB B PEAKIHUAX CHHTE3a MOXKET NPHUBE-
CTH K MPEPHIBAaHUIO IUKJIA U MAaJEHUIO CUHTE3a OKcasloalerara, KoTo-
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pBIii KOHICHCUPYSCH ¢ aneTWwiKoA oOecrieynBaeT MPUTOK yIiiepozaa
B k. [Tockonpky I[TK HaxoauTcs B IEeHTpE BCEX METAOOIMYESCKUX
IIPOIIECCOB, BCS META0OJIMYECKasi aKTHBHOCTh KJICTKH OyJIET CHMKE-
Ha.

st mpeaoTBpaIieH s 3T0il BO3SMOXKHOCTH CYIIECTBYIOT aHaruie-
pOTHYECKHUE PEaKIUU, OCHOBHAS 3a]jaua KOTOPBIX CIY>KUTh UCTOUHU-
koM HeoOxomuMmbix wHTEepMenuaroB L[TK, korma ator mHTepMenuar
BBIBOJIUTCSI JUIS UCIIOJIb30BAHUS B APYTUX METAOOIMIESCKUX MyTAX.

OnHa 13 HanboJiee BaYKHBIX PEaKIUi TaKOro THUIa — IpeBpaliie-
HUE MUPYBaTa B OKCANI0aleTaT.

CH To 0, AJIP+P, COOH AHannepoTHueckas

¢=O 1\4 K /gD ¢=O peaxiust st BOC-

COOH nupysarkapbokcunasza CH, nonHenns OAA
(6uotun) COOH
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PA3AEJ 1V. OBMEH YITIEBOAOB

B XumMHueCKOM MOHATHU YIIIEBOABI MOKHO ONPEACTHUTh KaK allb-
JETU/IHBIC WITM KETOHHBIE TIPOU3BOIHBIC TTOJIMATOMHBIX (COoepIKalie
Oosiee onHoM OH-rpynmbl) cnMpTOB, WK, KaK COCAMHEHHS, TIPU TH-
JpOJIM3€ KOTOPBIX OHU 00pa3yIoTCsl.

W3BecTHBI cnenyronme Kiacchl yIieBOI0B:

1) Monocaxapuabl — yIJIEBOABI, KOTOPBIE HE MOTYT OBITh TUAPO-
JM30BaHbl 10 Oonee mpocThix GopM. B 3aBucMMOCTH OT uncna yrie-
POAHBIX aTOMOB MOHOCAXapUAbl OAPA3ICIIAIOTCS Ha TPHO3BI, TETPO-
3bl, IEHTO3bI, TEKCO3bI, TENTO3BI.

2) Hducaxapuibpl — MpU TUAPOIHM3E JAIOT IBE MOJICKYJIbl MOHO-
caxapu0B (OJMHAKOBBIX MJIM PAa3JIMYHBIX).

3) Onurocaxapuipl — OpU THAPOIHU3E JAOT 3-6 MOJIEKYJT MOHO-
caxapuoB.

4) TIonucaxapuapl — COCIUHEHHUSI C BBICOKOH MOJICKYISAPHOMN
Maccoi, copeprkaiye oT 100 10 HECKOIBKUX ThICIY MOHOMEPOB.

B opranusme 4yenoBeka B OOMEHHBIX MPOLECCAX YYACTBYIOT Clie-
JyIOIIHe MOHOcaxapuabl: Tpuo3bl (C;) — MIMIEpoaNbACTH U JUTH-
IpokcuaneToH, Tetposbl (C,) — aputposa; nentossl (Cs) — pubo-
3a, e30Kcuprdo3a, pudyso3a, KCHirynos3a, rekcossl (C,) — IIroKo3a,
¢pykTo3a, ramakro3a, MaHHo3a; rentosbl (C7,) — cemorentynosa.
C nuIIeBbIMH IPOAYKTAMHU B OPTaHU3M YEJIOBEKa MOCTYIAIOT Iucaxa-
PHIBL: MaJbTO3a, JIAKTO3a U caxapo3a, a TaKKe FOMOIOIUCcaXapuabl
— KpaxmaJl, [NIMKOTeH, KJIETYaTKa ¥ reTePOIoIncaxapuibl.

W3zomepust MOHOCaxapuI0B 00yCIOBICHA HATMYUEM allbACTHIHON
1 KETOHHOMW TPYIIBI (21610361 U KETO3bI), IPHUCYTCTBUEM XHPAJIbHBIX
LEHTPOB (BO3HUKHOBEHUE ONTHYECKU aKTHBHBIX CTEPEOU30MEpOB, D
u L-opm), oOpa3oBaHre HUKINYECKUX CTPYKTYp (IHMpaHO3bl U Qy-
paHo3bl), MOSIBJICHHE aHOMEPHOTO XHMPAJIBHOTO LIEHTpa B MpoLecce
LUUKIA3atuK (o 1 B aHOMEphI), BO3MOXKHOCTBIO BpAIleHHs] aTOMHBIX
IPYIII BOKPYT OJMHAPHBIX CBS3CH.

Caxapo3a COCTOMT U3 OCTaTkoB o D  DIIOKONMPaHO3BI
u B D-dpyxrodypanossl, cBa3aHHBIX O B (1-2) IMKO3UIHOHN CBSI3BIO.
[ToBcemecTHO pacmpocTpaHEHHAas B PAaCTUTEILHOM MHpE caxaposa
B HauOOJbIIEM KOJIMYECTBE MPUCYTCTBYET B CaxapHOM TPOCTHHKE,
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caxapHoﬁ CBCKJIC U KIICHOBOM COKE, U3 KOTOPLIX U BI:Ipa6aTBIBaCTC$l
KpI/ICTaJ'IJ'II/I‘leCKI/Iﬁ MMPOAYKT — caxap.
CH,OH

H OH OH H
Caxapo3za

Jlakto3a cOCTOUT U3 0CTATKOB [3- D- rayakto3sl u o D m1toKo3bl, CBS-
3aHHBIX MEXIy co00# [ (1-4) muko3uaHOM CBA3bI0. OCHOBHBIM HUCTOU-

HUKOM JIAKTO3BI SIBIISIETCST MOJIOKO (B MOJIOKE TIPUMEPHO 5 % JTAKTO3BI).
CH,OH CH,OH

H OH H OH
Jakmosza

K nucaxapuaaM Takke OTHOCATCS HEJUI00M03a, MajIbTo3a U H30-
MaJIbT03a, KOTOPBIE COCTOAT TOJIBKO M3 OCTaTKOB D riroko3sl. OHaKo
OHHU Pa3IMYarOTCs MPUPOION TIMKO3UHOM CBSA3U: B LEIIOON03e —
B 1-4 — cBsI3b (MOBTOPSIOIIEECS 3BEHO IEJUTIONO3bI), B MAJIBTO3¢ —
o (1-4) — cBs3b (OBTOpSIIOIIEECS 3BEHO aMUJIO3HOHN (hpaKIMK Kpax-
Maja), B u30MajbTo3e o (1-6) — cBsI3b (BXOJUT B COCTAB aMHUJIOIICK-
TUHOBOU (hpaKI[UK Kpaxmalia U IIHKOTeHa).

Bce momucaxapuibl MOXKHO KIacCH(HUIIMPOBATh KaK FOMOIIOJNH-
caxapubl (Bce OCTaTKU MJCHTUYHBI) U TeTeporoiucaxapuanl (pas-
JIUYHBIC OCTATKH).
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K romomnonucaxapunaM OTHOCSTCS: Kpaxmaj, [JIUKOTEH, LEJTI0-
7032 (KJIeT4arka).

Kpaxman mpencraBiseT co0OH ToMomonucaxapui, MOCTPOCH-
HBIH U3 OCTAaTKOB 00 D ritoko3bl. JIByMs IJITaBHBIMU KOMIIOHEHTaMH
KpaxmaJa siBisitores: amuinosa (15-20%), umeronias TMHEHHYIO CIU-
paJbHYIO CTPYKTYpY, B KOTOPOH BCE OCTaTKH INIIOKO3bl COEIMHEHBI
rocpenctBoM o (1-4)-ruko3uaHoN cBsi3u ¥ aMmuionekTrH (80-85%),
00pa30BaHHbBIN Pa3BETBICHHBIMU IICTISIMU: KaXk/1asi BETBb COCTOUT U3
24-30 OCTaTKOB TJIFOKO3bI, COCIMHEHHBIX o (1-4)-CBs3siMH, a B TOY-
KaX BETBJICHUS OCTATKH TJTFOKO3bI COSTUHEHBI 0 (1-6) TITMKO3UTHBIMH
cBs3siMU. Kpaxman — 3To HanOoJsiee BaKHBIN BUJT MTUIICBBIX YIJICBO-
JIOB: OH COIIEPKUTCS B 3J1aKkax, KapTogene, 0000BBIX M APYTHX pac-

TCHHAX.
CH,OH

a-1,6-cease

0_ 0]
6
CH,OH CH,
o_| OH H OH H 0
H OH H OH

a, 1-4 - cea3b

Kpaxman

B cTpyKTYypHOM OTHOIIEHWH TJIMKOTEH TPEACTaBIsAeT co00i pas-
BETBJICHHYIO MOJIEKYITY TOJHIIIOKO3bI, aHAIOTHYHYIO aMUJIOMEKTH-
HOBOH (hpakIuu Kpaxmaia, HO XapaKTepu3yeTcs: Ooiiee pa3BeTBIICH-
HOH CTPYKTYpOH, YeM aMHJIONEKTUH. B MIMKOreHe TOUKU BETBICHMS
BCTPEUaIOTCsl MPUMEPHO uepe3 kaxbie 11-18 octaTtkoB o D ritoko3bl
B1OJb o (1-4) nenm. [ukoreH siBrsieTcst GopMoOr XpaHEHHs yIiiepoaa
Y DHEeprud. Y BBICHINX XUBOTHBIX OOJBIIIE BCETO TIMKOTEHA B BUJEC
TpaHys COAepIKaT KISTKH MTEYSHN U MBIIIIII.
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H OH H OH H OH
I'nuxozen

Lennronoza — m1aBHBI KOMIOHEHT CTPYKTYpHOH OCHOBBI pac-
TeHuid. OHa He pacTBOpUMA B PA3IUUHBIX PACTBOPUTEINSX H COCTOUT
u3 B D mirokonupaHo3HBIX 3BEHbEB, COeAWHEHHBIX [ (1-4) cBs3siMu
u 00pa3yroIUX [UIMHHBIE BBITSHYTHIE LEMH, CTAOWIM3UPOBAHHBIC
MOTIEPEYHBIMU BOIOPOAHBIMU CBA3SIMA. MHOTHE MIICKONMTAIOIINE,
B TOM YHCJI€, U YEJIOBEK, HE CIOCOOHBI IIepeBapUBaTh LEILTION03Y, TaK
KaK UX MHIIEBAPUTENbHAS CUCTEMA HE COIEPKHUT (PePMEHTOB, paclie-
IUISIFOIIUX [3- CBSI3H.

['mroko3aMUHOIIIMKAHB! (CTapoe Ha3BaHHE MYKOIOJIHCAXapHIbl)
MPEACTaBISIOT co00i ToNncaxapuabl, TOCTPOCHHBIE M3 MOBTOPSIO-
LIMXCS AMCAXaPUIHBIX KOMIIOHEHTOB, KOTOpBIE OOBIYHO COAEpIKaT
amMHHOcCaxapa (IJIIOKO3aMUH M TajJaKTO3aMHH B CYJAb(HUPOBAHHOM WIIN
HECYTb(UPOBAHHOM BHJE) U YPOHOBYIO KHCIOTY (IIFOKYPOHOBYIO
W UIYPOHOBYIO).

K miroxo3aMHHOIIIMKaHAM OTHOCSITCS: THAalypOHOBasi KMCIIOTA,
XOHIPOUTUHCYIb(]AT, AepMaraHCyabdart, KepaTaHCcyabdar, remnapaH-
cynbdar, renapuH.

B cTpyKTypHOM OTHOLICHMH MOJIEKYJa THMalypOHOBOW KHCIOTHI
MpeACTaBIseT cOOOH B OCHOBHOM JIMHEHHBIH MOTMMEpP, 00pa3oBaH-
HBIH JTUCAaxapUIHBIMU MOBTOPSIOIIMMHUCS 3BEHBSMH, COCTOSIIUMH
13 OCTaTKOB [-D-TioKypoHOBO# ) KUCIOTH M N-alleTHIITIIOKO3aM1Ha,
coequHeHHBIX B-(1-3)- cBsi3pto. CoceHue MOBTOPSIOIIUECS JArcaxa-
pHUIHBIE 3BeHbsl coennnHeHbl B-(1-4)- cBs3bro. Takum obpaszom, B-(1-3)
u B-(1-4)- cBsa3u yepenyroTcs

['mamypoHOBasi KMCIOTa — reTeponoNrcaxapui, UMEIOINI Bax-
HOE 3HaUY€HHE [UIs BHICIIMX OPTaHU3MOB. B coeAMHUTEIbHOM TKaH! —
9TO OCHOBHOW KOMIIOHEHT BHEKJIETOUHOTO BELECTBA, 3aMOIHSIIOIIETO
MEXKJIETOYHOE MPOCTPAaHCTBO TKaHeW. OHa coaep KUTCs B OONMBIINX
KOJJMYECTBaX B CHHOBUAIBHOW JKUAKOCTH, OKPYXKAIOLIEH CyCTaBbl,
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KOTOpas CIIyXKUT CMa3Kou u aMOpPTHU3aTOPOM. boratsl FHaHypOHOBOfI
KHUCIOTOM CTCKJIOBUAHOC TCJIO U ITYIIOBUHA.

COOH CH.OH
H H
H
OH H O H O\
H HO h
n oH H  NH-COCH,

Tuanyponosas kucnoma

XOHIIPOUTUHCYAb(ATH! (XOHAPOUTHH-4-Cyab(AaT, XOHAPOUTHH-6-
cynbdart, repmMaraHCyIb(aThl) COCTOT U3 uepeayromuxcs N- aleTHI-
raJakTO3aMHUHa, NIFOKYPOHOBOW U MIyPOHOBOM KUCJIOT, COEAMHEHHBIX
B-(1-3) u B-(1-4) — TuKo3uAHBIMU CBsI3IMHU. O0SI3aTeIFHO HAINYHE
cepHoOi kucaoThl. KeparaHcynb(arsl BKIIOYAIOT B CBOIO CTPYKTYPY
alleTWIIIIOKO3aMHH, CEPHYIO KUCIJIOTY, IaJIaKTO3Y, CHaJI0Bble KUCIIO-
ThI. O0I1Iee KOJIMYECTBO MOHOMEPHBIX SMHHUI] OT HECKOJIBKHX JIECST-

KOB J10 HECKOJIbKMX COTCH.
COOH

KK e

NH-CO-CH,

Xonopoumun-4-cynogham

COOH CH,0-SO.H

H OH
H T~
OH H O\< H @)
OH H H
H OH

H NH-CO-CH,

Xonopoumun-6-cynogham

61



CH,OSO,.H CH,OH

H OH
OH H O H H O
OH z
Jes NHCOCH, H OH
N-auemun-znokozamun-6-cynvgpam  D-zanakmosa
Kepamancynsgpam

Copepxaliue CEepHyI KUCIOTY KHUCIbIE TITIOKO3aMUHOTIMKAHBI
pacIpoCTpaHEHbI B XPSIISIX, KOCTSIX, CYXOKUITUSIX, KOXKE, apTepUalb-
HOM CTEHKE, pOTOBHIIC I71a3a. YYacTBYIOT B 00pa30BaHUH MPOTEOTIH-
KaHOBBIX arperaTroB, BBITIOIHSIOT CTPYKTYPHYIO (DYHKIIHFO.

Monekyna renapruHa COCTOUT U3 OBTOPSIOIIETOCS TUCAXAPUTHO-
r0 KOMIIOHEHTA, COACPIKAIIETO IIIOKO3aMHUH U YPOHOBYIO KUCIIOTY.

BoapmMHCTBO aMUHOTPYIIIT OCTATKOB TIIIOKO3aMUHA MTPUCYTCTBY-
eT B N-cynbhupoBaHHOH GopMe, HO UMEETCsl B HeOOJIbIIIOe KOJInYe-
CTBO alleTWJIMPOBAHHBIX AMUHOTPYII. [ TTIOKO3aMUH CONEPIKUT TAKKE
Cq-cynbdarnbiii 3¢pup. Oxoiio 90 % ypoHOBO# KUCIOTHI — 3TO HIIyPO-
HoBas U nuib 10 % mpUXoAUTCS Ha TIIOKYPOHOBYIO KUCIIOTY.

H
H
CcoOo
OH 1% OH
HO
H OH D-uoyponoeasn xucnoma

[enapun oOHapykuBaeTCss BO MHOTHX TKaHSX, OCOOEHHO B Tyd-
HBIX KJIETKaX SHAOTEIHS cOCY10B. BEICBOOOXKAAsACH B KPOBOTOK, rema-
PHUH IEHCTBYET KaK aHTUKOAryJsHT, akTuBUpys aHTutpomMOuH I11. On
TaKKe SABJIACTCA aKTUBATOPOM JIUIIOIPOTEUAJINIIA3BL.

I MMKOKOHBIOraThl — MOJEKYJIbI, KOTOPBIX COAEPKAT YITIEBOJAHBIE
uenu (oxHy min Oosee), KOBaJICHTHO CBSI3aHHBIE C OSTKOM MJIH JIUITH-
oM. K aTomy knaccy coequHeHn OTHOCATCS TIIMKOIPOTEHIbI, TIPO-
TEONIMKAaHbI U TTIMKOIMIIHIBL.

B nporeomukaHax yII€BOIHBIE KOMIIOHEHTHI SBIIIFOTCS ITOJIMCA-
XapuaamMH (KUCIble TIIIOKO3aMUHONIMKAHBI), IPUYeM Ha JIOMI0 yIiie-
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BOJHOT'O KOMIIOHEHTa MPUXOAUTCS 10 95 % nx maccel. CBsA3b ¢ OeIKoM
MOXeET OBITh KOBAJICHTHOM WJIM 3JIEKTPOCTaTUIECKOM.

[IpoTeornnkaHOBbIE arperaThbl CBsI3aHbI C KOJUTareHOM, (GUOpomeK-
THHOM M JIAMEHMHOM. DTH arperarbl IpUHUMAIOT yyacTue B hopmu-
POBaHUM TKAaHEBOTO KapKaca, OHH CBS3BIBAIOT OOJIBIIOE KOJINYECTBO
BOJIbI, 00YCIIOBIMBAIOT Typrop TKaHeH, BIUSIOT Ha TPAHCIIOPT HOHOB,
MPHUIAIOT CBOWMCTBA CMa3KH CHHOBUAIBHOM YKHIKOCTH U CIIU3H.

VYTII1eBOAHBII KOMITOHEHT, KOTOPBIH COCTOUT U3 KOPOTKUX MITH ITHH-
HBIX Pa3BETBICHHBIX UJIM HEPA3BETBICHHBIX OJINTOCAXapUIHBIX LICMeH
COZICPIKUT: FeKCO3bl (MAaHHO3a, FaJIaKT03a, [III0K03a); aLlle THIITeKCO3aMH-
Hbl (N-aneTnirmoko3aMut, N-alerniralakTo3aMiH); eHTo3b! (apa-
OuHO3a, kcwio3a); MeTuianeHTosbl (L-dyko3a); cuanoBble KUCIOTHI
(auunmpou3BOAHBIE HEWPAMUHOBOW KHCIOTHI, IpeoliagaronuMu
cpeau HUX ABISIOTCS N aleTHIHeHpaMUHOBAsI KHCIIOTA).

H H
H H
CH3
H HO
OH | OH
OH H OH H
L ¢yxo3a N ayemunueiipamunosas Kucioma

Coneprxanue yriaeBoA0B MOXKET OBITH MeHbIIE 1% U JOXOTUT 10
80%. I'mukorpoTenHsl ¢ copepkanneM > 4% yTiieBOI0B HAa3bIBAIOT
MYKO-TIPOTEMHAMH M3-3a TOTO, 9TO WX PACTBOPHI 00T af0T OYeHb BbI-
COKOH BSI3KOCTBIO.

KoBanenTHas CBA3b C MOTUTIENTHIOM OCYIIECTBISIETCS ITyTEM 00-
pa3oBaHUs TIIMKO3HIHON CBSI3M ¢ OOKOBOH IEMBIO OCTaTka CEpHHa,
TpPEOHWHA, acTlaparmHa WINA THIPOKCHUIIH3HHA.

[IpucoennHenne caxapoB K OCIKY MPOUCXOAUT B armmapate [ompa-
KU ¥ IPUBOJIUT K XUMHUIECKOMY M3MEHEHHIO CTPYKTYPBI OEITKOB, KO-
TOpBIE AOJDKHBI OBITH HCTIONBE30BAHBI CHAPYKH KIETKH WIIA MeMOpaH-
HOM 00OJIOUKE KJIETKH, TO €CTh, YIJICBOAHBIN (h)parMeHT BBITIOTHSET
pOJIb TOTIOMHUTENBHOTO (hakTOpa y3HaBaHWSA Oeika. DTO O3HAUYAET,
YTO crenru(uyeckoe CBI3bIBAHUE TIIMKOMPOTEHHA C IPYTOM MOJIEKY-
JIOW MOXKET OCHOBBIBATHCS Ha CIENN()UIECKOM CBSI3BIBAHUN YTIIEBOI-
HOTO (parMeHTa.
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K mukonporennaM 0THOCATCS: TOPMOHBI (TUPEOTPOIHH, JTHOTPO-
MUH, GOJITUTPOITUH, XOPHOHHYECKHI TOHAIOTPOIINH ), HIMMYHOTJIO0Y-
JIMHBI, PEUENTOPBI, TPAHCIOPTHBIE 0Nk (TpaHCchepprH, OPO30MYKO-
WA, UeppyIoIIa3MHH U Ip.)

[lepeBaprBaHue yr/1eBOAOB B KeJyA04HO-
RULLEYHOM TpaKTe

HcrounnkoM yriaeBoAOB SIBISETCS MPEUMYIIECTBEHHO MHILA pac-
TUTETHHOTO TIPOMCXOXKICHUs. MyUHbIe H3JeNusl, KPYIIbl ¥ KapTo(denb
ITOCTABJISIFOT KpaxMaJl, MAIIEBOH caxap U CBEKJIa — caxapo3y, 3TaKu —
MaJbTO3y, (PPYKTHI U Mell — (PPYKTO3y U TIIFOKO3Y. M3 TIPOAYKTOB KU-
BOTHOTO MPOUCXOKICHUSI UCTOYHUKOM YITIEBOJIOB SIBISETCS MOJIOKO,
cozaeprkariee nakTo3y. Cyrounas nmorpedHocTh cocTapiser 400-500T.

[IumieBple yrieBOasl — TONH- U JUCAXAPHUIbI TUAPOIUIYIOTCS
rKo3uaa3amu ((pepMeHTaMu, THAPOIU3YOIIUMHU TIIMKO3UIHBIEC CBsI-
3W) THINEBAPUTEIBHOTO TpakTa 10 MOHOMepoB. K HUM OTHOCSATCS:
MaHKpeaTuyeckas o-amMuiasa, aMuio-1,6-mmko3unasa u onuro 1,6-
IMKo3ua3a (aeBerssmre GpepMeHThl). Manbro3a, caxapos3a M Jiak-
TO3a TUAPOIU3YIOTCS COOCTBEHHO MallbTa30M, caxapas3oi  JIAKTa30i,
CUHTE3UPYEMbIMH KJIETKAMH KHIIEUHUKA, THIPOITH3YIOIIINMH JArcaxa-
PUIBI HA TIOBEPXHOCTH KIETOUYHBIX MEMOpaH (TIPUCTECHOYHOE THUINEBa-
peHME) WK BHYTPUKIIETOYHO.

[Ipoxykramu MoIHOTO TIepeBapUBaHUS YIIEBOIOB IMHIIH B UTOTE
SIBIISIFOTCSL: TIIFOKO3a, (PPYKTO3a, TajJaKTo3a.

BcacpiBanre MOHOCaxapu0B OCYILIECTBISETCS C MOMOIIBIO IBYX
MEXaHU3MOB: aKTUBHOTO TPAHCIIOPTa MPOTUB I'PaJMEeHTa KOHIICHTPa-
WU 1 IpoCcTod Mu(dy3un ¢ y4acTHEM CIICIUAIN3HPOBAHHBIX TEpe-
HOCUMKOB — oOneruennas nuddysus. IlaccuBHo auddyHanpyrot
MOJIEKYJIbl TICHTO3 (KpOME KCHJIO3bI), a TaKKe CIHUPTHL. BTOpu4HO-
AKTHUBHBIM TPAHCIIOPT C MCHOIb30BaHUEM 3Heprun AT® xapakTepeH
JUTSL TAJIAKTO3bI, TITFOKO3bI, (PPYKTO3bI, MAHHO3bI U KCHIIO3BI.

[Ipu mocrynneHnn MOHOCAaXapuIOB B KIETKH TEYSHH OHU (oC-
(hoprHPYIOTCS, TPUCOCTUHSIFOT OCTaTOK MOseKkyssl ATD u oOpasy-
eTCs raslakTo30- 1 -ocdar, nmoko30-6-hocdar u hpykTo30-6-hocdar.
3arem ¢docdopHbie IPUPHI TEKCO3 MPEBPAMIAIOTCS B TIIFOKO30-6-

docoar.
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[Iponecc npespartieHus: PpyKTO3bl B ICUCHH.

HOCH, (O CH.OH ®-o-cH, O CH.OH
ATD AllD
H OH \ / . H OH
OH I 2EKCOKUHA3A OH o
¢pyxmosa ¢dpyrmoszo-6-pocpam
®-o-cH,
H /] OH
> OH y =
pocgpozerco 1o N H 6 Memaobonum
uzomepasa
H OH

21oK030-6-ghocgpam

Hpouecc MpeBpalICHUA I'aJIAaKTO3bI B IICUCHU.

CH,OH CH,OH
o O u ATD All® on O u
oy Caraxmorunasa . 0-®) +VTD
H OH H OH
eanakmosa eanaxkmoso-1-gpocgpam
OHOH
» YJI®-ranaktoza —— @ J VJI®-ramoko3a
rexcosodocdar YV AD-riaoko30-
ypuauiaTrpaHcdepaza C4-3numMepasa
lOHlOH yao
/ > III0K030-1-hpocdat ———— rioko30-6-pocdar
nupogocdopunasza dpochoraroko- !
MyTasa v

B MeTabOIH3M

HyTl/l YTUIHU3aOHH INIKOKO3bI B KJIECTKE.
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1. AspoOuslii pacniaz rmoko3sl a0 2 monekyn [IBK ¢ nocnenyro-
muM ee okucienueM g0 CO, u H,O.

2. Ilenro3o-docdarHplii MyTh.

I'mukonu3 (aHa3pOOHBIHA [TMKOIH3).
CuHTE3 [IMKOTeHa.

O6pa3zoBaHue 3aMEHUMBIX AMHUHOKHUCIIOT.
CHHTE3 TUMUIO0B.

CuHTe3 reTeponoimcaxapuuaoB.

CHHTE3 HYKJIEOIPOTEUI0B.

Pacniag yrineBonoB B KIETKax SIBISIETCSI OCHOBHBIM (10 56 %) wmc-
TOYHHUKOM SHEPTUHU Ul HPOLECCOB JKU3HEACATEN HOCTH. B 3aBu-
CUMOCTH OT JOCTYITHOCTH M YYacTHs KHCJIOpOJa pacraj YIIeBOJOB
MOXeET OBITh a3pOOHBIM U aHadpoOHBIM. [lo XapakTepy paciuenieHus
MOJIEKYJIBI [JIFOKO3bI PAa3IMYalOT pacraj] yIIeBOAOB TUXOTOMHYECKHUH
(mpobneHue momojaM) W armoOTOMUYECKHH (C OTHICIICHHEM JIHIIb
OIHOTO YIJIEPOAHOTO aroma).

B opranusme uenoBeka MPOTEKAIOT CIEAYyIOLIHE BUIBI aHadPOO-
HOTO pacrnaja yrieBOIOB: [TIMKOJIN3, INIUKOT€HOIN3 U OpOKeHHE.

AHa3’pOOHBIIN TIIMKOJIN3 MPOTEKaeT 0e3 yuyacThsi KHCIOpoa U 3a-
KIIIOYaeTcsl B paclieryieHny rtoko3sl 10 [IBK, kotopas npespariaert-
sl B MOJIOUHYIO KHCIIOTY (JIaKTar).

BpokeHneM HazbIBaeTCs pa3ioKEeHUE YIIEBOJOB MUKPOOPIaHU3-
MaMH B aHadpOOHBIX YCIOBHSX, U POTEKAET OHO B TOJICTOM KHIIEY-
HUKeE.

['mukoreHonnzoM 00O3Ha4YaeTcsi aHA’POOHBIM Mpolecc pacmana
[JIMKOT€HA JI0 JIaKTaTa.

Peaknyuu mukonnu3a npoTeKaroT ¢ yyactueM (DepMEeHTOB, JTOKaIU-
3YIOIIUXCSI B LUTOIIa3Me. B rrkonnse MOKHO BBIACIHUTH TOATOTOBH-
TEJILHBIA M OKUCIUTEILHBIN TallbI.

[ToAroToBUTENBHBIN ATAll BKIIOYAET B ce0sl aKTMBHPOBaHHE T'eK-
co3bl ¢ oOpa3oBanueM (ppykro3o-1,6-Oucocdara, TMXOTOMHYSCKUAN
pacnajg akTUBUPOBAHHOW T'€KCO3bI MOMOJIaM C BOSHHKHOBEHUEM JIBYX
(docdoTpro3 u ux B3aMMONpeBpaILCHHE.

OKHUCIUTENIBHBINH 3Tall BKIIOYAET peakiuu OKUciIeHus U docdo-
punnpoBanus 3-OI'A, conmpoBoXkAaOLMIicsS NepepacipeaeieHueM
SHEPTUU U 00pa3oBaHHE MaKPOIPTUUYECKOW CBSI3H, C MOCIEIYIONIM

PN kW
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cuaTe3oM aByX AT® myrem mepBoro cydctparHoro gochopuiupo-
BaHUsSI; BHYTPUMOJIEKYIISIpHOE OKHciIeHue (ocdorumiepara (eHomas-
Has peakuys), Beayliee K BOSHUKHOBEHUIO MaKpOIPTHUECKON CBSA3H
U BTOpOMY cyOcTpaTHOMY (HOCHOPHIMPOBAHHIO C CHHTE30M €IIe IBYX
AT®; BoccranoBnenueM [IBK B nakrar (KOHEUHBIH NPOLYKT IIIHKO-
nm3a).

CyMMapHOe ypaBHEHHE TIIHKOJIN3A.

CH,O, +2 AA® + 2 H,PO, — 2 naxrara+2ATO + 2 H,O +

+ sHeprus (TeTo)
DHEpruu Mpu 3TOM 0cBoOOKIaeTcst okono 10 k/[/Mob.

Peaxruu mmukosn3a, BKIIOUas o0pa3oBanue 3 GochonHIepuHO-
BOTO QJIBJICTH]IA.

CH,0H CH,OPO;H,
g | ATCD Allo
o > K%H H _
H
HO | LOH reKCOKHHAa3a HO [ u dbocoorexco
TII0KO03a TII0K030-6- u3zomepasa
dochat
(P) cH,-0H CH:'O@ CH;-O@
ATO Al
H OH
ou | dbochodpykTo q
bpykxTo30-6 KWHa3a bpykTo3o-1,6 anpaonasa
dochart 6udocoar
CH,0H C/ioH
2 |
c=0 +  H- C-OH > 2
‘ Tpro3zodocdar
CH,-0 n3omMepasa
o3 ®
3 bochornume-
3 AuOoKcHane- pHHOBBIfI albaec-
ToH pochdar THI

Peaxrun rimukonusa, HaurHas 3 anudochonTIepruHOBOTO albie-
TUaa, BKIITo9ast 00pazoBanue GochoCHOMMUPOBIHOTPATHON KHCIOTHI.
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C//O po, Hiﬂ o //O

HAIIH (H") C ZAL[(D 2AT®
2 ™ < z |>So ~AF) 2
H-C-OH raguepoanbpie- H- C OH 1,3 nudocdor-
rux pocoar AT NHIEPATKUHA3A

CHZ—O-@ CH2-0-®
1,3 nudocdor-

Tauuepoansaerus THLUEepHHOBAS
3 dpocoar KHCI0Ta

o}

4
[ Son
H-C-OH

,CHZ-O—®

3 ochormiieprHOBas KUCIOTA
Peaxnmu rimukonm3a, HaunHas ¢ 1,3 mudocdormumnepara, BKIoJas
o0pa3oBaHue JIaKTara.

/ / 7
24010 24T® // HzO
o N@ 13 Tnpocs f\OH —_— uom
H—c—O0H ¢orauuepar- H-—Cc—OH ochormume- _o @ 5
KHHAZA T pat Mytasa
CH,-0-
2 CH,-0- H
1,3 nudocdor- 3 ¢oc¢orﬂﬂu 2(boc%or2nnuepnﬂo
JAHLEPHHOBAS HOBasg KHCIOTA Bafg KHCJIOTAa  eHOXa3a
KHCIIOTa
/? fo) O O
A;@ ATo  // / H%I(H) HAT /7
~oH A X Pl
j: o ® docdoe- ?\OH —— f\OH ToH
HOJ THPY- —OH =0 Jaxrar ae- H — C—OH
BaT KHHA3a T’ TUAporesHasa T
<I>0c¢boe ?—rrnlévaaT HHpVBaT (xeTo- CH3
HOJ MHUpY- ; dopma) naktat

Pacnag yrmeBonoB (WTIOKO3BI, TNIUKOTEHA) B @aHAYPOOHBIX yCIOBH-
X Ha3bIBAIOT OKHCIUTEIHHO-BOCCTAHOBUTEIHHBIM IIPOIIECCOM, II0-
TOMY YTO B HEM OJIHU W3 NMPOMEXYTOYHBIX METa0O0IHUTOB (TIUIEPO-
anpserua-3-gocdar) okucIasieTcs MyTeM IeTHIPUPOBAHNUs, a APYTON
(TMpyBaT) BOCCTAHABIMBACTCS, AKIECITHPYS BOIOPOA. DTH PEaKIINH
OKHCIIEHUS] — BOCCTAHOBJICHHS B3aUMHO OOYyCIIOBIMBAIOIINE O/IHA
JIPYTYIO ¥ Ha3bIBAIOT MIMKOIUTHYECKON OKCHIOPEIYKIIHEH.
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Crazuy HaKOIUIEHUS SHEPTHH — PeakUuu cyocTparHoro docdo-
punupoBanus: ¢pocdornmuueparkuiastas, GochoeHOIIUPYBaTKUHA3-
Hasl.

HeoOparnmbiMu peakunsiMu IHKOIN3A SIBISIOTCS PEaKLUK, KaTa-
nu3upyeMble (hepMeHTaMu: TeKcoknHasza, (hochoppyKToKknHA3a, TTH-
pyBaTKHMHa3a.

B nporecce anaspoOHOTO TIHMKONIM3a TyTeM CcyocTpaTHOTO (oc-
(hopunmpoBanus cuaTesupyercs 4 mosuexyinsl AT®. Tak kak B Hauane
nporecca 2 ATD pacxomyeTcst Ha aKTHBUPOBAHHUE TEKCO3bI, TO HAKO-
IJIeHHE (YUCTBIN MPUPOCT) cocTaBisieT 2 MoneKyasl ATD Ha Kakayio
MOJIEKYJTY PachaJaronieiics MIIOKO3bI.

B mpouecce mimkorenonmsa mytem cyocrparHoro (ochopuiu-
poBaHust cuHTe3upyetcs 4 monekyiasl AT®. B nauane npouecca pac-
xonyercs ogHa AT®, nmostoMmy HakorieHue cocrasiseT 3 ATO Ha 1
MOJIEKYJy, IIOJIBEpraloLeiics: pacnary TIIIOKO3bI.

B Oonpiiom KomuuecTBe JakTaT 0Opa3yeTcsi W HAKaIIMBAETCs
B MBIIIIAX MTPY HHTEHCUBHON (hn3nyeckor Harpyske. B mampHelem
MOJIOYHAsI KUCJIOTA HOCTYIIAeT B KPOBb, U3 KOTOPOH €€ IMOIVIOIIAIOT
cepAevHas MplIIna U nedeHb. CepaedHas MBIIIA OKUCIACT JIAKTaT
B IIMPOBHHOIPAJIHYK KUCIOTY, KoTopas 3arem cropaer B LUJIK, mo-
CTaBIIsisl DHEPTHUIO JIJIsl BBITIOJTHEHUSI COKPATUTENLHON paboThl. [TeueHp
MOJKET IMOJBEPraTh MOJIOYHYIO KHUCJIOTY HE TOJIBKO OKHCIUTEIHLHOMY
pacnajy, HO U MpeBpalarh ee B IIIOKO3y U MIUKOTeH (IIpoLece IIko-
KOHEOTEHE3Ra).

[Iponiecc MOOHMIM3aLNY ITTUKOTEHA B TIEYEeHU (IIIIOKOT€HE3) U T~
KOT'CHOJIM3 MPOTEKAIOT WICHTHUYHO, HauumHas ¢ (ocdoponnsa riu-
KOI'€HA M BKIIOYas oOpa3oBaHHE INIOK030-6-ocdara. C 3toro mo-
MEHTa MYTH UX PACXOAATCS: MPH MOOMIN3ALMU TITUKOTEHa ACHCTBY-
eT IIoKo3a-6-ocdarasza, Bo3HUKAaeT cBOOOAHAs INIIOKO3a, KOTOpas
IIOCTYTaeT B KPOBOTOK, MPH TIIMKOTCHOIM3E K€ TITI0K030-6-pocdar
BCTyIIAeT Ha IyTh AMXOTOMHYECKOTO Paciaja, 3aBepluaroIierocs oo-
pa3oBaHMEM JIAKTaTa.

Peaknuu cimproBoro OpoxkeHusi, HauuHas ¢ GpochoeHonmupyBa-
Ta.
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co,

coon  AA®  AT®  cooH COOH
[ \ oA [ | 1
c-0~(P) COH > C=0
I I I nupysam oe
CH, nupysam CH, CH, kapbokcunasza
KUHasa
H O HAJT
pd CH,-OH

¢ HAJTH(H) A o

CH, Ar CH,
ayemanvoezuo 9MaHorn

Peakuuu mmkoreHonmsa, BKIIOYas oOpazoBaHue (GpPyKTO30-6-

tdocoara.

“H,0 CH,OH CH,OH CH,OH

LS L

I'mukoreH (y4-ox mon-off uenu)
H,OH

om
T

cH,0(P)

H;PO,
T'aukoren
dochopunaza

mociﬁom d;-

KO MyTasa

0-®

—>
docdo-
reKcou-
3omepa-
3a

nrokoso 1

H,00D CH,OH bocpar

DOpykT030-6 hochar

2,3 A®I" obpasyercs B spurpoumtax u3z 1,3 JDI' B pesynbrare
myHTHpoBaHus mmkonusa. Conepxanue 2,3 JI®I' B aputponurax 3710-
POBBIX JIFO/IeH BBICOKO — 17-+2 MKMOJIB/T reMoriIo0nHa. [J1aBHas poib
2,3 1®I" B spuTpOLUTaX — PETY/ISLHUS CPOACTBA FEMOIIOOMHA K KUCIIO-
pony. O0pasyst KOMIIEKC ¢ aMHHOTPYIIIIaMHU ¢ ¥ 3 1ierield reMorioOuHa,
2,3 1®I" moHm*kaeT CpoICTBO TEMOTIIOOMHA K KUCIOPOLY U CIIBUTAET
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KPHBYIO THCCOLMAIIMN OKCUTeMOITIOOMHA BIpaBo. B pesynbrare mpouc-
XoAMT Oo0JIee oNTHAs OT/AaYa KMCIOpOia KpOBbIo B TKaHsX. Coaepxanue
2,3 JI®I" B spuTponnTax BO3pacTaeT B yCIOBUIX THITOKCHH. OKa3anoch,
YTO Pa3BUTHE CKPHITOM AbIXaTeIbHONW HEAOCTATOUHOCTH COMPOBOXKIA-
eTcs yBenmueHueMm conepikanust 2,3 JIOI' B sputpormrax Oonee 23
MK/MOJIb/T TeMOIJIOOMHA. JTO MO3BOJISIET JHArHOCTHPOBATH CKPBITYIO
JIbIXaTeIbHYI0 HEI0CTAaTOYHOCTh M HAYMHATh €€ CBOEBPEMEHHYIO Tepa-
IUIO C IIEIbI0 HEIOMYILEHNS TIPOTPECCUPOBAHMS.

D¢ dextom Ilactepa Ha3bIBAIOT TOPMOKEHHE aHAYPOOHOTO pac-
naja yrieBoAoB (TIUKOIU3a), IPH MEPEKIIOUCHUN YCIOBUH B KIIETKE
Ha a’poOHbIe. APPOOHBIN pacha IIIOKO3bl BO MHOTO pa3 3(dexTus-
Hee aHa’poOHOro, oH mpoayuupyer B 19 pa3 Gonbiie AT®, nosto-
My B YCJIOBHUSIX a3poOHO03a KJIETKa MOXKET MOJYYHTh HY)KHOE € KO-
nudyectBo AT®, pacmienisii MUHUMAJIbHOE KOJIMYECTBO IVIFOKO3BI.
CHuXeHHe MHTEHCUBHOCTH [IMKOJIMTUYECKON CTaANU U 00pa3oBaHKe
JIaKTaTa MPOMCXOAMT Onarofapsi MHrHOMpYIOIEMY IeHCTBUIO 00-
paszytomierocsi AT® Ha kmoueBol (epMEHT AMXOTOMHUYECKOTO pac-
naga — ¢pochodppykrokunasy. [lo-BuaAMMOMY, UTpaeT Takke POib
co3natomtuiics B uroruiazme aeduuut AJId u H,PO,, HeoOxoaumbix
IUIsl IPOTEKaHUs TITUKOJIN3A.

Henpamoit ouxomomuueckuii nyms aipooHo20 OKUCIeHUA yIie-
BOJIOB MPEACTABIECH TPEMs ITPOLECCaMU:

1. Oxkwucnenue NIIOKO3bI MM TiiukoreHa o I1BK;

2. Oxwucnenue I1BK no aneruin-KoA;

3. Oxkwucnenue anetun-KoA no CO, u H,O.

Oo6pasyromutics B nurtorwiazme HAJIH (H*) cmocoben mepe-
HOCHUTCSI B MUTOXOHJIPHUU B XOJ€ OCOOBIX MPOLECCOB, HA3bIBAEMBIX
YEeITHOUYHBIMHU, KOTOpBIE OOECIEUMBAIOT OMOCPEIOBaHHBINH IMEPEHOC
MOJIEKYZl uepe3 MeMOpaHy MHUTOXOHIPUH, KOTOpas HeNpoHHIaeMa
it HAJTH (HY).

CymiecTByeT JjBa TUIA YETHOYHBIX MEXaHMW3MOB: MaJjlaT-acraprar-
HBIH (B IedeHn) 1 muLepoii-pocdarHbiil (MbIIIeUHAst © MO3rOBast TKAHb).
B nwrorasme HAJZIH (H'), 3aBucumas manarneruaporeHasa BOCcTa-
HaBJIMBAET OKCAJIOALIETAT B MaJiaT, KOTOPBIN MIPOHUKAET B MUTOXOHIPHH.
HAJI" 3aBucrMOe OKHCIIeHHE MajlaTa BHYTPH MHUTOXOHJPHH 3aBeplla-
et npotecc nepenoca HAJIH (H") u BriIroyaeT npoTOHBI U 3IEKTPOHBI
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B L{I13. Oxcanoanerar, HeOOXOAMMBIN JJIsl CHHTE3a MaJlara, B IATOILIA3-
Me MOJKET 00pa30BBIBATHCS B XOJIC TPAHCAMUHUPOBAHUSL.

B cnyuae mumnepon-¢ocdarHoro 4enHOYHOIO MEXaHH3Ma B LIU-
torutazame HAJIH (HY) 3aBucumas runepon-3-docdrar geruapore-
Ha3a BOoccTaHaBIUBaeT (HOCGOANOKCHAIIETOH B muiepo-3-pocdar,
MIPOHUKAIOIIHNNA depe3 MeMOpaHbl MUTOXOHApHUN U okucisercs DAl
3aBUCUMOH IHLepod-3-(ocdar nernaporenasoii ¢ BKIOYSHUEM aTo-
MoB Bozopoaa B L1135 (memb mepeHoca 37eKTPOHOB).

[TupoBuHOrpagHas KHUCIOTa TPAHCHOPTUPYETCS! CIEHUATIbHBIM
MEPEHOCYNKOM B MUTOXOHJIPUIO, TJI€ TIOABEPraeTCsi OKHUCIUTEILHOMY
JIeKapOOKCUIMPOBAHHIO ¢ 00pa3oBaHueM anetui KoA.

[Ipoecc  OKHMCIMTENBHOTO AEKapOOKCHMIIMPOBAHMS MHUPYBa-
Ta KarajJu3upyeTcs HECKOJIBKUMH (EepMEHTaMH, pPaOOTarOIUMHU
B OTPE/IETICHHON MOCIe0BATEIIbHOCTH, U 00bEAMHEHHBIE B MYIIBTH-
(epMEeHTHBIN NMUPYBaTACTHIPOTCHA3HbIH KOMIUIEKC: UPYBaT JeKap-
Ookcunmpylouas AETHIpOreHasa, AWTHAPOIUIOWITpaHCcaleTHIasa,
JTHIPOJIUTIOWIT-ICTHJPOTeHA3A.

Kodepmenrsr:

Tuamuanupodocdar (MeTaboauyecKn akTUBHas pOopMa BUTAMU-
Ha B, — TII®), amupa nunoeBoit kucnotel, kKodH3uM A, DAl u HA/I:

0
I Mg2+ (I)H
1) CH;-C-COOH +E-TIl® — E-TII® - CH - CH, + CO,
AT
CH,
0
OH H / \

|
2) Emr-mq)-CH-cm+ETA-I‘1-C-(CH2)4-CH-|CH2—>Enﬂr-mm
H S—s

CH, CH, 0
' /A 9 /\ I
+ETA—III—C—(CH2)4—CHO CH,-SH+4HSKoA —> E~N-C—(CH,),~CH CH, +CH,~C~SKoa

| I
I
H S-C-CH, H SH SH

CH,

CH,

/A " / A\

4)Epy ~N-C-CHy~CH  CHy*Eyyy- @Al —» E-N-C~(CHy),~CH  CHy+ Eyy; - OAJH,
! I I | [
H SH  SH H §—S

5)E- ®AJTH, + HAJl —> E- ®AJT+ HAJIH'(H") — LT3
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['mukonu3, ¢epMeHTHBHOE NEHCTBUE MUPYBATAETHUAPOr€HA3HOTO
KOMIUIEKCA ¥ IIUKJI TUMOHHOM KHUCIIOTBI — BCETo B cyMMe 19 peakimii
— OMpPENENAI0T MOJHOE PA3IOKEHHE MOJIEKYIbI ItoKo3bl 10 6 CO,.
Brixon merabonmudeckoii snepruu B Bujge AT® nmpoucxoaut Ha ypoB-
He cyOcTpara B nporecce riukonusa (2 AT®) u B nukiie JUMOHHOM
kucnotel (2 I'TD), a ocransHoe KonmudecTBO — 34 AT® monyvaercs
B X0JIe kuciopoazaBucumoii pereaeparnun HAJIH (H") u ®AJIH, npu
OKHUCIIUTEIIbHOM (hochopriinpoBaHuu. B urore mojHoe okuciacHue 1
MOJIEKYJbI TIIOKO3bI AaeT 38 win 36 monekyn AT®, B 3aBUCUMOCTH
OT THIIA YETHOYHOTO MEXaHU3Ma.

[enro3ohocdarHblii UK BBIMOIHSIET ABE TIIaBHbIC (YHKIIHU:

1) obpazoanne HAJI®H nis BocCTaHOBUTENBHBIX CHHTE30B, Ta-
KHX KaK CHHTE3 KMPHBIX KUCIIOT H CTEPOUIOB;

2) obecrieueHue neHTo3aMu (prdo30ii U 1e30KCUPHO030ii) CHHTE-
3a HyKJICOTH]IOB M HYKJIEWHOBBIX KHCIIOT;

3) DHepreTuueckas poib y AeTeil paHHETO BO3pacTa.

[enro3odocdarHplii MyTh aKTUBHO MPOTEKAET B MEYEHH, KHPO-
BOH TKaHW, KOpe HAMOYEYHUKOB, IIUTOBUIHON JKEIe3e, IPUTPOIIH-
TaX, CEMEHHUKaX, MOJIOUHBIX JKeJIe3aX B [IEPUOJ JIAKTAIIUH, B SMOpHO-
HAJIBHBIX TKAHIX, OH MAJIOAKTUBEH B CKEJICTHBIX MBIIIIIAX.

[locnenoBaTensHOCTE peakiuii MOXKHO Pa3/IEHUTh Ha ABE (a3bl:
OKHCJIMTEJIbHYI0O ¥ HEOKHCIHUTENbHYI0. B peakuusx mepBoil ¢asbl
[JIF0K030-6-ocdar Aeruapupyercss U JeKapOOKCHIUpyeTcs ¢ o0pa-
30BaHMeM puOyno3o-5-hocdara. B xome Bropoit dazer pudyno3o-5-
¢docdra npeppaiaeTcs CHOBa B TIIIOK030-0-pocdar B cepuu peakuuii,
B KOTOPBIX IVIaBHYIO POJIb UTPArOT JBa (pepMeHTra: TpaHCKEeToIaza
Y TpaHCaJbI0J1a3a.

OxucnurenbHas dasza

cr-07) HAL® HANOH'H' ci-o- () e

‘m X

=0

OH

OH
on [0K030-6-dbocdar TIIOKOHOTAKTOH

H
OH JleruporeHasa rugpoinasa
II0K030-6-dhochar 6-dochoraoxoHo

JIaKTOH

73



(IZOOH CIOOH (IfH20H

H-C-OH HA(DH*H* H-C-OH €O, c=0
| [ - I
HO-C-H NN ¢c=o \  HC-0H

H-¢-OH 6 pochoraokoHaT > H-&F-OH nexkap6ok H-é-OH

H-C-OH neruporeHasa H-C‘-OH cunasa CH,-0O-POsH;
CH,-O-POs3H, FHZ-O-PO3H3 pubymnoso
6 docdo 3-xeto-6-docdo S-docoar
TAIOKOHAT rAIOKOHAT

CyUIHOCTb HEOKUCIUTENBHOH (a3bl

CyTh mporiecca B 0OpaTHOM TIPEBPAIIEHUN IEHTO3 B TEKCO3BI.
ITocnenoBaTenbHOCTh peakUUid CAEAYOIIAs:

1. U3 aByx meHTo3 o0pasyroTcsi TpHO3a U renTo3a

2. Pearnpys mexmay coboi, oHH 00pa3yroT TETPO3y U TEKCO3Y
(bpyxT030-6-Pocdar).

3. Terpo3a, pearmpys ¢ OIHOH TICHTO30H, 0Opa3ys TEKCO3Y
(ppykro30-6-docdar) u Tpuosdy (PpochorTHIepHHOBBII albACTHI).
Taxum 00pazom, u3 3 MOJIEKY] TIEHTO3 TTOMYYMIIA 2,5 MOJIEKYIIBI TeK-
co3. CnenoBatensHo, U3 6 MOJIEKYJ MEHTO3 00pa3yloTCs 5 MOJIEKyI
[JTF0K030-6-docdara, a oJHa MOJIEKya TIFOK030-6-pocdara oxkucs-
ercs 1o CO, u H,0.

CymmapHOe ypaBHEHHE IIEHTO3HOTO IUKJIIA!

6 moko30-6-pocdar + 12 HAJ[O—
12 HAA®H + 12 H" +6 CO,+ 5 mimoko30-6-docdar

OOpasyeMblii B HEOKUCIHUTENbHOW (aze (ochoruieprHoBbIi
aNpJIeTH]] HE MpeBpalaeTcs B IIIOKO30-0-docdar, a pacmamaercs
1o CO, u H,O ¢ omHOBpeMEHHON TeHepaIieii SJHepruu.

B sputponurax oopazosanue HAJ[®H B xone nMeHTO3HOTO MyTH
HEOOXOAMMO TSI TIOZISPKaHuUs BBICOKOTO YPOBHS BOCCTAHOBJIEHHOTO
[IyTaTHOHA, KOTOPBIH, B CBOIO 04Yepe/lb, HEOOXOAUM AJISl COXPaHEHHUS
CTPYKTYPHOH ILEIOCTHOCTU SPUTPOIINTA, MPEJOTBpAIlasi OKUCICHUE
SH-conepsxanux OSIKOB 1 MEMOpPAHHBIX JTUITHIOB.

N3 a’poOHBIX MPOIIECCOB OKUCICHUS TIIFOKO3bI TIEPBBIM BKIJIFOYA-
€TCsl aIIOTOMHYECKHUN ITyTh. AKTUBHOCTH (DEPMEHTOB 3TOTO IMpoIiecca
OTMeYaeTcs y TI0/a, 3HAYUTEIILHO BO3PACTAET ¢ KOHIIA MIEPBO Helle-
JI1 Y HOBOPOXKJICHHOTO M HOPMAIIN3yeTCs K KOHIY 3-4 MecsIa.

[TomoBrHA BCe#l TIIIOKO3bI, OKUCISIEMON B IEHTO030-(hochaTHOM
LIUKJIE UCTIONB3YeTCsI Ha 00pa30BaHME SHEPTHH, a JIpyras MOJIOBHHA
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Ha oOecriedeHne CHHTETHYECKHX MPOLECCOB (CHHTE3 >KUPHBIX KHC-
JIOT, HyKJIEMHOBBIX KHCJIOT U T.J1.)

C 3-4 mecsueB HaunHaeT QPyHKIIMOHUPOBATH OCHOBHOMW My Th 00e-
CTIEUYEHUS] dSHEpruel — a’poOHbIN AMXOTOMUYECKUH.

MakcumainpHasi akTHBHOCTh DJIOK030-0-ocdar neruaporeHa-
36l OTMEYAETCS Yy IJI0JA, Y HOBOPOXKACHHOIO OHA CHHUYKAETCS BIBOE,
HO ocTaeTcst oiee BBICOKOM, YeM y JIeTeH cTapliero Bo3pacra.

Pouib neueny B pery/isiiiy YpOBHSI INIIOKO3bI B KPOBH.

B medeHn MHTEHCHBHO MPOTEKAET MPOLECC MOOMIM3ALNH TIINKO-
reHa 1 00pa3oBaHust CBOOOJHOMH IIFOKO3bI, KOTOPasi OCTYIAET B KPOBb
U NOJJCPKUBACT KOHLEHTPALUIO ITIFOKO3bl KpOBU. B mpuHuMIE OH
BO3MOXKEH U B IIOYKaX, U B CIAM3UCTOM KUIIEYHUKA, HO HE B JPYTUX
TKaHsIX, TaK KaK B HUX HEeT (hepMeHTa TIII0K030-6-hocdarazbl.

OOMeH IIHMKOTeHa COCTOUT M3 Mpolecca CHHTE3a U pacmaja.
I'mukoren cunTe3upyercsa u3 nioko3sl npu yuactun ATO, YTO, 3a-
TPaBKH TJIUKOTEHA M COOTBETCTBYIOIIMX (pepMeHTOB. B Hanbompmmx
KOJINYECTBAX MIMKOTE€H CUHTE3UPYETC B IEYEHH U MBIIINAX. B MbI-
Lax IJMKOTEH SIBISIECTCA 3allaCHBIM HHEPreTUYECKUM MATEPUAIIOM,

ITocnemoBatenbHOCTH peaKquI CHHTE3a INIHKOIreHa:

CH,0H
H X H ALlD
ATp A
TIIIOKO- oc@Qor=
IS} H kunasa OH JUOKOMY-
H OH OH
FTI0K032 THI0K030-1-dhochar
H,O0H
yl‘i PuPy H H H H
*—L»Yﬂd)—rmokor;a{»
VAD-rawoKko3o
nupodochopu- — (o]
nasa
H H H H
I'nukorex (3aTpaBka)
VI CH,O0H CH,OH H,OH
/ H H H H H H
——
Tnukoren
CHHTeTa3a (6]
H H H H H H

I'nuxoren n+1
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MIPOAYIUPYIOIIUM B IPOIECcCe pachaja METaOOJIUThI IJIs CHHTE3a
AT®. B neuenu xe 3amachl IIUKOT€HA UCIIONB3YIOTCS, B OCHOBHOM,
IUTSL IOAAePKAHUST KOHLIEHTPALIMU TJIIOKO3bl B KPOBHU Ha OIpEIesIcH-
HOM ypoBHe. O0I1ee KOIMYeCTBO TIIMKOTeHA B TICUEHH B3POCIIOTO Ye-
JoBeka MoxkeT pocturarbh 100 rpaMMoB.

Peaxmust ¢ yyacTueM TIIHKOT€H-CHHTETA3bl OMpPenesieT CKOPOCTh
CHHTE3a TNIMKOTEHA U SIBISETCS peryiaupyemoil. CTUMynupyercs 3Ta
peakius HHCYJIMHOM, KOTOPBIH akTuBHUpyeT (hochomuscrepasy, pas-
pymaromnyio tAM®, BciaencTBUE YEro MpeKpalaeTcs IeHCTBUE IPo-
TEUHKWHA3, BbI3BIBAIONIUX AaKTUBUPOBaHUE DTIHMKOTeH-(pochopunaszel
Y UTHTUOMPOBAaHUE MTMKOT€H-CUHTETa3bl. [locieHnii mepexoauT B ak-
THUBHOE COCTOSHHE.

CuHTe3 INIMKOTeHA CTUMYIIUPYETCS UHCYIMHOM, KOTOPBIA aKTUBU-
pyer creaytomue (epMEHThI: TeKCOKHHA3a, INTIUKOTCHCHHTETAa3a.

Moo6uin3anyei INTMKOreHa Ha3bIBAKOT MTPOIIECC paciaia NIMKOTeHa
JI0 CBOOOTHOM TITFOKO3bI, KOTOPAas IOCTYIAeT B KpOBOTOK. Ha3zHaueHwue
ATOTO MPOIEcca — MOAACPKUBATH KOHLIEHTPAIUIO TIIFOKO3bI B KPOBHU
Ha MOCTOSIHHOM YPOBHE.

H.OH CH,OH
i H H H H
- ° o |
H
H L "

H;PO,4

TIHKO-
FTeH

docdo-
puaasa
TIHIHKOI'€H
£HOH CH,0H
H A\ H H & H
- Gochorioko-
© + @ MyTasa
OH
H H OH H
Tnukores n-1 Imokozo-1-dpocdar
CHZO'@ CH,OH
H H  HOH H;PO,
—> H — " _
OH H >
Cnoko3o 6 pocdharasa ————»B kposs
O H o
H H

Imoko3o0-6-dhochar
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[Mpu moOunM3anmu rimkorena 1,6 TIIMKO3UIHBIC CBS3U PACIICTLIS-
oTcs hepMeHTOM — 1,6-aMUITO-TIIMKO3H 1332,

CH,0H CH,0H

Ammuio-1,6-
TJAHKO3Maa3a

H H
H,OH CH,0H
H H H H
q H
o OH
H H H H H
CH,OH CH,0H CH,OH CH,OH CH,OH
H H H H H H H

— H u L H H H
__INPH o OH oY Lo\ on

H H H H H H H

NoJIHCaxapUaHas Uelp

MoOunu3anuusi IMUKOTeHa B IMEYeHH (TIIIOKOreHe3) CTHUMYIUpPY-
eTCsl IIFOKaroHOM M KaTeXOJIaMHUHaMH (aJpeHalluH, HOpaJpeHANINH),
KOTOpbIE AaKTUBUPYIOT MEMOpPaHHYIO aJCHWIATLMKIA3y, YTO BEICT
K mosiBNieHHI0 3,5 TAM® u akTHBHPOBaHWIO MPOTEeHHPOCHOKNHA3,
MIPOTEHHKNHA3a aKTUBUpYeT KuHa3y (ocdopunaszer (mytem ee ¢oc-
(hopunmpoBaHus), KOTOpasi, B CBOIO ouepeib, myreM (pochopunmpona-
HUS aKTUBUPYET HEAKTHUBHYIO IITMKOreH(ochopuiazy «B». AKTUBHAS
mkoreHdocdopuiasza «a» Karanuzupyer Gochopoaus MIHKOreHa.

AKTHBHpOBaHHE KHHa3bl (ocdopuiasbl BO3MOKHO U HOHAMHU
Ca™, KOHLEHTpauusi KOTOPBIX BO3pPAcTaeT B IeMaroluTax MPH BO3-
JeCTBUM Ha HUX Ba30IPECCHHA WIIM aHTHOTEH3MHA.

['mukoreH B e4eHu pacnagaeTcs 40 CBOOOIHON IIIOKO3bI, KOTOpast
MOCTYTIAET B KPOBOTOK, @ B MBIILICYHOH KJIETKE INIUKOTEH paclafacTcs
JI0 JTaKTaTa, pu 3ToM cuHTe3upyercs ATD, HeoOXOMUMBIH TS TIPO-
Lecca MBILIEYHOTO COKPAILICHHUS.

[TonsTHE «caxapy KPOBH — 3TO IVIIOKO3a + PeAyLHPYIOLINE Bellie-
CTBa; KOHIIEHTpaIus caxapa KpoBu — 4,4-6,7 mmonb/1 (80-120 mr %),
a KOHIICHTpAI¥sl TITIFOKO3bI KpoBU — 3,3-5,5 mmounb/n (70-90 mr %).
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KoHIieHTpanus mIoKo3bl B KPOBH TOAJICPIKUBACTCS CIICAYIOLIH-
MU UCTOYHHKAMU: MOCTYIJICHHE €€ M3 KUIICYHUKA MIPU BCACHIBAHUH;
MOOMIM3aIMsl TIIMKOTeHA M TIIOKOHEOTEHE3 B IMEYCHU, peabcopOorus
[JTFOKO3BI B IIOYKaX.

Irokoneozene3 — 310 00pa30BaHUE ITIOKO3bI U3 HEYTIIEBOIHBIX
KOMITOHCHTOB — U3 TJIMKOTCHHBIX aMHHOKHUCIIOT, IIUPYBaTa, JIAKTaTa,
runepuHa. CTHMYIUPYETCs TIIFOKOHEOTeHE3 ITFOKarOHOM, TITFOKOKOP-
TUKOUJIAMH, KOTOPIC OTBETCTBEHHBI 32 CHHTE3 ()EPMEHTOB TIIFOKOHE-
OreHe3a: MUPyBaTKapOOKCHIIa3bl, (OCPOCHOITUPYBATKAPOOKCUKUHA-
3bl, PpykKTO3a-1,6-0udocdarasbl u IFOK030-6-pocdarasbl.

HeoOparumbie peakiiuu IIIMKOIM3a B 00paTHOM HAIIPABJICHUH BO3-
MOJKHBI JIMIIb C IIOMOIIBE) OOXOTHBIX ITyTEH.

1. O0x0HO TTyTh, OOPATHBIN MHUPYBATKUHAZHOUW PEAKIUH:

(IIOOH +CO, C‘OOH (|IOOH

c=0 AT® C=0  +IT®,CO, JA®, (-0 ®

CH; nUpyBaTKap- (‘DHZ bochoenonnupysar CH,

TIBK Gokcuiasa COOH  xapbokcuxkuuasa OOII
(6uotHH) OAA

2. O0xo0HOM TyTh, 00paTHBIH HoCcPODHPYKTOKUHAZHON peaKInu:

CcH,0®) CH,0H
HO- (ll -H +HOH ,H;PO,  HO- (‘3 ~-H
H- |C - OH ¢bpyrrozo-6udocharaza H- C‘l - OH
H- IC - OH H- IC - OH
CH,0@) CH,0®
¢pyxTozo-1,6- bpyxTo30-6-hochar
6udocoar

3. O0X0HOM Ty Th, OOPaTHBIN 'eKCOKMHA3HON PEaKIInu:

H;-O-@

OH OH

OH
riI0K030-6-Gocdar

+HOH

' H;PO,

I1I0K030-6-bochaTasa

TJIIOKO03a
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OCHOBHBIMH TOPMOHAMHU, PETYJIUPYIOLIMMHE TIIFOKOHEOTCHE3 SIBJISI-
FOTCsI ITFOKOKOPTHUKOUJIBI, OTBETCTBEHHBIE 33 CUHTE3 (DEPMEHTOB 3TOTO
mpoliecca 1 obecrneyrBaroLIye MOoCTyIIeHnEe CyOCTpaToB B BUE yIiie-
POIHBIX CKEJIETOB aMUHOKHUCIIOT TP TKAHEBOM KaTaOoiu3Me OSJIKOB.

Ha KoHIIEHTpaIHIo TITFOKO3bI B KPOBH BIHUSIOT CIICIYIONIUE TOPMO-
HbI: UHCYJIUH, KaTeXOJaMUHbI (aJpeHaJINH, HOPaIPCHAIUH |, TIIFOKa-
roH, AKTT, rrokokoptuxouast, CTT.

WHcynuH noHMKaeT ypoBeHb caxapa B KPOBH, TaK KaK CTHUMYJIH-
pyeT MPOHUKHOBEHUE TIIFOKO3bI, aMUHOKUCIIOT, MOHOB KaJIUsl B KJICT-
KM JKUPOBOW TKaHU, MBIIIII, TICYCHH, B JICHKOIMTHI U (pUOPOOIACTHI.
CriocoOCTBYyET 3a/Iep>KKE IITFOKO3bI B KJIETKaX (BO3pacTaeT akTUBHOCTh
TFeKCOKMHA3bl W TOPMO3UTCS aKTUBHOCTh TIIIOK030-6-hocdrassr).
CTumMynupyeT yTHIU3AIUI0 TIOKO3bl KJICTKAMH IYTEM YCHJICHUS
CUHTE3a IIUKOTeHA (PacTeT aKTUBHOCTh ITMKOTE€H-CHUHTA3bl K — CHH-
JKACTCSI aKTUBHOCTh TIMKOTEH-(POoCchOpHiIasbl), a TAKKE MIyTeM aKTH-
BallUU e¢ JUXOTOMHUYECKOro pacmaja (Bo3pacraet aktTuBHOCTh ODK,
nupyBarkuHassl, nupysat JII'). B To ke BpeMst B IeYeHH TOPMO3ZHUTCS
00pa30BaHue TIIFOKO3bI IyTeM IIFOKOHEOTeHe3a (YrHETeHHUE CUHTE3a
nupyBarkapookcuiasel, ®OI1-kapOokcukuHasbl, Gpykro300udocha-
Tas3bl).

AJlpeHaNVH ¥ TIIFOKArOH MOBBIIIAKOT KOHIICHTPAIIMIO caxapa Kpo-
BH, TaK KaK aKTUBUPYIOT (HOCHOPOIUTHUECKOE PACIICIUICHUS TIH-
KOreHa (MOOWMJIM3aIUs TIIMKOTEHA) U CBOOOJIHAS IIHOKO3a M3 KIIETOK
MOCTYIAET B KPOBb.

Ilpu uncynunoeoii Hedocmamounocmu aKTUBHOCTh TEKCOKUHA-
3bl (IJTFOKOKHHA3bI) MAAET, a IITF0K030-0-Pocdarasbl pacTeT, IOATOMY
yAaBJIMBAaHUE TIIFOKO3bI KJICTKAMH MBIIIII ¥ )KUPOBOI TKAHU TTOHUXKA-
€TCs, @ U3 TENaTOIMTOB [IFOKO3a MEPEXOJUT B KPOBOTOK, YTO U MPH-
BOJIUT K TUINEPIIUKEMHUH. DTOMY CIIOCOOCTBYET YCHIJICHHBIH pacmaj
[JIMKOTEHA B TICYCHM, BCIICICTBUC YBEIWYCHUS AKTHBHOCTH TJIMKO-
readochopunazel 1 yMEHbIIEHUS aKTUBHOCTH TJIMKOTEHCHHTETA3bI,
a Takke 0oJiee aKTHUBHBIN IIIIOKOTCHOT€HE3, O1aroapsi TOPMOXKESHHUIO
KITFOUEBBIX (DEPMEHTOB JUXOTOMUYECKOTO Pacliaja U aKTUBUPOBAHUIO
(hepMeHTOB 00paTHBIX OOXOJHBIX yTEH.

[pu TspKenol popme caxapHOTo 1uadeTa cunepeiuKemMus MOKeET
nocturark 17-30 mmois/n (300-500 Mr %) u naxe Oosnblie.
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JpyruMy BO3MOKHBIMH MPHUYMHAMH THUIEPTIIMKEMHU SIBIISIOTCS
BO30yX/IeHHE LICHTPAJIbHOM HEPBHOW CHCTEMbI (3MOLIMOHAIBHAS TH-
NepruKeMust), TunepyHKIus ageHorunodusa (M30BITOYHOE BhIJIE-
nenne CTI, AKTI, npu akpomeranuu, 6oneznn HMnenko-Kymunra),
TUIEPIPOTYKIUS KOPTH30ia (IIPH OITyXOJM KOPBI HAAIIOYEYHUKOB)
(eoxpomMonToMa (OIyX0JIb MO3TOBOTO BEIECTBA HaJIIOYCUHUKOB).
IIpu nocTyruieHNy yrieBon0B ¢ MHUIIEH MOXET pa3BUBAThCS KPATKOB-
peMeHHas aJUMEHTapHas TUIEePIINKEMUsI.

Tunoznukemus BO3HUKAeT NpHU runodu3apHoil Kaxekcuu (IaHTu-
MOMUTYUTAPU3M), AZIMCOHOBOM OO0JNe3HM (pa3pylieHre TKaH!W HaJIo-
YEUHHUKOB), OITyXO0JICBOM OPAKEHUH OCTPOBKOBOTO arapara MoaxKemy-
JIOYHOM JKesne3bl (M30BITOK MHCYIMHA), TIPH TIepe/IO3UPOBKE MHCYIIMHA,
npu Gonesnu ['upke (neuuuT mroko30-6-pocdarassl), MpU IITUTETb-
HOM T'0JIOlaHUH, TI0YEYHOH ITIIOKO3YPHUH U IIPU UHBIX COCTOSHHUSX.

[pu caxaprom auadeTe HapyIIAETCsl AUKOTOMUYECKOE pacierie-
HUE TIIIOKO3bl, TO €CTh, HCIIOJIb30BAHHE €€ B KaY€CTBE HCTOUHHUKA SHEP-
T'HH, BO3HUKAET SHEPreTHUECKOe TOJI0JJaHNe TKaHEeH, HECMOTpPS Ha H3-
OBITOK IJIIOKO3bI B KPOBH. B 3THX YCIIOBHSIX YCHIIMBAETCSI MOOMIIN3AIINS
KHPA U3 )KUPOBBIX AEIO, U B KPOBOTOK ITOCTYIAIOT KUPHBIE KUCIIOTHI,
WHTEHCHUBHO YTHJIM3HPYEMBbIE TKaHSIMHU (KPOME MO3TOBOI) B SHEPreTH-
YECKHX LIENSX IyTeM UX [B-OKHUCICHHUS C TIOCJIEAYIOLUIMM MOCTYIICHUEM
aneTrniKoA B mukt Kpe6ca. OmHako, BCIEACTBIE HEAaIEKBaTHOTO OKHC-
JICHUSI TIIIOKO3bI B KJIeTKax oOpasyercst maio [1BK, sieisromeiics cy0-
cTparoM 1yt obpazoBanus okcanoarierara (OAA). Jledumur okcanoa-
LeTaTa orpaHuuMBaeT QyHKIMOHUpoBaHKe nukia Kpebca, BcaenacTaue
yero HakaruBaercs aueTuiKoA, n30bITOK KOTOPOro B IEUEHH Iiepepa-
OaTbIBaeTCA B alleTOAIETAT, TOCTYNAIOLIHNA B — KPOBb — Pa3BUBACTCS
KETOHEMHUSI, CO3[AaeTCs COCTOSHHUE aln03a. MeTabonnuecKuid anuao3
yCyryOIIseTcst morepeii ¢ MOYOW IIEJIOYHBIX 3KBHBAJICHTOB (HOHOB
HaTpusl U Kanusi). B Tsokensix cimyvasix mpoucxoauT caBur pH kposu
B KHCIIYIO CTOPOHY U pa3BUBACTCs IUa0eTHUECKas KOMA.

[Ipu caxapHoM quabeTe MOBBIMIACTCS MOYEUHBIN TOPOT IS TITIO-
KO3BI, KOHIIEHTPAIINS €€ B KPOBH CTaHOBHUTCS BhIIe 8,9-10 MMob/m.
[IpodunsrpoBaHHas B MEPBUYHYIO MOYY TIIFOKO3a MTOJTHOCTHIO HE pe-
abcopOupyercs, Tak KaK CUCTEMa €€ IIEPEHOCa HAChIILACTCS U [ITIOKO-
3a mosiBiAeTCs B 1e(UHUTHBHON Mode. OHa yBIIEKaeT BOAY, UTO MPH-
BOJIUT K TIOJINYPHUH.
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Huabemuueckoii (kemoauudomuueckoii) KOmMou Ha3bIBAIOT TH-
JKEII0e COCTOSTHUE OOIEHOTO CaXxapHBbIM JHa0eTOM, COTPOBOXKIAIOIIE-
€cs BBICOKOM TUIEPITIMKEMUEH, KETOHEMHEH, TOBBIIICHHBIM BbIJIENIC-
HUEM C MOYOH TJIIOKO3Bl U KETOHOBBIX TEJI, PE3KUM 3allaxoM areToHa
B BBIIBIXaEMOM BO3/yX€, CHIDKCHHUEM COACpKaHUS B KPOBU ILETIOY-
HBIX SKBHBAJICHTOB, CIIBUTOM pH KpOBH B KHCIIYIO CTOPOHY, HapyIIe-
HUEM JIbIXaHUs U TTOTepel CO3HAHMUA.

Tunepocmonapnasa Koma — TSKEIOE OCIOKHEHHE CaXxapHOTO
nuadeTa, XapaKTepU3yeTCsl MOBBIIMICHUEM OCMOTHYECKOTO JIaBJICHHUS
KpOBH, HapylIEHHEM TPAaHCIIOpTa BOJBI, AETHApaTanuei, BBICOKOH
KOHIIEHTpAaNreH B KPOBHU TITIOKO3bI, KaJIHsl, KOHEYHBIX MIPOITYKTOB a30-
TUCTOTO OOMeHa, moTepeil co3HaHMs. [Ipu ATOM 3HAUNTENBHOTO Ke-
TOAIU03a HE ObIBACT.

Tunoznukemuueckas Koma — yrpoxaroliee Ui )KU3HA COCTOSI-
HUE, XapaKTepu3yrolieecs TUMTOTITNKeMHe (MHOTIa OYeHb CHIIBHOW
mo 40 mr%), Bemymielt k HapymieHuto aestensHoctd 1[THC, BmioTh
JI0 TOTepU CO3HaHUS W apeduiekcud. 3amax aneToHa OTCYTCTBYET.
Pa3BuTHE rUMOTITMKEMUYECKON KOMBI CBSI3aHO C MEPEI03UPOBKON MH-
CYJIFHA TIPH JICICHUH caxapHOro Aunadera, uTo BeaeT K ObICTpoit mud-
(hy3uH TITFOKO3BI U3 KPOBH B TKAHM.

SIBHBI caxapHbIi AMA0ET XapaKTepu3yeTcsl TUIEPIIMKEeMHen
HaTOIIaK, TroKo3ypueil. [Ipu ckpbiToM ke nuabere ypoBeHb caxa-
pa B KpOBHU HATOIIAK HAXOIUTCS B Mpeleitax HOPMaJIbHBIX BEIHYHH,
a TIIIOKO3YPHSI MOJKET OBITh HEMOCTOSHHOM.

JUIs TUaTHOCTHKHU CKPBITOTO CaXapHOro JuadeTa HCIOIb3YHOT
po0y Ha TOJEPAHTHOCTH K TITFOKO3€ C TIOCTPOCHUEM CaxapHBIX KPH-
BBIX, KOTOPbIE CPABHUBAIOTCS C CAXapHBIMU KPUBBIMHA, XapaKTEPHBIMH
JUISL 37I0POBOTO YeTIOBEKa, BEIUUCIsieTcs KodapdunueHT bonysna.

I'nuxozeno3amu Ha3bIBAIOT HACJIEACTBEHHBIC 3a00JeBaHUS,
CBSI3aHHBIC C HapyIIeHHeM OOMEeHa TIIMKOTeHa M M30BITOYHBIM Ha-
KOIIEHWEM €ero B KIEeTKaxX ONpeAeNeHHBIX OpraHOB W TKaHEH.
WnentudunmpoBano 11 pa3nuyHbIX MIUKOreHO30B. [lpuunHON min-
KOTEHO30B SIBJISIOTCS] TCHETHYECKU 00YCIIOBICHHBIN HEJJ0CTaTOK TOTO
WM UHOTO (hepMEHTa, YIaCTBYIOMIETO B 0OMEHE TIIHKOTeHa.

bonesns I'upke siBIAETCS IITUKOTEHO30M, TIPY KOTOPOM ITPOMCXOTUT
HAaKOTICHUE OOJBIINX KOJTUYECTB TIIMKOTEHA HOPMATBHON CTPYKTYPhI
B IMEUEHH U TIOYKAX, BCICJCTBUE OTCYTCTBUS TIIFOKO30-6-(hocdarasbl.
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3a0oseBaHME MPOSBIISICTCS HA IIEPBOM IOy )KH3HH M XapaKTePHU3YeTCs
YBEIMUYCHUEM JKUBOTA (TeraToMeraiusi, CIICHOMETrallus ), THIIOTITHKe-
MHEH HaTOIIaK, aIliJI030M, MBITIIEYHOW CI1ab0CThI0, CyAoporaMH, 3a-
JIepKKOM pocTa.

Aenukozenozamu Ha3bBIBAIOT HACIEACTBCHHBIE 3a00JeBaHUs,
B OCHOBE KOTOPBIX JICKUT OTCYTCTBHE (PepPMEHTA MTUKOTCH-CHHTETa3a
niedeHn. CIe/ICTBUEM JTOTO SIBISICTCS OYSHb MAJIOe COJIEPKaHUE TITHU-
KOT'€HA B TICYCHU, pe3Kasi THTIONINKEMHS HATOIIAK, BO3MOXKHO CYI0PO-
T, 33JIepP’KKa YMCTBEHHOTO Pa3BUTHSI.

Myxkononucaxapudo3vl — HaCIEACTBEHHbIC 3a00JCBaHUs, Xa-
PaKTepHU3YIOIIUECS HEOCTATOYHOCTHIO JIN30COMANTBHBIX (PEPMEHTOB,
paciCTIAIOIUX TTIMKO3aMUHOIIIMKAaHbI, BCJIICACTBUE YC€TO B KJIICTKax
HAKaIUTMBAIOTCS TAKKE TETEPOTIOINCAXaPHUJIbI, KaK: IepMaTaHCyab(ar,
renapaHcyab(ar, XOHIOPOUTHHCYIb(AThl. BBISBICHO 8 TUIOB MYyKO-
noJrcaxapu1030B. [1pu 3TuX 3a00neBaHusIX HAapymaeTcs Gu3nieckoe
Y YMCTBEHHOE pa3BUTHE OPTaHU3MA.

T'anaxmosemusa — HacleACTBEHHOE HapylleHHe, MeTaboau3Ma
ragakTo3bl, MPUYMHOW KOTOPOTO SIBISETCS HEAOCTATOYHAS AKTHB-
HOCTH B TieueHH (hepMeHTa rekco30-1-docdar ypuaunrpanchepassl,
MPUBOAAIICC K IMMOBBIIICHUIO KOHICHTPALWU IraJIAKTO3bI B KPOBH, a 3a-
TEM B TKaHAX. B TKaHSX IJ1a3a OHa BOCCTaHABIMBACTCS aJbJI030PC-
JNYKTa30d B TOKCHYHBIN CIHPT TaJaKTHUTOJ, HAKOMJICHHUE KOTOPOTO
CIOCOOCTBYET Pa3BUTHIO KATAPAKTHI. B reueHr MponucXoanuT HaKOTLIe-
HUE TalakTo3o-1-docdrara, 4To CHMKAET KOHICHTPALMIO HEopra-
Hudeckoro ocdara. B pesynsraTe Bo3HUKACT HapylleHUe (QyHKIHH
MEUCHH, 4 3aTEM PACCTPOMCTBO MCUXUKH. 3a00eBaHIEe OCOOCHHO Ce-
PBE3HO JUIS JIeTEH, KOTlla OCHOBHBIM HCTOYHUKOM YTJIEBOJIOB CIY)KUT
MaTEPUHCKOE MOJIOKO (J1akTo3a). OMHAKO, BCEX KIMHUYCCKHUX MPOSIB-
JICHUH MOXKHO M30€KaTh, YCTPAHUB TaJaKTO3y U3 TUCTHI.

@Dpykmo3ypuss — HACICICTBEHHOE 3a00JeBaHUE, CBSI3aHHOC
C HEJIOCTATOYHOM aKTHBHOCTHIO (hepMeHTa (PPYKTOKHHA3BI B IIEUCHH,
BCJIE/ICTBUE Yero (hpyKTo3a HE MOXKET ObITh B JOCTAaTOYHOH CTere-
HU QochopuupoBaHa U MO3TOMY JIOITO IUPKYIUPYET B KpOBH. Tak
Kak /Ui (GPYKTO3bI MOYTH HE CYIIECTBYET MOYCYHOTO MOPOra IKC-
Kpeluu, OOoNblias 4acTh €€ HE YCBAUBACTCS M BBIJCIACTCS C MOYOH.
JIabopaTopHBIMU HCCICIOBAHUSIMHU YCTAHABIMBACTCS (HPYKTO3YpHs
1 QPYKTO3EMHSL.
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PA3AEJ V. OBMEH JIMITHAOB

I'uapodoOHBIE OpraHnvecKue COSTUHEHUS! — JUMHUIAbI SBIISIOT-
csl HanOonee KOMIAKTHON (POPMOH XpaHEHHs] METabOIUYECKOro TO-
mBa. JlenoHupyercs *Kup B aqUIoONUTax, 00pasys >KUPOBYIO TKaHb
(Genast u Oypas). Pacmonarasice BOKpYr BHCLEpajbHBIX OpPIraHOB,
KHPOBasi TKAHb OCYLIECTBISICT HECTIEHU(PUUECKYIO 3aIIUTY, MPEIOT-
Bpalas MEXaHU4eCKre BO3JICHCTBUS HAa BHYTPEHHHE OpraHbl. JKupsl
IJI0XO TPOBOJAT TEIJIO, COXpaHss MOCTOSHHYIO TEMIIepaTypy Tena.
CHOXHBIC JUMUABI — 3TO CTPYKTypHBbIC JUNUAbl. OHU BKIJIIOYAIOT-
sl B TIOCTPOCHHE KJICTOUHBIX U CyOKJIeTOUHBIX OnomeMOpan. Kpome
TOT0, KUPHI BBITIOJIHSIOT POJIb CyOCTPaTOB 1715l CHHTE3a OMOJIOTHYECKH
aKTHBHBIX BemlecTB. HeoOX0quMBbl 111 yCBOCHHS KUPOPACTBOPUMBIX
BUTAaMHMHOB, HEOOXOIMMBIX OpraHu3My. [IpomeKyTouHbIE MPOIYyK-
TBl PACIICIUICHHSI JIMMUIOB, B YACTHOCTH, IIIMLEPHUH, HCIOIb3YIOTCS
Ha NIIIOKOHEOTE€HE3.

[umessie nunu el Ha 90 % nmpeacTaBIeHbl HEUTPaAIBHBIMU KHpa-
mu (TAT). MeHbIINH TPOIIEHT NPUXOIUTCS HA CIIOKHBIC JTUTTHIBL: TTH-
epodochoTUNUAbL, IUKOIUITUIBL, XOIECTEPUH U €ro 3(UPBL, )KUPO-
pacTBOpUMbIE BUTAMHUHBI, IIOJIMCHOBBIC KUPHbIE KUCTIOTH. CyTOuHast
norpedHoCcTh MUnu0B Kosneonercs 80-110 r/cyrku. Konebanus 3aBu-
CSIT OT BO3pAcTa, Mojia, TSHKECTH BBIOTHAEMON paboThI.

[TockonbKy TUNUABI THAPOPOOHBIE COSNHEHNS, IepEeBapUBAHNE
W BCachIBaHHME IMPOAYKTOB THAPOIHM3a TpeOyeT BKIIOYCHHS OIOJ-
HUTEJBHBIX IPOLECCOB: AMYJIbTMPOBAHUE, MHILEII000pa3oBaHue,
PECHHTE3 JMIIUAOB, (OPMUPOBAHUE TPAHCIIOPTHHIX (HOPM JIHIHUIOB.
VYkazaHHbIE MTPOLECCHI CIIOCOOCTBYIOT 0o0Jiee MOTHOLICHHOMY T'HIpPO-
JIU3Y JIMIHUJIOB U YCBOCHUIO MPOIYKTOB THIPOJIN3A.

MakcumaipHasi akTUBHOCTD IMaHKPEAaTHYECKOH JIMNa3bl MPOsIBILS-
eTCs IPU BO3ACHCTBUU KOJIUIMA3bl U (PaKTOPOB OKPYKAIOLIEH CpPEJIbl.
OnrtumaneHas cpena, T.e. pH co3naercs >KemYHbIMU KHCIOTaMU U ee
comsimu Na', K*, pana pH — 7,8-8,4.

OCHOBHBIE 3TaIbl THAPOJIN3a U YCBOCHHUS SK30T€HHBIX JIUTTHIOB.

[Ipoueccel paciienyieHus 1 yCBOEHUS MPOAYKTOB TUAPOIIN3a OCY-
LIECTBIISIOTCS B HECKOJIBKO JTAIOB:

1. OMynaprupoBaHue JIUMUAOB.

83



2. CryneHuarslil THAPOIU3.

3. Muuennoo0pazoBaHue, BCaChIBAHUE MPOAYKTOB THAPOJIN3A.

4. AKTHBalus U pECUHTE3 JIMITUAO0B B SHTEPOLIUTAX.

5. ObpazoBaHue TPAHCIOPTHBIX (OPM JUMHAOB (XHIOMHUK-
ponbl — XM) DMmynberupoBanue — 3T0 GU3NYECKUN MpolLecc, yBe-
JMYUBAIOLINN TUCTIEPCHOCTD KUPOBOHM Karmi. CrnocoOCTBYIOT auc-
MIEPrUpOBaHUIO KUPOBOM KaIuIM MOBEPXHOCTHO-AKTHBHBIE BELIECTBA
(ITAB). B namewm opranusme k [TAB oTHOCSTCS JKeITYHBIE KUCIIOTHI,
HX COJH, MOCTynatonue B 12-nepcTHyto KKy, OCHOBHBIE KETUHbIE
KHCIJIOTBI, KOTOPbIE CHHTE3UPYIOTCS B NEYCHU (MIEPBUYHBIE) — XO-
JeBasi, XCHOIE30KCUXO0JIeBast; BTOPUYHBIE 00pa3yIOTCsl B KUIICUHUKE
— J1€30KCUXOJIeBasi, INTOX0JeBast, ajioxoseBas. Yaille Bce xKemTqHbIe
KHMCJIOTHI HAXOAATCSA B KOHBIOTHPOBAaHHOM BHUJIE C IIMKOKOJIOM M Tay-
puHOM. CTPYKTypa XOJI€BOH U TaypOXOJIEBOM KHUCIIOT.

i
OH  CH-CH,-CH,-COO0 CH, 0
CH, [ i
OH  (H-CH,-CH,-C-NH-CH,- CH,- SOH
CH,
CH,
CH,
HO OH maypoxonesas
Xxonesas HO OH

XKenunsle kucaoTh aMpUPUILHBIE COETUHEHUST — rUAPOdoOHas
4acTh MPEACTaBICHa CTEPOUAHBIM IIMKIIOM, a TuaApoduibHas — 60-
KOBBIM YIJIEBOJOPOAHBIM PaJUKAIOM, UMEIOIIUM KapOOKCHIBHYIO
IpYyNIly W a30TUCTBIE OCHOBaHUS. [Ipw SMyIbIHpOBaHUH KETUYHBIC
KHCJIOTBI CBOEH THAPO(GOOHON YaCThIO MOTPYKAIOTCS B KUPOBYIO
Karulio, CHIKasli MOBEPXHOCTHOE HarshkeHue. [mapodunbHblid pagu-
KaJl OPUEHTHPOBAH HAPYKy, MOAJIEPIKUBAs KaIUIIO BO B3BEIICHHOM
cocrossuu. Kaxknmas karust mpuoOperaeT OTpHIATEeNbHBIA 3apsi,
YTO HE CIIOCOOCTBYET UX CIUsHUIO. Kammm sMmynbcuu ObIcTpee U Tyd-
1€ KOHTaKTUPYIOT ¢ hepmenToM. Posib [TAB MoryT BBITONHSATE U OU-
KapOOHATBI TIO/IXKETYIOYHOTO COKa, COJTU JKEITYHBIX KHCIOT — MbLJa,
dochonunuas.
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@depMeHTBI, OCYHIECTBIAIONINE THAPOIN3 MPOCTBIX M CIOKHBIX
aunuaoB, oTHocsTes K 11 knaccy (ruaposassl), moakiaccy — 3cTepas,
MOAMOKIacCY — KapOokcuacTepassl, hocoacrepassl. Hanbombei
AKTHMBHOCTBIO 00JaJaloT JIMIA3bl, NOCTYMAIOIINE B KUILIEYHUK C CO-
KOM TIOJIKEITYA0UHOMN JKEeJIe3bl.

CryneH4arslii 4YaCTUYHBIA THAPOIHU3 TPUALMITIUIEPHHOB OCY-
mectBisiercs: TAI-nmumasoi, kotopas pacuienysieT dQUpHbIE CBI3H
B (L U Y TIOJIOKEHHUSIX, IOITOMY OCHOBHBIMH ITPOyKTaMH IIepeBaprBa-
HUS HEUTpaJIbHBIX )KUPOB SBISIFOTCS 3-MOHOIIULEPUABI M CBOOOIHbIE
xupHbIe KUcIoThl. [Iponecc pepmentarnBHoro rugponnsa TAT:

[omaomy runponusy mnoxasepratorcs 40% TAIL. docdonumusn
— CJIOKHBIE JIMIHUBI U MOABEPTAIOTCS PacLIeNyIeHUuI0 (hepMEeHTaMu
MOJKENTYI0YHOT0 CoKa- Gochonumnazamu:

CH,-O0-CO-R;  H,O R-COOH CH;OH H,O R;-COOH
CH-0-CO-R, —2*— H-0-CO-R, —4——-»
éHz-O-CO-R3 TAT -nunaza H,-O-CO-R; JIAT-mumasa
TPHALMIIITALEPHT JAT
Hy OH CH;OH H,O R;COOI—'{ H; OH
H-0-CO- R, ———————>CH-OH 8 H-OH
H; OH MyTasa CH,-O-CO- R, MAT -nunasa H,-OH
BMAT o MAT TIIULEPUH

[Nomnomy ruaponusy noaseprarorcs 40% TAT.
Dochonunuab — CIIOKHBIE JIUIHBI U TOABEPTAIOTCS pacIlerJie-
HUIO pepMEeHTaMH1 TOKETYI0YHOT0 coka — (ochonnnazamu:

H,-O-CO-R, Hy OH
4HOH
CH - O-CO-R, CH-OH + H;PO, +
E doctopras
CH-O-P-O-CH,-CH,-N(CH;); dochonumnazn A A,, 'HrOH KHMCIIOTa
H menoyHas pocdarasa  [IHIEPUH
DochaTuamixonuH

+2R-COOH + HO-CH,-CH,-N'(CH;);
KUpHas KHUCJI0Ta XOJIHH

Crepupl pacHICTIISIOTCS crienupuIeckuM (pepMeHToM — Xoie-
CTEPHHAICTEPA30il 10 X0JIeCTepUHA U )KUPHOU KUCIIOTHL:
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H,O R-COOH
spupxonectepuHa ==~ _ XxonecTepuH

>

XOJICCTEPUHICTEPA3a

[Ipouecc ycBoenus: ruipoGoOHbIX IPOLYKTOB FHIPOJIN3a IPOUC-
XOIOUT C yYacTHUEM >KEJIYHBIX KHUCIOT. JKeauHble KUCIOTHl 00pa3yroT
C IPOAYKTaMU IEpEeBapUBAHUS JIMIUA0B CMELIAHHBIC MHLEIJIBI, KO-
TOpbIE IPOHUKAIOT Yepe3 aluKalbHyI0 MeMOpaHy 3HTepouuTa. B su-
TEpOLXTaX MHUILEIIBl PAClafaloOTCsl Ha KEIUYHbIC KUCIIOThI, KOTOpPhIE
BHOBb BCACBIBAIOTCSI B IIEYEHb U 3aTEM CEKPETUPYIOTCS B KHILIEY-
HuK. [IponyKThl ruapoam3a B CIM3UCTON KUIIEUHUKA aKTUBUPYIOTCS
1 BKJIIOYAIOTCS B IIPOLIECC PECHHTE3A.

[IpomyKThl IOTHOTO THAPOIN3A IOABEPIratOTCS AKTUBALIMH: [JIHLIC-
puH- hochOopUIMPOBAHUIO C UCTIOIb30BaHUEM dHeprun ATd; sxupHas
KHCJIOTa — alWJIMPOBaHUIO ¢ 00pa3oBaHHEM THO3(DHUPA U UCTIOJIB30-
BaHueM sHepruu ATO:

a) CHOH AT® D CH>OH
H-OH i«_i, SH—OH

H>OH  rmuueposn- HyO@
[IIALEPUH KHHa3a riauuepos-3-pocdar
0) HSKoA AT® AD P,
R-COOH N N 7 /”  R-COSKoA
JKUpHas arui KoA cunrerasa anmn KoA
KHCJI0TA

Pecunres ocymecTBnsieTcs AByMs MyTsIMuU: a) raunepondocdar-
HBIN (B Mmpoliecc BKIIOYAIOTCS aKTHBHBIE MPOAYKTHI MOJHOTO THAPO-
nmu3a); 0) CHHTE3 JKUpa U3 MPOLYKTOB HETOJHOTO TUAPOIN3a U aKTH-
BHPOBAHHBIX JKUPHBIX KUCIOT (aumi-KoA):

a).CHrOH R-CO SKoA 2HSKoA GHrO-CO-R;  HO P,

CH-OH A &y CH-OCO-R, - %

éHz‘O@ runepor 3 gocdar CH:-O@ docdarumar

TIHLepon-3  anmnTpaHchepasa ¢docharnmHas docharaza
docdar KHCIIOTa
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CHzO-CO-R; R-CO SKoA /VHSKOA GH; O-CO-Ry

H-O-CO-R, —* > CHrOCOR,
H>OH JIIAITHIITITALE POJT CH50-CO-R;
JAT auunTpanchepaza TAT
6). (FHZ-OH 2R-CO SKoA 2HSKoA (;HZ-O-CO—Rl
CHyO-CO-R, ~ -~ » CH-O-CO-R,
H>OH MOHOAILMIITJIALEPOT H>O-CO-R;
MAT aunTpanchepasa TAT

B cnm3ucToil kMieyHNKa PECUHTE3UPYIOTCS U CIIOMKHbBIE JIUIH-
JTBL.

PecunTe3npoBaHHbIE IPOCTHIE U CIOKHBIE JIMMUABI, XOJIECTEPHH,
ero 3(GUpsI, )KUPOPACTBOPUMBIC BUTAMUHBI KOMIUIEKCUPYIOTCS ¢ Oe-
KoM — aro B,;. @opMupyroTcs TUNIONPOTEHIHBIE KOMIUIEKCH — He-
3pemble XUIOMUKPOHBI, umeromue auameTrp 100-500 HMK — oHU sIB-
JSOTCS TPAHCHOPTHOHN (HOPMOI IK30TCHHBIX JTHIHUIOB. JIUTUIHBIH
komruieke npeactasieH: 85 % TAI — sapo xunomukpona, 6 % — xo-
JIECTEPHHOM H ero sdupamu, 7 % docdonununamu, 6enkom (amo B,g)
— 2% TpancnopTtable (HOpPMBI MOMAJAIOT Yepe3 IPyAHOH IUMpaTu-
YECKHUM MPOTOK B KPOBb, rae nomyvaroT ot JITIBIT Ano-C,; u Ano-E,
CTaHOBATCS 3pEIbIMU XMJIOMUKPOHAMHU.

XWUIOMUKPOHBI, TIONaAasi B KPOBb, MOJBEPraloOTCs BO3AEHCTBHIO
(depMeHTa JTHMIIONPOTEUIIUNIA3b], KOTOpas Y3HAeT CBOH cyOcTpar
no Ano-C,,. Jlunonporenanunasa JoKaJIn3yeTcs B SHAOTEIUU COCY-
n0B. OcBoOoKAaeTCst U akTUBHPYeTCS (DepMEHT 1moJ IeHCTBHUEM re-
napuHa (QakTop mpocBeTIeHHs). AKTHBHBIH ()EPMEHT MOABEPracT
ruaponusy TAID B xunomukpoHax. 50 % XUIOMHKPOHOB MoOJBEpra-
IOTCSl YTHUIIM3AIMY B JIETOUHON TKaHH, TJI€ UCTIONB3YIOTCS Ha 000rpeB
BIBIXaEMOTO BO3AyXa U CHHTE3 Cyp(akTaHTOB (IUMaabMUTOMI(OC-
¢darnaunxonuua). Jpyras yacte moctynaer B OOJbILIONW KPYyT KPOBOO-
OpallleHHs ¥ K aZunonuTaM. XHIOMHKPOHBL, B KOTopbix TAI pacuie-
MWINCH, 00Pa3y0T PEMHAHTHBIE YaCTUIBI M OKOHYATEIbHOMY JIH3HCY
OHHM IOJBEPraroTCs B MEYeHU. PerienTopsl remaronnuToB y3HAIOT 3TH
yactuuel no Ano E. Ilponyxrts! ke pacmeruienuss TAI' nunomnpore-
VHJIMIA301 JOCTABISIIOTCS K KJIETKaM pa3JNYHbIX OpPraHOB U TKaHEH.
Tak, oOpazoBaBmre HOXK, KoMIUIeKCHpYIOTCS C TpPaHCHOPTHBIM
ansOymuHOM KpoBH, oOpasyst JIIIOBII, Ha ypoBHe KJIETOK TKaHen
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Y OPTaHOB OHM OKHUCIISIFOTCS, 00pa3ysl SHEPTHI0 WU JCTIOHUPYIOTCS
B Bujie TAT. [luiieprH B OCHOBHOM OKHUCIISIETCS B TICUCHH.

VY neteli paHHETO JIETCKOTO BO3PACTA JINIIHIBI SIBIISTFOTCSI OCHOBHBIMH
WCTOYHHKAaMU dHepruu. Tax, y JIeTei NepBbIX JTHEH )KU3HH TOTPEOHOCTH
B 9Hepruu nokpeiBarotcs Ha 80-90 % 3a cuet sxupos. [loaTomy pedeHOK,
HAXOJISAIIMIACS Ha €CTECTBEHHOM BCKAPMJIMBAHUH, JOJDKCH MOIydYaTh
B IIEPBOM MOyrojuu Ha 1 kr Beca 6-6,5 r/kr Beca, Bo Bropom 6,0-5,0
r/kr. ONTHUMaJIbHOE COOTHOIICHUE OCIIKOB, KUPOB M YIJICBOIIOB IPH
€CTECTBEHHOM BCKapMIIMBAaHUM COOTBETCTBYeT 1: 3: 6. OnmTumansHOe
KOJIMYECTBO XKHMpa B PalMOHE OOSCIIEYMBACT TOJHOE HUCIIOIL30BaHKE
OeJIKa MUIM U BBIBEJICHUE a30Ta W3 OpraHW3Ma, MPeAynpekaaeT Uc-
OJIb30BaHKE OeJKa B SHEPreThYecKux 1eisiX. CHUKEHHE HE00XOMMO-
IO KOJIMYECTBA JKUPA MUIIU Ha | KT MacChl MPUBOJUT K CHUKESHUIO €T0
ycBoeHUs1. MI30BITOK )KHpa B palliOHE TAKXKE BPEIICH, T.K. BEI3bIBACT pa3-
BUTHE aliJ103a, KET03a, YTHETEHHE WHCYISIPHOTO amrapara MOHKeIy-
JIOYHOM YKeJIe3bl, HApYIICHUE (PYHKIIHU KEITYIOYHO-KUIIIEYHOTO TPAKTA.
OueHb BaKEH U KaYECTBEHHBIH COCTaB JKUPOB. [10IHOLIEHHOCTD JKupa
OTIPEICIISICTCSl CONlEPKAHUEM OMOJIOTHUECKU aKTUBHBIX KOMIIOHCHTOB!
Bur A, K, /1, E, pochonunumaos, moMMeHOBIX KUPHBIX KUCIIOT, CTEPH-
HOB. OnTUMANBHBIA KOJUYECTBEHHBIA COCTAB MUIIEBLIX JUIUIOB J0-
CTHTaeTCsl COYCTAaHHEM B PAIMOHE JIUMHUIOB )KUBOTHOTO MPOUCXOXK]IC-
Hust Ha 60-70% u pacturensHoro — Ha 30-40%. OcoOeHHO BaKHO
COJIepKaHKE TIOJIMCHOBBIX KUCIIOT (JIMHOJICBOMH, JIMHOJICHOBOM 1 apaxu-
JIOHOBOI1), 00ECIICUMBAOIINX HOPMAJIBHBIA POCT U Pa3BUTHUE JETCKO-
ro opranusma, (yHKIIHOHHPOBAHHUE COCYUCTON M HEPBHOW CHCTEMBI,
KOXH, CJIN3UCTBIX 000JI0UEK, CHHTE3 MPOCTAIIaH-TUHOB, JISHKOTPHEHOB
U TpoMOOKCaHOB. OHHM CTHMYJIUPYIOT HECTICIU(PHUYSCKII UMMYHHTET,
WTPAOT POJib B 0OOMEHE BUTaMKHA B,

luaponuTHueckoe paciieruieHue JUIMUA0B Y JeTed TPYIHOTO
BO3pacTa OCYIIECTRIISICTCS B JKEIYJKE MO JCUCTBUEM TPUAIWITIH-
LIEPUHIIUITA3BI JKEITYJOYHOTO coka. OHA aKTHBHA, TOCKOJIBKY Y JIETCH
panHero Bo3pacta pH xenymo4HOro coka =5 u3-3a COIEpKaHUsl MO-
JI0YHOW KucaoThl. Ho pacmieruiser (pepMeHT TOJNBKO 3MYIbIMPOBaH-
HbIC JIUMUAB! (UKL MOJOKa). C BO3pPacTOM aKTHBHOCTH JIUMA3bI
HEBEJIMKA, T.K. KUCIIasl pEaKIUsl MHAKTUBUPYET (DEPMEHT, a TaKXKe pa3-
pyLIaeT KUPOBYIO IMYIbCHIO.
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VY nereit paHHETO BO3pacTa CIM3UCTasi TOHKOTO KUIIEYHHKA Oosiee
MIPOHUIIAEMA, YTO CIIOCOOCTBYET BCACHIBAHUIO KOPOTKO- U CPEIHEIC-
MOYEYHBIX KUPHBIX KUCIIOT.

OOMeH KHPHBIX KHCIIOT TOAPA3yMEBaeT UX OKHCIICHHE B KJIETKaX
TKaHel u ouocuHTe3 de novo. OKUCIIEHUE KUPHBIX KUCIOT Ha3bIBACT-
cs1 f-oKHCICHUEM. -OKUCICHHE — 3TO cHelu(pUIeCKuil myTh Karado-
JU3Ma KUPHBIX KUCIOT 10 aneTunKoA.

TepmuH «0OeTa-OKHCICHHE» O3HAuUaeT, YTO B IMpoOIecce pacraja
JKUPHOU KUCIIOTHI HAa MOJIEKY/IbI aneTuid KoA mpoucxonuT oKuciaeHue
(TpWKIBI TIOIPSIT) UIMEHHO OETa-yrlIepOJHOTO aToMa KHCIOThL. JTOT
MPOLIECC MPOUCXOAUT B MATPUKCE MUTOXOHApUid. OH SIBIIIETCS UCTOY-
HUKOM aneTWiKoA Ui UUKIA JIUMOHHOM KHUCIOTHI U T€HEPATOPOM
BOAOPOAA AJIA LIETH MEepeHoca ICKTPOHOB. B pe3ynbrare okucieHus
anetunKoA u H' B gpixarenpHOM nenu kinetka cunresupyetr ATD
1 00eCIIeUnBACT IHEPreTUIECKOE (PYHKIIMOHUPOBAHUE KICTKH.

Paznuuator 3 srama:

1. TloaroroButenbHBIM dTam: 1) peakuus aKTUBUPOBAHUS KUP-

HOW KHUCJIOTBI.
2) Tpancnopt aunia-KoA B Muto-
XOHJPUH.

II. B-okucnenue anmn KoA B MUTOXOHIPUSAX MyTEM OTIICTLIICHUS
JByyTIeponHoro (hparmenta — anetui KoA.

III.Oxucnenue anerun KoA 3asepmaercs B LITK no CO, u H,0.

Iloozomosumenvhutii 3man f-oKuciaeHus HCUPHsIX KUCIOM
Peakius akTuBaIiuy >KUPHOM KUCIOTHI TPOUCXOUT MO/ JEeHCTBU-
eM ¢epmenTa ammi- KoA-cuHTeTa3H:

CH;-(CHy)14 -COOH + HS KoA +tATO ———>
najgbMHUTAT ~aiun KoA
CUHTETa3a

(6 kace)
——— CH;-(CH,)4 -COS KoA +AM® + PuPu
nansMuaTonn KoA

[TockonbKy arui MpoU3BOHOE KUPHBIX KUCJIOT HE MPOHHUKACT
yepe3 MeMOpaHy MUTOXOHIPHUN KOPEPMEHT KapHUTUH 00SCIICUnBaCT
TPAHCIOPT KHUCJOT (AIMJILHBIX OCTATKOB) Uepe3 MUTOXOHIPUATIHHYIO
MeMOpaHy.
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Bo BHemHel MemMOpaHe MUTOXOHIpUN nMeeTcst (PepMEHT KapHU-
TUHaUmITpanc-epasa I, koTopeiii kaTanusupyet nepenoc auni KoA
Ha MOJIEKYJly KapHUTHHA. 3aTeM allUJIKapHUTUH C NTOMOIIBIO TpaHC-
JIOKa3bl IEPEHOCUTCS Yepe3 BHYTPEHHIOI0 MeMOpaHy MHUTOXOHIPUH,
rae ¢pepMeHT KapHUTHHanWITpancdepasa Il mepeHoCHT anui Ha BHY-
TpumMuTOoXoHApHuaibHbI HS KoA ¢ oOpasoBanuem annn KoA

HSKoA

CH;-(CHy)4 -CO-S KoA + (CH;); N™~ CH,- CH - CH,-COOH —4’_’
é)H KapHUTUH
nansmurtonn KoA KapHUTHH anmi KoA
TpaHCchepaza
—(CH;); N'- CH,- CH - CH,-COOH
- CO-(CHy)14 -CH3
AlUIKApHUTHH

B Martpukce MUTOXOHIpUN HauuMHAETCA npouecc B-okucnenus,
MpeACTaBISIOUMN cOO0H 4 MocIIe10BaTeNbHBIC PEAKIIUH, KOTOPBIE M0-
BTOPAIOTCS. OTH 4 peakuuu B-OKUCIeHUs (IernApUpOBaHUs, TUIpaTa-
LUH, IeTUAPUPOBAHUS, OTIIEIUICHHS aneTus1 KoA) Ha3pIBalOT HUKIOM
[-okHcIeHus, Tak Kak OJHH U T€ K€ PEaKUUU MOBTOPSIOTCS 10 TeX
0P, MOKa BCSI KUCJIOTA HE MPEBPATUTCS B alleTUIIBHBIE OCTATKHU.

B o DAL DAJTH,
CH;-(CH,)>- CH, - CH, -CO-S KoA —a =~ >
anuin KoA annn KoA nermnporenasa
Hzo
CH;-(CH,)1o- CH=CH - CO=8 KoA o =
enoun KoA €HOUII TUAparasa

HAL UM

CH;-(CHy)j2- G¢H—CH; -CO-8 KoA

OH B ruapoxkcunanun KoA
B rugpokcuanun KoA OeruaporeHasa
HS KoA
'

CH;3-(CHy)12- G — CH; -CO-S KoA >
e} THOJIa3a
B xeroaumn KoA

CH3- CO-S KoA + CH;-(CH,) »- COS KoA

aunetusr KoA anui KoA
N NS
LIJIK «OeTa-OKHCICHUCY
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[Iporonst HAJIH* H* u ®A JTH, BBoasiTcs B LITID u renepupytot co-
otBeTcTBeHHO 3 1 2 Mosiekynbl AT®, a anetnn KoA okucnsercs B LIJIK
U COOTBETCTBEHHO oOpasyercs 12 monekyn AT®. CnemoparenbHo,
B OJHOM 000pOTE OKHCIIEHHUS KUPHOH KHCIOTHI o0Opasyercst 17 mo-
nexyn ATO.

3aBepuaroiuii Tan [-OKUCIEeHHs KUPHOU KUCIOTHI C YETHBIM
1 HEYETHBIM KOJINYECTBOM aTOMOB YIVIEpOJa.

[Ipu okuCIEHNY KUPHBIX KUCIOT C YETHBIM KOJMYECTBOM aTOMOB
yriepoJa Ha 3aBepliarolleM dTarne okucisercst Oytupui KoA, a xup-
HBIX KHCJIOT C HEYETHBIM KOJIMYECTBOM — 00pa3yeTcsl MpOMHUOHUI
KoA.

DAl DAJTH,
CH;- CH, - CH, -CO-8 KoA =4 < >
oytupuin KoA oytupun KoA neruzaporenasa
H,O
CH;- CH=CH -CO-S KoA —h >
kporoHu1 KoA KpOTOHMWJI rHpaTas3a
HAJL [—/15,2 [H H
CH;- CH - CH, -COS KoA = »>
OH B rugpokcubyTHpra KoA
B runpoxcubytupun KoA JeTHAporeHasa
HS KoA
~a

v

CH;- (l; —CH, -CO-S KoA
O THOJA3a
aneroanetua KoA

CH;- CO-S KoA + CH;- CO-S KoA

areTit KoA anetun KoA
2 A5
IUIK IUIK

JKupHble KUCIOTHI ¢ HEYETHBIM YHCIIOM YIJIEPOJHBIX aTOMOB IIPH
pacmnaze moJBepraioTcsi MHOTOKPaTHOMY OeTa-OKHUCIIEHUIO, IPH 3TOM
oOpazyercs psJ MojIeKya anetws KoA u onHa MoseKysa IpormuOHIIT
KoA. Ilpormonnn KoA cHauana xapOokcuiupyercs: (IpucoeuHseT
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CO,, pepment nponmonni KoA kapdokcuiasa, kohepMeHT ONOLUTHH),
npespatiasics B D-metunmanonun KoA. 3To coefuHeHre o BIUSHU-
eM MeTui-ManoHuia- KoA — panemassl nepexoaut B L ¢popmy u moa-
Bepraercsi BO3JCHCTBUIO (epMeHTa MeTHaMaIoHMI-KoA-MyTassl
(KoepMEHTOM SIBISIETCSl S5-I€30KCHaICHO3MIKOOATaMuH), MpeBpa-
maroniero ero B cykuuHuil KoA, mocieqnuii cyOcTpar OKUCIHseTCs
B LITK.

Oco0eHHOCTH OKMCJIEeHUS] HEHACBIIIEHHBIX JKMPHBIX KHCJIOT

HenacpllieHHble ®UpHBIE KUCIOTHI PACMafaroTCsd Ha MOJIEKYJIBI
anetms KoA Taxoke, Kak M HaCBhILICHHBbIE — IyTeM OeTa OKUCIICHHS,
OJIHAKO, TIPH 3TOM HEOOXOANMO JeHCTBUE JOMOTHUTENBHBIX (hepMeH-
TOB (B Clly4yae MOJMHEHACHIIIEHHBIX — JBYX). DTO CBSI3aHO C TEM,
9TO (PepPMEHTHI [3-OKHUCICHUS ACUCTBYIOT JIMIIb Ha TPAaHCKOH(UTypa-
LU0 ABOMHOM CBsi3M ¥ Ha L-popMy r'HAPOKCHKHCIOTHI, B TO € Bpe-
Ms1 HeHACBIILIEHHBIE KUPHBIE KHCIOTHI COJEPIKaT UC-KOH(UTYpaIHIO
JBOMHOM CBsI3H, a B IpoLiecce OeTa-OKUCICHUs Ha CTaANU THApaTaliH
Bo3HHKaeT D-ruapokcukucnora. JlononHutensHble GepMEHTHI:

1) A**-1uc- A*3-tpancenonn KoA-usomepasa

2) 3-runpoxcuammnKoAsnumepasa, npeBpamaer D-ruapoxcu-
KHCIIOTY B ee anumep (L-ruppokcukuciory).

JHepreTH4eCcKuii BbIXO/ NMAJbMUTHHOBON KHCJIOTHI

JList mozicueTa SHEPreTHUeCKOro BbIX0Aa HEOOX0JMMO 3HATH YHCIIO
o0pazyrommxcst MoJieKya aueTus KoA — n/2, rie n — 4uciao atoMoB
yrepoaa. Kaxnas monexyna anetus KoA oxucnssaces B LITK npony-
uupyet 12 monekyn AT® — n/2 x 12 - konnyectBo Mosekyna ATO.

B omHom nmkne P-oxucieHHs TPOUCXOAWUT 2 PEakUUH ACTUAPHU-
pOBaHus, B KOTOPBIX BOCCTaHABIUBAaeTCsl 1 Monekyna yOuxuHoHa u 1
monekyna HA/Jl, moatomy onun obopot B LIIID obpasyer 5 monekyn
AT®. Yncno nMKIOB COOTBETCTBYET NN/2-1, Tak Kak Ha MOCJIEAHEM dTaIe
okucnenus Oytupun KoA pacmierisiercst 10 2 Monekyn anetiia KoA.

Cymmapusbiii Bbrxog AT® npu OKHUCIEHNH KUPHOM KUCIOTHI MOX-
HO paccuuTarh 1o Gopmye:

n n
((EX12)+(E_1)X5)_1

Peryasiumusi akTHBHOCTH P-OKHMCJIEeHUS AKUPHBIX KHCJIOT
CkopocTh J-OKHCIE€HHS 3aBUCUT OT JJOCTYIHOCTH cyOcTpara.
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1) AxTuBHpYyeTcsi OeTa-OKUCIEHHE B TOCTaOCOPOTUBHOM HEpHO-
1e, Ha ()oHe JUIOU3a, B YCIOBHSIX JUIMTENbHON (pr3ndeckoil Harpys3-
KH, CTPECCOBBIX CUTyalUsIX. B 9THX ycIOBHSIX MOBBIIACTCS KOHLICH-
TpaLusl B KPOBH JKUPHBIX KUCIIOT, UCTIOJIB3YEMBIX MBIIILIAMH, MUOKAp-
JIOM, TICYEHBIO KaK UCTOYHUK YHEPTUH.

2) AKTHBHOCTH [-OKHCIICHHS 3aBHCUT OT DHEPreTUYECKOro 3a-
psna kaetku. Yem mHTeHcHBHee uaeT pacnang ATD, tem OwicTpee
OKHCJISIFOTCS JKUPHBIE KHCIIOTBI, 00eCTIeurBasi CHHTE3 HOBBIX MOJIEKYIT
ATO.

3) PerynupyemsiM siBiseTcsi epMEHT — KapHUTHH-AIHUI-TPaHC-
¢epaza [. Uarubupyercst manonusom KoA, kotopsiii 00pa3yeTcs npu
OMOCHHTE3€ JKUPHBIX KHCIIOT. B moctabcopOTHBHOM neproe, mpekpa-
LIaeTCs MOCTYIUICHUE alleTHIIBHBIX OCTATKOB U3 MUTOXOHJAPHHA B IU-
TO30JIb ¥ MX NpeBpalieHre B ManoHuiI-KoA, mostomy P-okucieHue
AKTHBUPYETCS.

BuocuHTe3 JKMPHBIX KHCJIOT IPOUCXOIUT B UTOIJIa3Me KIETOK
n3 auetnn KoA u Bomopona, nepeHocumoro kodepmenrom HAJID,
HeoOxomum CO, U 3Heprusi, pepMeHTHAsE CUCTeMa: CHHTETa3a BbIC-
LIMX KUPHBIX KUCIOT, cBsi3aHHast ¢ AIIb. Auernn KoA Tpancnoptu-
pyeTcs B IUTOILIa3My LUTPATHBIM MEXaHU3MOM:

LUTOILTa3Ma
—> murpat + HSKoA +AT® —>

MHUTOXOHIPHU HOH  HSKoA
Anerit KoA+ OAA—*—"—> ryrpar
LUTPATCHHTa3a

All® Py
—X Ty Anerun KoA +OAA
LTWTpaTIna3a

HAIIHH HAQI HAI® HAO®HH', CO,
OAA — 2 " , wyajar % 2  ,~TIBK
MAr MaHK-QepMeHT

HAJI®H" H" ucnonb3yeTcst A CUHTE3a BBICIIMX KHUPHBIX KHC-
JIOT.

CuHTeTa3a )KUPHBIX KUCJIOT COCTOUT U3 JABYX MOJIUIIEITHHBIX 11e-
e, Kaxaas U3 KOTOpbIX cBsizaHa ¢ SH-rpynmnamu, npeacrasiseT co-
001 MmynbTH(EepMeHTHBIH KomIieke, conepxamuii AIIB-SH u o6na-
JaeT akTUBHOCTHIO 6 pepmenTtoB: AIlb — aneruntpancdepasa, AIlb
— ManoHunTpancdepasa, 3 okcoanni-Allb-cunTerasa, 3 okcoamumn
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— AlIlb-penyxrasa, 3 ruapoxcuai-Allb-nerunparassl 1 eHOMIT —
Allb-penykrasa. [Ipogykrom AelCTBHS TaHHOTO MYJIBTH()EPMEHTHO-
ro KOMILJIEKCA SIBISICTCS MaTbMUTHHOBAS KuciaoTa (6C-atom)

°-SH

° - SH — kpaTtkoe 00603HaUCHHE

ITyckoBast peakiysi CUHTE3a BBICIINUX KMPHBIX KHCIIOT.

[lepBas peakuus cCUHTE3a KUPHBIX KUCIIOT (IIyCKOBast) — IpeBpa-
menne anetna KoA B manonnn KoA.

CH3;-CO~SKoA+CO,+AT® —, HOOC-CHp- CO~ S KoA + AI® + Pu
Auerun KoA anetrit KoA manoana KoA
kapboxcuiiaza
(6uorun-
cofeprKailas)

Peaxruu 6nocuHTe3a JKUPHBIX KACTOT (1 IHUKIT).

CH;-CO~SKoA  HSKoA HOOC-CH,-CO~SKoA HSKoA
o-SH W / , 0-8-CO-CH; _ ™ i
O-SH anerun-Allb-tpancohepaza  OSH manonun AITb tpancdepasa
AITb avetui AITb

CO,
0-S-CO-CH; —F—»  5-SH
o-S5-CO-CH,-COOH  B-keroarma 0—S-CO-CH,-CO-CH;
Manonun AIIB CHHTETAa3a ayemo-ayemun - AIIB
JAA®H, HAI® o SH HOH
0—S-CO-CH,-CH-CHj = >
B-xeToaumn p-eudporcuayar 415 OH €HOMI
penykrasa IeTuaparasa
HAA®H, HAJ®D
o—SH o—SH
0—S8-CO-CH=CH-CH; enoun pexykraza O—S-CO-CH,-CH,-CH;
enoun - AIIF 6ymupun - AIIF

VYnnuHeHue KUPHBIX KUCIOT CBEPX 16 yriiepoJHbIX aTOMOB MOKET
MTPOUCXOANTHh B MHUTOXOHJAPHAX (IIPH 3TOM HCIOIB3YeTCS MaJOHWII-
KoA BMmecto manonun-Allb, mpudem, mporiecc HapalmuBaHUS YITIe-
POIHOM LIeNH aHAIOTUYEH TOMY, KOTOPBIN IPOUCXOIUT HpU JCHCTBUU
CHUHTETA3bl )KUPHBIX KUCIIOT B HUTOIIa3Me. HeHachlleHHbIE JKUpHbIE
KHUCJIOTHI TTAJTbMATOOJICTHOBASI M OJICMHOBASI BO3HUKAIOT ITyTEM OKHC-
JICHUS! HACBHIIMICHHBIX MAJIbMUTHHOBOW M CTECAPUHOBOM KHUCIOT MpPHU
nerctun anmi-KoA-necarypasbl, BXOASIIEH B COCTaB UTOXPOM Bs-
OKCHIa3HOTO KOMIUIEKCA MHKPOCOM.
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KeToHOBBIE 1 a1IeTOHOBBIE TEMNa, MX OMOCHHTE3 B HOPME M MATONOTUH.

K xeTOHOBBIM TeaM OTHOCSTCS: alleTOAlEeTaT, B-ruIpOKCHOy THpAT
1 alleToH. B HOpMe OHU CHHTE3UPYIOTCS B HE3HAUUTENbHBIX KOHIEH-
Tpauusax, 1 X CHHTE3 aKTUBUPYETCA B YCIOBUAX JIUTEIBHOIO TOJIO-
JaHWs, YCUJICHHOW (M3MUYECKON Harpyske, MpU caxapHOM Ouadere.
B »Tux ycnoBusix mz-3a nedunmrTa yrieBoJOB HapyIIaeTCs afieKBaT-
HOE a’po0HOE OKHMCIICHHE TNIOKO3Bl M dHeproodpasoBanue. Kietka
WCIIBITBIBAET DHEPreTHUECKUH TONOJ, YCHJIMBAETCS MPOILECC JIUIIO-
nu3a 1 npoxyuupyetcs auetua KoA npu f-oKucineHun sKUPHBIX KUC-
no1. Auetun KoA He ycmeBaet cropaTh B IUIK U3-3a Aedunura OAA
(ero Maso oOpasyeTcst M 4acTh €ro pacxoqyeTcs Ha TIIIOKOHEOTEHE3).
CrnenoBarenbHO, HIET CHHTE3 alleTOHOBBIX TEJl — alleToalleTara B re-
MaTOUUTaX B MUTOXOHAPHSIX, B @3POOHBIX YCIOBHSIX.

HOH HS KoA
2CH;-CO~S KoA —2*—2X CH;-CO- CH,-CO~S KoA +CH;-CO~S KoA

Aunerun KoA anetwst KoA ateroaneTunKoA anetTnnnKoA
aleTUITpaHchepasa

HOH HS KoA OH CH;-CO~S KoA
HOOC-CHz-éI-CHz-CO~S KoA —=——*
S-THAPOCKUMETUIT H; I'MI'-KoA
riaytapunKoA ('MI')  g-ruppoxcumeruirnytapuiKoA nmasa
CHHTETa3a

COOH HAJIH(H) HAJl CHj

CH, X x CH-OH
GO 3 rugpoxcubyTupaT lez
CH; el COOH
Aneroaner B ruapoxcubyTupar
neKap60KcMCOz
CH;-CO-CH;
aleToH

YTniausanusi KeTOHOBBIX TeJl HA YPOBHe KJIETOK TKaHel U op-
raHOB.

KeToHOBBIE Tena SBISIOTCS YHEPrETUYECKUMHU CyOCTparamu, Io-
TpeOIsieMbIMH KJIETKaMHU Mepu(epUIeCKUX TKaHEH: MBIIIEYHOH, MHO-
KapJoM, KJIETKaMH IIHC U T.J. J[1s X yTUiIM3auuu NpOUCXOIUT aKTH-
BalMsl AlleTOYKCYCHOW KUCIIOTBI AByMS Ty TSIMU:
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HS-KoA AT® AJI® P,
1). CH;-CO-CH,-COOH _ /7, CH;-CO-CHp-COSKoA__,

alleTOYKCYCHas KUCioTa aueroaueTunKoA cuHTeTasa aneroaneTis KoA

HS-KoA
——&—— 2CH;-CO-SKoA ——* 1JIK
THOJIa3a anetus KoA
2). CH;-CO-CH,-COOH CH;-CO-CH,-CO~SKoA
+ _ > +
COOH-CH,- CH,-CO~SKoA THO(Opa3za COOH-CH,-~ CH,-COOH
cykuunun KoA CYKLMHAT

HS-KoA THOJIA3a

2CH;-CO~SKoA — LITK

[TockonbKy B yCIOBHSX IJIUTEIBHOTO TOJONAHMS M IIPHU caxap-
HoM muabere LIJIK ¢yHKUIMOHMpYET HealeKBaTHO, KETOHOBBIE Teja
HE yCIIEBAIOT OKUCJIATHCS U HAKAIIMBAIOTCSI B KPOBH — KETOHEMUSI,
BBI3BIBAIOIIAST META0OIMUYECKUIM anuo3. DKCKPETUPYIOTCS C MOYOM
— KeTOHYpHs. Bynyun yMepeHHO CHIBHBIMU KHCIOTaMU OHH JHCCO-
LUHUPYIOT U IPUCOETUHIOT HOHBI Na u K, ciienoBarenbHO, BI3BIBAIOT
MOTEPIO KUIKOCTU U HKCKPELHsI KETOHOBBIX TEJ BBI3BIBAET MOBBIIIC-
HUE BBIICICHUS HOHOB U BOAbl. PazBuBaercs 00e3BOXMBAaHUE U Ha-
pyLIEHHE THIPOHMOHHOTO OajaHca.

HeiiTpaibHble ;KMPbI — TPHALMJITJIHLEPOJIbI, SBISIOTCS 3(u-
paMM TPEXaTOMHOTO CIHMPTA TIMLEPHUHA U BBICIIMX YKUPHBIX KHCIIOT.
JlenoHUpYIOTCSL OHM B OCHOBHOM B MOAKOXHOH >KHPOBOU KJIETUYATKE,
OpbDKeliKe, callbHUKE, KEITOM KOCTHOM Mo3re. MHOTue XHBOTHBIC
BO BpeMs 3UMHEH CIITYKU B MEPUOA MUTPALU U JAPYTUX CUTyaLui,
TPeOYIOINX MPUCIIOCOOUTENBHBIX PEaKMi, UCTIOIb3YIOT B KaueCTBE
9HEPTHUH 3arac xupa. BepOitonpl, HanpuMep, MOTYT Ja)e UCTIOJIB30-
BaThb BOy, 00pa30BaHHYIO [P OKUCIICHNH kupa. HelTpanbHble sKUphI
MPEACTABISAIOT COO0N Hanbosee KOMIAKTHYIO (OpMy 3amaca Hepre-
THYecKoro mMarepuaia. I[loaTomy Ha ux o0pa3oBaHUE HCIOIB3YIOTCS
1 METa0OJIUTHI YIJIEBOAHOTO OOMEHA.

BuocuHTe3 TPHALMIIIMIEPOJIOB OCYILECTBISETCS MPAKTHIEC-
KM BO BCEX OpraHax M TKaHSX, HanOoyiee HHTCHCUBHO MPOTEKAET OH
B KJIETKaX MECYCHU U KUPOBOH TKAHH.
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B xuBoTHbIX TKaHAx ouocunte3 TAI u dpochomunuaos (pocda-
THIMIdTaHOIAaMUHA ¥ ochaTuaMIXoarHa) HAYMHACTCS C 2-X O0IIHX
NPEIIICCTBEHHUKOB U MMEET HECKOJIbKO 00mmx starmoB. OOmmMu
NpeNIIeCTBEHHUKAMU  ciiy)kaT ~ KoA-3(upbl  JKUPHBIX ~ KUCIOT
u nmnepoi-3-docdara.

AXTHBAIMS )KUPHBIX KHCIOT — YHEPro3aBUCUMBII IpoIece, ocy-
mectBisiercs: hepmenToM — art KoA cuHTeTason.

R-COOH oA AK(I) }/I%O éﬂ (D/Bﬂ » R-CO~S KoA

JKUpHAs auun KoA cunreTasa art KoA
KHCITOTa

ImuuepoJ-3-gocdar odpasyercsi AByMsI MyTAMM:

A) pocdopunupoBanue cBoOOIHOTO MHIIEpUHA HEPMEHTOM T~
LIEPOJIKMHA301. B moykax U B CTEHKE KUILIEYHUKA aKTUBHOCTh IJINLIE-
POJIKMHA3bI BHICOKA.

ATO AD
H,0H kf CH;0H
HOH — CHOH ,OH
H,OH [IMIEPONT CH,O-P=0
N
[TMUIEpHH  KHHa3a OH

rautepoi-3-pocdar

b) u3 dpochommnokcnarerona (OJJOA) — meTabonuTa TIIUKOIN3a
ron aeiicTBreM ruToruiazMaruiaeckoir — HAJ[-3aBucumoro dhepmen-
Ta TIUIEepo-3-pocdar IeruaporeHasml.

Ha mepBom srame 6mocunate3a TAIT — mpoucxoauT anmuinpoBa-
HHE JBYX CBOOOIHBIX THAPOKCHIBHBIX TPYINT TIIHIEpO-3-pocdara
IByMs MoJieKyimaMu KoA-TIpou3BOIHBIX JKUPHBIX KACIOT C 00pazoBa-
aueMm JIAT-3-docdara.

Anmn S-KoA + mmmnepon — MAT-3-pocdar + HS KoA

MATI-3-pocdar + Aumn S-KoA — JAI' — 3- pocdar + HS KoA

JAT — 3- docdar HazpiBaeTcs dhocharugHON KUCIOTOM, BCTpe-
4aeTcsl B KJIETKAaX B CJICIOBBIX KOJIMYECTBAX, TAK KaK SIBISETCS MPO-
MEXyTOYHBIM ITPOILYKTOM B OMOCHHTE3€ JIUITUA0B.

B xonme cunteza TAI' — docdarunnas kucnora ruaponusyercs
thocoarunar-hocdarasoii c oopazosanuem 1,2 JIAT.
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®ocparuanas kucnora + HOH — 1,2 A" + Pu

JAT B3aumozeiicTByst ¢ Tperbeil Monekynoii KoA — mpousso-
JTHOTO KUPHOU KUCIIOTHI, peBpataetcsi B TAT.

1,2 JAT" + KoA-nipousBogHoe sxupHoit kuciaotrsl — TAI + HS KoA

YcraHoBieHo, 4To OGOJBIIMHCTBO (pepmenToB OmocuHTe3a TAID
JIOKaJTM30BaHBI HE TOJIBKO B IUTOINIAa3Me, HO U B DIIP, m HekoTopEIE,
HarnpuMmep — rumepoi-3-pocdar-amuirpancdepaza B MUTOXOHIPH-
SX.

dopmupoBanmne kax a0 agpupHoii cBa3u TAL TpeOyeT 3HaunTENb-
HOTO KOJMYeCTBa CBOOOTHON »HEepruu. s 3Toro, *KupHas KUCIOTA
CHauaja aKTUBUPYETCsS myTeM obOpazoBauus d¢upa ¢ KoA: mist sToi
peaknuu HeoOXOAMMa SHEPTusl BYX BBICOKOIHEPreTHYecKux (oc-
(haTHBIX CBSI3EH, TaK KaK OHA MPOTEKaeT Oarogaps mupodocdarnomy
pacmerieanio AT® u mocnemyromeMy THAPOIU3Y 00pa3yrOIIIXCS
nimpoochaTos.

B HOpME y B3pOCTBIX JTIOIEH 1 AKUBOTHBIX OMOCHHTE3 M OKHCIICHHE
TAI mpoTekaeT OTHOBPEMEHHO U ISl ATHX MPOIECCOB YCTAHOBIECHO
CTaIIOHAPHOE COCTOSIHHE, TaK YTO KOJMYECTBO XXHpPa B OPraHHU3MeE
COXpaHSETCs B TEUEHUE CPABHUTEIBHO JITUTEIFHOTO BPEMEHH Ha OT-
HOCHUTEIHFHO TOCTOSHHOM YPOBHE, XOTS TMPH W3MEHEHUH KaJTOPHIHO-
CTH TIUIIEBOTO PAIMOHA MOTYT BO3HUKHYTh HE3HAYUTEIHHBIE OTKIIO-
Henus. OQHAKO, B T€X CIyYasiX, KOT/a YIJIIEBO/bI, KHUPHI U OCNIKH, YII0-
TpeOnseMble KIETKaMH MPEBOCXOIST IHEPreTHUYECKHe MOTPeOHOCTH
OpraHu3Ma — U3JIMIIKY KajJopui 3anacarorces B Buae TATLL

Ucrounnkamu amun-KoA, HEOOXOAMMOTO 1T OMOCHHTE3a KHUP-
HbIX KUCIOT U TAI, MOryT Cly’)KUTh YIJIEBOJbI M YIJIEBOAOPOIHbBIE
LIeNTY aMUHOKHCIIOT. Hakorienne kupa uCronb3yeTces s Oy deHHS
SHEPTHH, YTO TTO3BOJIIET OPTAaHU3MY IIPHCTIOCOOUTHCS K TOJIOMY.

Bropoii nyTs o0pa3oBanus rimueposa-3-gocdara

B >xnpoBoii TKaHM, MBITIIIAX aKTUBHOCTH TIIHUIEPOJI-KHHA3BI OY€Hb
HU3Ka, TOATOMY HMCTOYHHMKOM Tiuiepos-3-hochrara MoxKeT OBITH
TOJIBKO JTMOKCHANETOH-(ocdar (IpOMEXYTOIHBIN MPOAYKT TIINKOIH-
3a).

Boccranosnenne auocknarietoHpochara (MeTaboINTa TITFOKO3bI)
hepmenTom mmnepoi-hocdar TeruaporeHa3oi, B OCHOBHOM, ITPOWC-
XOJIUT B )KUPOBOW TKAHU M MBITIIIAX.
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HAIH, HAJ
0 =0 — N\, iHOH
CH20® TIIHnepost 3 H,O0f)

quokcuane  ¢ocdar T rauuepon-3-docdat
ToHpochaT

O06pazoBaBmHiAcs TIIUIEPOI-3-PochaT MoCIeTOBaTSILHO AlUTH-
JIAPYETCS ABYMS MOJIEKYJIaMHU JKHPHBIX KHUCIOT (aKTUBHBIC (DOPMBI)
n 4depe3 dhocharuBHYIO KHCIOTY 00pas3yIOTCsS TPHANMITIHIICPHUHEL.
DepMEeHT, OCYIIECTBIIOMMUNA dTepUPUKANINI0, TIUIEpPOI-Pochar-
arntpancdepasa. [locnenoBarebHO alMIMPOBAHIE U300PAKEHO.

?%KOA

qHon 2 R-CO~ S KoA (;Hz-O-CO-R|
GHOH C& > CH-0-CO-R,
CHzC@ raunepod 3 docdar H,-0 (@)
TIUIEpos  alui Tpanchepasa tocdaTuiHast
3-docdar KUCITOTa

O6pazoBasiuasics Gocharnanas KUCIoTa ruaponusyercs pocda-
tuaardochoruponazoii 10 TMauIrIHIEPOIIOB.

§H2—O—CO-R1 H;\(R /EH §H2-O—CO—R1

H - O-CO-R, > (CH-O-CO-R,

H,-0-® tdocoarunar H,-OH

tbocdharumnas  docdoruaponaza JAT
KHCIIOTa

3areM AWAMIITITUIICPOIT AIllMIIHPYETCS TPETheH MOJICKYION aItuil-

KoA u mpeBpamaercs B TAI.
HSKoA

H,-O-CO-R, / -FR-C(‘)}’~ S KoA CH,-O-CO-R,

H - O-CO-R, > CH-0-CO-R;

CH,-OH JIATTILIEPH TA LT “H,-O-CO-R;
JAT TpaHcdepasa TAT

TAT, cunresupoBanHsie B riedeHu, oopazytot JIITOHII ¢ Apo B,
U MyTeM HK30IIMT03a CEKpPEeTHpyeTCs B KpOBb. B KileTkax opraHoB
U TKaHeW, B, YaCTHOCTH, aJUIOIMUTAX JIETIOHUPYIOTCS, a B KIJIETKaX
MBILICYHON CHUCTEMBI, IOMUMO 3TOTO, PAaCUICTISISICh, O0CBOOOXKIAIOT
JKUPHBIE KUCJIOTHI U TIMIEpPOJI, KOTOpbIH okucisgercs. [loatomy co-
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nepxkanue TAD' B meueHu He mnpeBbllIaeT 5%. YBeTUMUUBAeTCs MpPH
HapylmeHnu (opMUpOBaHUs TPAHCIIOPTHBIX (OPM (HapylIeHWEe CHH-
Te3a aloNpPOTEUHOB U (HOCHONUIUIOB IPU OTCYTCTBHU JTUIIOTPOITHBIX
BemiecTB). B aToM ciyvae HabmromaeTcst 5KUPOBOH renaro3 U CoaepKa-
Hue xupa gocruraet 50 % B nedeHu.

JIunoreHes CTUMYIUPYETCS TOPMOHOM IIOJKETYIOUHOM KEJIe3bl
HMHCYJIUHOM, KOTOPBIIL:

— yIy4dllaeT TPaHCHOPT IVIFOKO3bl B KIETKH, €€ OKUCJICHHE.
B anunonunTtax MeKyTOYHBIH MPOIYKT OKUCIEHHS ITIOKO3BI (AHOKCH-
arieroHocdar) sBIIETCS UCTOYHUKOM Iuiepoi-3-docdara.

— aKTUBHPYET JMIIONPOTEUUINIIA3Y, KOTOpask TMAPOJIM3YeT HEW-
TpaJIbHbIE JKUPBI XUIOMHUKPOHOB. OOpa30BaBIINICS MIMLEPUH U JKUP-
HBI€ KMCJIOThI IEYEHBIO U aJUMOLUTAMHU HCTIONB3YIOTCs Ha cuHTe3 TAT.

3HauuTeNbHAS YacTh JETIOHHPOBAHHBIX JIUMHIOB €KECYTOUHO HC-
MOMB3yeTcsl Kak MeTaboInyeckoe TOIMBo opranusmom. [Ipouecc mo-
Omm3anuu (TUAPOJIN3) HEUTPAIBHOIO XKUpa U3 JIETI0 Peryiaupyercs
OIIPENIENICHHBIMA TOPMOHAMU — KaTEXOJIAMUHAMM, INIFOKArOHOM, TH-
poxcuroM, CTT" u npyrumu. KoHuieHTpanys ykazaHHBIX TOPMOHOB MO-
KET MOBBIIIATHCS IPU CTPECC-CUTYALMSX, TOJIONAHNH, JUTUTEIbHON (Hu-
3MYECKOH paboTe, B MEPUOJ pOCTa OpraHu3Ma. YKa3aHHbIE PEryIsaTOPbI
BO3JCHUCTBYIOT Ha TOPMOH 4yBcTBUTENbHBIH (epmenT (TAI-nunazy),
KOTOpasi akTUBUpyeTcsl myTeM (hocOopHIMpoBaHusl U MOCIEAYIOIIEH
KOBQJICHTHOM MOAM(HKAIMK Yepe3 aJeHWIATIHKIA3HYI0 CHCTEMY.
Hpyrue Tkanesbie unassl (JAl-munasa u MA@ -nuna3za) 4yBcTBUTEINb-
HOCTH K TOPMOHAM HE IIPOSIBIISAIOT, XOTS AKTUBHOCTb X MHOTO BBIILIE.

Mexanusm akTuBanuu TAI'-imna3sel npeacTaBiieH cXeMoii:

PpeLeITOp
HeaKTUBHAS NpoTedHbOoChOKNHEaza

TOPMOH (TJIFOKaroH)
aKTHBHAS IpoTenHbochokuHaza AT

FOPMOH-PEUEeNTOPHIH KOMILIEKC

TAT munaza ——» TAI -1umaza aNeHnIaTIINKIa3a
(HeakTHBHAA) (axtwBHAs) U©AMO®

tdochonunuaos,
TIIOKO3EI
JKUPHEIE JKUPHBI® —> B IpYTHe —> OKUCIIEHHeE,
KUCJIOTHI KUCIAOTBl  TKaHHU cunaTe3 TAI

A TIHIEPHH —— » TIINIEPUH—>II€YeHb—>CUHTe3 TAT,
TAT <:

AUIIOLIUT KpOBb
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AXKTUBHAA TKaHCBad Jinliasa OCYLICCTBIIACT CTyHeH‘-IaTBIﬁ Tuapo-
JIN3 C 06pa3OBaHI/ICM TIIMICPpUHA U BBICIIHNX KUPHBIX KHUCIIOT.
CH,-O-CO-R; H;0 R;-COOH CH>rOH H,O R3-COOH
CH-0-CO-R, ———2%—> CH-0-CO-R, ———Z—>
CH,-O-CO-R; TATI'-nunasa CH,-O-CO-R;  JIAT -mumasa

TAT JAT
GH7OH HZ(\) R;-COOH  CHyOH
(H-O-CO-R,—*——<—>  CH-OH
CH, OH MAT -numnasa CH,yOH

MAT TIIULEPUH

B pesynprare MoOMIN3aUK )KUpa KOHIIEHTPALMS )KUPHBIX KUCIIOT
B KPOBH YBEIMYMBACTCS NPUOIM3UTEILHO B 2 pasa, OJJHAKO, a0COIIOT-
Hasl KOHLEHTpALMs UX HEBEJHMKA M3-3a KOPOTKOTO Meprojia MOy KH3-
HU (MeHee 5 MUHYT) M CYIIECTBYET OBICTPBIN MOTOK KUPHBIX KHUCIIOT
13 )KUPOBOM TKaHU K APYTMM OpraHamM. boJbIIMHCTBO TKaHEH, KpoMe
HEPBHOW TKaHU, 3PUTPOLUTOB U MO3TOBOTO CJIOSI HAAIIOYEIHUKOB HC-
MOJIBb3YIOT KUPHBIC KHUCIOTHI KAK HCTOUHUKH SHEPTUH.

Hapymenue oomena TAT

O:xnpeHne — OTIOKEHHUE KHUpaA B aJAUIONMUTAX MO CPABHEHHUIO
¢ HOpMoH. B HOpMe y dyemoBeka BecoMm 70 KT KOTUYECTBO KUPA MPH-
ommsutensHo 10-12xr. Ono nHaOmiomaercs y 50% mronmeit crapiie
50 yet. YBenuueHUE KOJIMYECTBA JKUPHBIX KHUCIOT Yy IUIO/a HAYMHA-
eTcsl B IIOCJIEAHEM TPUMECTpE OEPEMEHHOCTH, 3aKaHYMBACTCS B Ipe-
my0epTaTHOM MEpUOE.

[Tocne 3Toro *XMpOBBIE KIETKH YBETMUNBAIOTCS U YMEHBIIAIOT-
C4 B pa3MeEpax, HO KOJIMYCCTBO UX HC UBMCHACTCA B TCUCHUC )KMU3HU.

[lepBuuHoOe OkUpeHNEe — pa3BUBAETCS B pe3ysbTare ajJlMeHTap-
HOTO IucOaranca — M30BITOYHOTO KAJIOPUWHOTO IMUTAHUS TI0 CpaBHE-
HUIO C pacxonoM 3Heprun. KonndecTBo noTpedisieMoil MUIn 3aBUCUT
OT MHOTHX ()aKTOpPOB, B TOM YHCIIE, U PETYISITOPOB UyBCTBA IOJIOJA,
1 HachleHus. «[ 010 1 HackIIIeHNe) OTIpeieNsieTcs KOHIeHTpalen
B KPOBH IJIFOKO3BI U TOPMOHOB KEITyOYHO-KHILIEYHOTO TPaKTa: XoJje-
UCTOKWMHWH, HEUPOTEH3UH, O0MOE3HH, JIENTHH, KOTOPbIE HHUITHUPY-
0T YyBCTBO HACBILCHHUS.

T'enemuueckue pakmopel ¢ pazgumuu 0IHcupeHus

Merabonnueckue pazauyus MeXILy TYYHBIMH U XYIBIMU JIIOIbMHU
JI0 HACTOSLIETO BPEMEHH HE MOTYT OBITh ONPEIEICHHO OJHO3HAYHbI-
Mu. MIMeeTcss HECKOBKO TEOpHit:
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1. T'eneTnyecku IeTepMUHUPOBaHHAsI pa3HULa B QyHKunU Oec-
IIOJIE3HBIX L[UKJIOB.

OTH LUKJIBI COCTOST U3 TIapbl METa0OINTOB, KOTOPBIE, TPEeBpalia-
I0TCS1, IPYT B Jpyra ¢ MOMOIIbIO ABYX (epMeHTOB. OnHa U3 peakiui
mporcxouT ¢ 3arparoid sHeprunt AT®. Ecnu npsimast u oOparHast pe-
aKIMH NPOTEKAIOT OAHOBPEMEHHO, TO IPOUCXOAUT OCCIONE3HbIN pac-
xon1 sHepruu AT® U cOOTBETCTBEHHO HCTOYHHUKOB YHEPTHH, UYTO UH-
THOUPYET CUHTE3 KUPOB.

2. Y nroneit, CKIIOHHBIX K OKUPEHUIO, UMEeTCsl 00JIee IPOYHOE CO-
MPSUKEHUE IBIXaHUS U OKUCIUTENBLHOTO (PoCchOpHINpOBaHUs, TO €CTh
Oonee APPEKTUBCH META0OIH3M.

3. V moneil BO3MOXKHO pa3HOE COOTHOLIEHHE adpPOOHOTO U aHad-
poOHOTO TIMKOIU3a. AHA’POOHBIN IITUKOIU3, KaKk MeHee dPQeKTHB-
HBIU ITyTh CXKHUTAeT ropasao OoMbIIe TIIIOKO3bI, B Pe3yJbTaTe Yero CHU-
xKaeTcs ee mepepaboTka B KUPHI.

4. VY 4enoBeka M )KUBOTHBIX HIMEETCS TeH O’KUPEHHs «obese geny.
OnMHOYHBIE MYTAllMU 3TOTO T€Ha MPHUBOAAT K Pa3BUTHIO OKUPEHMS.
[IpomykToM 3KCIpeccur TeHa OKUPEHHs SIBISIeTCsl OeTOK — TPUBH-
anbHOe Ha3BaHue «JlenTuH» (0T rpey. — TOHKHH, Xynoii). OH cOCTOHUT
13 145 aMUHOKHMCIIOTHBIX OCTAaTKOB M CEKPETHPYETCS aIUINOLUTaAMHU.
JlenTuH nEHCTBYET, KaK TOPMOH, KOHTPOJIUPYIOLUN MacCy *KUPOBOM
TKaHu. OnycaHbl 5 OAMHOYHBIX MyTallUi B T€HE JIENTHHA, aCCOLUHPO-
BaHHBIX C (heHOTHNOM OxHpeHus. [ aToro GeHoTuna xapakTepHo
MOBBIIICHHOE OTIIOKEHUE KUPA B KUPOBOM TKAHU, YPE3MEPHOE IIO-
TpeOneHne nuiu, Hebomnbiuas Gu3nveckas akTMBHOCTh, Pa3BUTHE Ca-
xapHoro auabera Il Tuna.

[TaroOmoxumust ciaenyromas: HU3KUH YpOBEHb JICTITHHA B KPOBU
SIBJISIETCSL CUTHAJIOM HEAO0CTATOYHOIO 3aIaca KUPOB, U OH BKIIKOUAET
MEXaHU3Mbl, [TOBBILIAOIINAE AIIIETUT U COOTBETCTBEHHO MAcCy Tea.

OnHako, OXHpEeHHE — IMOJUIeHHoe 3a0oneBaHue. Ecnm maxe
JKUPOBbIE KIIETKUA MPOAYLUPYIOT JOCTATOYHOE KOJIUYECTBO JIENTHHA,
MOXET Pa3BUTHCS OKUPEHHE B CHITy MHIUBHYaTbHBIX 0COOCHHOCTEH
OpraHu3Ma U IOBBILIEHUE [10POora KOHLeHTpanuu JientuHa. Ha cunres
JISNTUHA BIUAIOT U IPYTHe TOPMOHBI.

B nacrosiiee BpeMsi H3ydaroTcs CBOIMCTBa Oelka JISNTHHA U BO3-
MOKHOCTH €r0 IPUMEHEHUS! ISl PETyJIsUU MacChl Tea.
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TotanbHBIN ypOBEHB XONECTEpUHA B OpraHn3Me uenoBeka — 140
(2wMr xonectepuna Ha 1 T Macchl Tena).

OcHoBHbIE (DOH[TBI XOJTECTEPUHA.

®oun A — OwicTpooOMeHuBaromuiics (okomo 30 T xXomecTepu-
Ha) — II€YeHb U JIPyTHe MapeHXNMAaTO3HbIE OpPTraHbl, KAIIEYHAS CTEH-
Ka 1 mwiazMa kpou. O6noBnenue storo pouga — 30 cyrok. Pona
B — ouenp MemyieHHO oOMeHuBaromuics (okono 60 r) — xomecte-
PUH TOJIOBHOTO ¥ CTUHHOTO MO3T'a, HEPBOB U COEAMHUTEIBHON TKaHHU,
oOHoBIIeHHE 3TOr0 (hoHma — Mecsibl U rofasl. Doug b — memnen-
HOoOMeHHnBaromuiics (0koio 50 T XoIecTeprHa) — 3TO XOJECTEPHH
OCTaITbHBIX OPTaHOB U TKaHEMH.

Xots B 11e710M B opranmmMe Miekonurarommx HOXC npeobnagaer
Haj OXC, ecTb OpraHbl U TKaHU, B KOTOPBIX MPEHMMYILECTBEHHO COJEP-
JKUTCS TOCHeAHuit: Haanodeynuku (75-83 %), mna3zma kposu (75%),
CIIMHHOMO3I0Bast )KUAKOCTh (Oosiee 50 %>), a TakKe KoyKa, COCTUHUTEITh-
Hasl TKaHb, aTePOCKIIEPOTHUECKH TTOPAKEHHBIE apTePHH, KCAHTOMBI.

ExecyTouHbIi pacxo XoJlecTepuHa.

Oxomno 1,2 r: 500 Mr XxonecTepruHa OKUCIISIETCS B JKETUYHbIE KHCIIO-
TbI; 500 Mr sKCKpeTupyeTcs ¢ pekanuamu; 100 Mr ynansercs co ciy-
LIUBAIOIIMMCS STUTEITUEM KOKU U CEKPETOM CallbHBIX kene3; 100 Mr
WCIIOJIB3yeTCsl Ha 00pa30BaHNE CTEPOUTHBIX TOPMOHOB.

Opranm3M CHHTE3UpyeT B CyTKH Okoio S00Mr XosecteprHa
u npumepHo 400 Mr noxyyaeT ¢ nuuei.

CuHTE3 XOJNIeCTeprHA OCYIIECTBISIETCS B KIIETKaX MOYTH BCEX Op-
TaHOB M TKaHEH (KpOME 3peNbIX 3PUTPOLUTOB), HO B 3HAYUTEILHBIX
konmuuecTBax — B nedeHu (80%>), crenke ToHkoi kumku (10 %)
u koxe (5 %).

B mromutazme xireTok 00pa3yroTcsi MEBaJIOHOBAs KHCIIOTA U CKBa-
JIeH, B DHJOIJIA3MAaTHYECKOM PETUKYIyMe TMPOHUCXOMUT ITUKIH3AIIHS
CKBaJIeHa U 00pa30BaHUE XOJIECTEPHHA.

OcCHOBHBIE 3Tanbl CHHTE3a XOJIECTepUHa.

Ux 3: I- OuocunHTe3 MEeBaJIOHOBOM KUCIOTHI; Il — oOpa3zoBaHue
ckBasieHa; I11- nuknmu3anus ckpajgeHa 1 00pa3oBaHUE XOJIECTEPUHA.

OCHOBHBIM HCTOYHHKOM OO0pa30BaHUS MEBAaJOHOBOW KHCIIOTHI
SIBISIIOTCSA: B eueHn — aueTui KoA u manonun KoA, a B MblieuHOR
TKaHW — JIeWIHH. Bce 3TH coenrHeHus B pe3yibraTe psijia dH3uMa-
TUYECKUX peaknuid o0pasyrT B-ruapokcu-f-merunrayrapun KoA
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('MTI" KoA), koTopblii 3aTeM BOCCTaHABIMBAETCS B MEBAJIOHOBYIO
KHUCJIOTY.

Ha cunres xonecrepuna pacxonyercs 18 monekyn aunetus KoA,
10 IpOTOHOB M OIMH U3 aTOMOB MOJIEKYJIIPHOTO Kuciopoaa. [Ipomece
HeoOpaTuM, T.K. WAET C 3aTpaTodl OOJIBIIOTO KOJUYECTBA DHEPTHH
(8%18=144 xkan/mMoib X0JIECTEPHHA).

[Tyt noctynnenus anetus KoA n3 MUTOXOHIpUNA B IUTOIIIa3My
KJIETOK.

[lepBbiii u3 HUX — auddy3us OUTpaTta U3 MUTOXOHAPHHA. DTO
OCHOBHOM ITyTh I KJIETOK MEUEHHU.

MuToxouapuu
H,O HS KoA
A el
COOH-CO-CH,-COOH + CH;-CO~S KoA —
1aBeJIeBOYKCYCHas anetnn KoA LIUTPAaTCHHTa3a
KHCJI0Ta
nromnasma
§H HS KoA AT® AlIO+P,
COOH-CH,-C-CH,-COOH ~a ™~ ¥ , CH;-CO~SKoA +
OOH HUTpaTIna3a anetinn KoA

JluMoHHas kuciiora

+ COOH - CO - CH, — COOH
IaBeNeBOYKCYCHAsT KHCIOTa

Bropoit — nuddysust BHEKIETOUHBIX CyOCTPaTOB, TAKHMX, KaK arle-
TOH, 00pPa30BABIIUIICS B KHIIEYHOM TPAKTE, U alleToareTar neuyeHoq-
HOT'O IPOUCXOXKICHUS:

HS KoA
CH;-CO~SKoA—"_,CH;- CO- CH,—~COOH + COOH-CH,-CH,-CO-8 KoA
areToarerar areroalerar cykuunn KoA

CHUHTasa

= CH3~CO-CH,—-COS KoA +COOH - CH, - CH, - COOH

cykuunui KoA tuodopasa aneroaneTun KaA STHTApHAst
\ KHCIIOTa

(OTCYTCTBYET B N€Y€HH, HO AKTHBEH THOJIa3a A/HS KoA

B IpyTUX OpraHax, 0COOEHHO MbILIEYHOMH)

2CH;3-CO~S KoA
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O0pa3oBaHHe MEBAJIOHOBON KUCIIOTHI

HS KoA
2CH;-CO ~ S KoA Zad » CH;-CO-CH,—-CO~SKoA —*
anetn KoA arreroaneTii KoA
aneTunTpaHchepasa

CH;-CO~S KoA H,O HS KoA %H
a ~ ¥ ,  HOOC-CH,-C-CH, - CO~S KoA——»
I'MI" KoA-cunrtasza

B-ruspoKcHMeTHII- Hj

myrapin - KoA  (TMI KoA)

2HAJI® H, 2HAZI® HS KoA OH
= —A—="—> HOOC - CH, - ( - CH, - CH,OH
I'MI" KoA - pemykraza CH;

MEBAJIOHOBAsg KHCIIOTa

Peaknus, perynupyroriast CKOpocTh OMOCHHTE3a XOJIECTepUHa.

Peaxmust BocctanoBnenuss I MI'-KoA B MEBajIOHOBYIO KHCIIOTY,
karanusupyemas ' MI'-KoA penyxraszoii. Imenno 'MI'-KoA penyk-
Taza TMOJIBEp)KEeHAa PErYIATOPHBIM BO3JIEHCTBUAM CO CTOPOHBI psiaa
¢daxrTopoB. AktuBHOCT [ MI'-KOA pemykrassl (Wi conepaHue ee
B KJIETKaX MEeYeHH) BO3pPacTaeT IMpH JeHCTBUM MOHU3HpYIOLIEeH pa-
JUali{, BBEJICHUH WHCYIMHA U TUPEOHJIHBIX TOPMOHOB. YTHETEHHE
CHUHTE3a XOJIeCTepHHA OTMEYaeTcsl NMpHU TOJOJaHHH, THUPEOHIIKTO-
MUH, a TaK)Ke MUIIEBON X0JIECTEPUH YTHETaeT CHUHTE3 COOCTBEHHOTO
xonecrepuna. JlekapcrBeHuble MHruOuTopsl ['MI-KoA penykrassl
BHEJIPEHBI B KIIMHUYECKYIO MPAKTUKY, N3BECTHBI 110]1 HA3BaHUEM CTa-
TUHOB (JIEBaCTaTUH, NPABOCTATHH, CUMBACTATHH U 1p.). OHu 3¢pdek-
TUBHO CHM)KAIOT YPOBEHb X0JIECTEPUHA B KPOBH.

OcHOBHOI TpaHCHOpTHOW (HOPMOIT XOJIeCTeprHA SIBISIIOTCS JTU-
MONPOTENABI HU3KOW IJIOTHOCTH, B KOTOPBIX COIEP KaHNE ero JI0CTH-
raet 45-50%.

[Tytn karabonu3ma xojecTeprHa.

Karabonm3m xosnectepuHa MNpOTEKaeT B IE4YEHH (OKHCIICHUE
B JKETYHBIC KHCIOTHI B HAJMOYCUYHHKAX U IUIANeHTE (0Opa3oBaHHUE
CTEPOUIHBIX TOPMOHOB), B TECTHKYJSIPHOW TKaHH M SMYHUKaxX (00-
pa3oBaHME CTEPOMJIHBIX ITOJIOBBIX TOPMOHOB), KoXke (0Opa3oBaHUE
7-neruapoxosiecTeprHa 1 3aTeM BUTaMHuHa Dj), B TOJICTOM KHIIIEYHH-
ke (00pa3oBaHUE KOPOCTEPUHA).

105



Jlunuel He PacTBOPSIOTCS B BOIHBIX (ha3ax OpraHu3Ma, MOITOMY
WX TPAHCIOPT KPOBBIO U JIUM(OI OCYIIECTBISCTCS B BHJIE KOMIUICK-
coB ¢ Oenkamu U Gocdo-IunuaaMu, KOTOPhIe HA3bIBAIOTCS JIHMOMPO-
TeUHAMHU.

MetonoMm ynbTpaneHTpUu(yrupoBaHUs pa3iMyaroT TPAHCIOPT-
HbIe ()OPMBI B 3aBUCUMOCTH OT IUIOTHOCTH: XWJIOMHKPOHBI (XM),
JIUTIONIPOTENHBI OueHb HU3koW 1uiotHocTH (JIIIOHII), nunonporeu-
Hbl HU3KoW tiotHocTH (JITTHIT), munonpoTerHbl BHICOKOW TIOTHO-
ctu (JITIBIT), munonporenHsl o4eHb Bhicoko# motHocTH. (JITTOBIT)
CYIIECTBYIOT TaKXKe MPOMEKYTOUHbIE (POPMBI B META00JIM3ME JIUIIO-
MPOTEUHOB: OCTATOYHBIC XWJIOMHUKPOHHI (XMOCT) U JTUMONPOTEUHBI
mpoMexyTouHol (cpeaneit) mnornoctu (JITIIIIT).

[To »nexrpodopeTHyecKoil TOABUKHOCTH 1I0 OTHOILIEHHUIO K IJIO-
OyJIMHAM JIMIOTPOTEUHBI PA3IMYArOTCS: o, 3, Tpe-f JUIMONPOTEHUHBL.
XUIOMHUKPOHBI OCTAIOTCS Ha CTapTe, MOJO00HO y-Tio0ynuHaM. Takum
00pa3oM, JIMIOIPOTEUHBI UMEIOT JIBOHOE 0003HaueHne — JITTOHII
— mnpe-f munonporeunsl, JIITHIIT — P nunonporeunsi, JIIIBIT —
Ol TUIONPOTENHBI.

JIlunonporeuHbl — CIIOKHBIC KOMILUIEKCHBIE COCAMHEHHUSI, UMe-
IOLIME XapaKTEPHOE CTPOCHUE: BHYTPHU JIMIONPOTEUHOBOM YaCTHILIbI
HaXOAUTCSI KUPOBAs KA (SIPO), COAEpIKAIIasi HETONSIPHbIC JTUITH-
JbI (TPULIUIICPUIBI, ICTEPUPUIIMPOBAHHBIN XOIECTEPHH); OHU OKpY-
YKCHBI 000JIOYKOM, B COCTaB KOTOPOM BXOAAT (hOCHOIUIHIBI, OEIIOK,
cBoOOaHBIN xonectepuH. Docdonunuabl 1 HedCTepUPUIMPOBAH-
HBI XOJISCTEPHH PACIIOJIOKCHBI B HApPY)KHOW 00O0JIOYKE TaKUM 00-
pa3oM, 4TO TOJSIPHBIC IPYIIBI (PUKCHPOBAHBI HAPYXKY, a TUAPOPOO-
HBIC KUPHO-KUCIOTHBIE «XBOCTBD) — BHYTPh YaCTHUIIb, U KaKas-TO
WX 4acTh JIaXKe MOTpyKeHa B TunuaHoe spo. Kpome gocdonumnugos
Ha TIOBEPXHOCTH HAXOJATCS OSJIKM — anopOTSHHBI.

ATONpOTEeNHBl CHUHTE3MPYIOTCS B Tpouecce (OpPMUPOBAHUS
CTPYKTYPBI JTUMIOTIPOTEUHA U MOT'YT IepeAaBaThbCsi OT OJHOTO THUIIA JIH-
MOMPOTEUHOB K APYTUM, ONIPEAEIsis AabHEHIIee IPEBpaIlleHUe U BhI-
MOJHSAA pa3HOOOpa3Hble (YHKIMU: MOMOTAIOT COMIOOMIM3UPOBATDH
3(UpPBI XOJIECTEpUHA U TPUTIIHLICPHUIBI, B3aUMOACUCTBYS ¢ (hochomu-
MUaMK; PErYIUPYIOT PEAKIMH JIMITUIO0B JTUTIOIPOTEHHOB ¢ ()epMEH-
tamu, Takumu, Kak: JIXAT (nenurunxonectepuHaliTpanchepasa),
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JIMIIONPOTEUHIINIIA3A, [IEYCHOYHAS JINIA3a; CBA3BIBAKOTCS C PELENTO-
paMU Ha IIOBEPXHOCTH KJIETOK, OIPEJENsis MECTO 3aXBaTa U CKOPOCTh
Jlerpajaliii KOMIIOHEHTOB JIMIIONPOTEUHOB, B YACTHOCTH, XOJIECTEPU-
Ha.

Paznuuator: anonporeunst Al, All, B— B,,, u B,;, C — CI, CII,
C 111, E. OHu otnuyarorcs 1o MOJEKYISIpHOW Macce, CTPOEHUIO, BbI-
MOTHSAEMBIM (DYHKIHSIM.

Tpancrioptaoit  opmoii  TAI'  9K30r€HHOr0  MPOMCXOMKICHUS
13 KHIICYHHMKA B TKaHHU SIBISIIOTCS XMJIOMHMKPOHBI, KOTOpBIE 00pasy-
I0TCSl B DIIUTEJIMHM TOHKOTO KHIIEUHHKA. DTO camble KpymHble (d = 6o-
nee 120 HM), HO caMble JIETKUE YaCTHIbl — HX IUIOTHOCTb KOJIeOneTcst
ot 0,92 no 0,98 r/mn. BenkoBast yacth npencrasieHa apoB,g, Al, All C,,
E. Konnerrparust B azme — 0,8-1,5 r/1. Onu comepikar okoio 85 %
TAT, 8% xonecrepuna u ero 3hupos, 2 % oGenka 1 5% Goconumunos.

PecunTe3npoBaHHbIE B SNUTENHAIBHBIX KJIETKaX KUILIEUHUKA TPH-
mLepuabl 1 GochOoIUIUAbL, a TaKKe MOCTYNHUBIIMHA B 9TH KIETKH
XOJIECTepPHH (371eCh OH YaCTUYHO 3TepUDUIHUPYETCS), COCAUHSIOTCS
C OCHOBHBIM 0€JIKOM XMJIOMHKPOHOB apo B, u Al, All, kotopsie cun-
TE3UPYIOTCS B DHTEPOLIMTAX U 00Pa3yIOTCsl HE3PEble XMIOMUKPOHBI.
Onu n3-3a cCBOMX OONBIINX pa3MEPOB HE CIIOCOOHBI MPOHHUKATH B KPO-
BEHOCHBIC KamWwuIsipbl U AU(GGYHAUPYIOT B TMM(AaTHIECKYIO CHCTe-
My, a 3aTeM B KpOBOTOK. B kpoBu Hespeinbie XM nonyyarot ot JIIIBII
anonpotenssl Cy, E, 1 oTnaroT nunonpoTerHaM BBICOKOH MJIOTHOCTH
Al, All, npeBpamascs B 3pensie. Apo C,;, BXoasumii B coctaB XM,
B3aUMOJIEHCTBYET C JIMIIONPOTEUHIIUIIA30M, JIOKATU3YIOLIECHCS Ha I10-
BEPXHOCTH SHOTEIHS COCYI0B, aKTUBUPYET €€ U ruaposnsyer TAT
B coctaBe XM 10 muiepruHa U cCBOOOJHBIX )KUPHBIX KUCIOT. [ Tnepun
nepeHocutcs B neueHb, CIKK oxucnsaoorcs B TKaHAX WIH JETOHUPY-
torcs B Buge TAI. OcraroyHble XUIOMHUKPOHBI (CTPYKTYpHBI, 00pa3o-
BaBIMecs n3 XM nocine ynaneHust ocHoBHoi yactu TAI') 3axBarbiBa-
I0TCSI IEYEHBI0 YEPE3 peLenTopsl, cBs3biBaromue apoE. B renaronu-
Tax OHHU IIOJBEPrarTCs TMAPOIUTUYECKOMY NEUCTBUIO JIM30COMAlb-
HBIX (PEPMEHTOB, B Pe3y/IbTaTe 0CBOOOKAAIOTCS XOJIECTEPHH, )KUPHBIE
KHCIIOTBI, aMUHOKHCIIOTHI.

JITOHII — cunTe3upyroTcs B KJIETKaX MEUEHU U TPAHCIIOPTUPY-
1ot ’unorennsie TAL. BenkoBas yacte npeacrasiena apo B, C,;, E
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(cnenpr). d= 30-100 um, mnotHocTs 0,96-1,006 /M. OHu conepskar
okoio 55% TAI, 7% xonectepuna, 10% 3¢dupos xonecrepuna, 10%
oenxa u 18 % doconunumos.

B nedeHu xonecTtepuH, CUHTE3UPOBAHHBIA E€NAaTOLUTAMU U II0-
CTYNHUBIIUN U3 0CTATOUHBIX XM, BMeCTE ¢ APYTUMHU JINIIAJAMU, BKIIIO-
yaercs B JITIOHII, xotopsie oOpa3yrorces ¢ yaactuem apo B, (cunTe-
3UpyeTcs B Ie4eHH ). B auonnazmarnueckom peTUKyIyMe U anmapare
[onbmku TUMIONIPOTENHBI YIIAKOBBIBAIOTCSI B MOKPHITHIE MEMOpaHOM
IIy3bIPbKU U BBIBOASATCS C IIOMOILBIO 3K30LUTO3a. B KpoBb cexpeTu-
pytotcst Hespensie JIIIOHII, u monywas ot JIIIBII apo C;; u apo E,
CTaHOBSITCS 3pEJIBIMHU, CIIOCOOHBIMH B3aMMOJICHICTBOBATH C JIMTIONPO-
TenHaunazoi. Jlumonporennnunasa cnocodctByer ruaponusy TAT,
B JIMIIOIIPOTEUHAX BO3PACTAET OTHOCUTEIBHOE COIAEPIKAHUE XOJIECTE-
pHuHA U ero 3(QUpoB, YBEIUIUBACTCS MJIOTHOCTh M YMEHBIIAIOTCS JIU-
HelHble pa3Mepsl. B pesynsrare JIIIOHII npespamatorcs B JITIIII,
a 3arem B JITTHIL

JHIHII — cunTesupytorcs B mnasme kposu u3 JIIIOHII; asns-
I0TCSl TPAHCHOPTHOW (OPMOIi XoJecTeprHa B TKaHH. KoHueHTpanus
B masme — 3,2-4,5 r/n. benok npencrasien apoB,,,, d= 21-100 uMm,
yaenbHbIl Bec 1,019-1,063 r/mut. Onu conepxar okosio 7% TAT, 8%
xonectepuHa, 42 % adupos xonectepuna, 22 % o6enxa u 21 % docdo-
JIAIIAJIOB.

WNmenno JITTHIT u JITIOHII pacnio3HaroTcst perentopaMu KJIETOK
— «JIITHII-penentopamu», KOTOpbIE CBA3bIBAIOTCA ¢ apoE u apoB,,
1 00ecreunBaroT SHA0INTO3. KieTkn crnocoOHBI peryIupoBaTh MOCTY-
IUIEHUE XOJIeCTepUHA IyTEM YBEJIIMUCHUS], THO0 YMEHBILIEHHUS KOJIHYe-
CTBa CBOOOIHBIX PELENTOPOB B HOpMe B3aMMOOTHOLICHHE PELENTO-
poB sxporenuanbHbIX kiaeTok ¢ JIITHIT ocymecTsusieTcs o npuHnu-
my oOpaTHOH CBSI3U: aKTUBHOCTH PELENITOPOB M, KaK CIEICTBHE, KO-
JIMYECTBO XOJIECTEPHHA, OCTYNAIOIIEr0 00paTHO MPONOPLHUOHATIBHO
€ro KoHLeHTpauuu B kiuerkax. Buyrpu knerku JIITHII cinuBarorcs
C JIN30COMO¥ ¢ 00pa30BaHUEM BTOPUYHBIX Jin3ocoM. benku, TAL, ®JI
u X (xomnonenTs! JITTHIT u JITTOHIT) pacmienistorcsi, a MPOIyKThI
pacnaja UCIONb3yTCS IS HYK/]| KIETKU.

XosecTepuH MOXKET HAKAIUIMBATHCS B LIUTO30JI€ KIIETOK IEYECHU
B BHJE Karenb 3QUpOB XolecTeprHa (dTepu(UKaII0 XolecTepuHa
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KaTanu3upyeT (GepMEeHT aluiIxojecTepHHauITpaHcdepasa), OH OT-
KJIa/IbIBaeTCsl HA MeMOpaHe KJIeTKH, IPUHUMAas ydacTue B ee popMu-
POBaHMH, SIBISETCSI HHTHOUTOPOM KIIFOUEBOTO (pepMEHTa CHHTE3a XO-
necrepuna — OMI'-KoA-penykrassl. M3-3a GonbLioro cogepkaHust
xonectepuna JITIOHIT u JIITHIT moryT yuacTBoBath B (hopMHpOBa-
HUU aTepOCKIEPOTUYECKOIO IOBPEKIAECHUS apTEPHUil, O3TOMY OHHU
Ha3BaHbI «aT€pPOr€HHBIMMY.

AntunareporennbivMu sBisitorest JIIIBII. Onm conmepkar oxoino
3% TAI, 4% xonectepuna, 16 % s¢dupos xonecrepuna, 50 % Oenka
u 27 % dochomunumos.

Benok, npeacrasnen apoA 1, 11, C,, E. d ux xonednercs ot 7 1o 15
HM (3TO caMmble MajleHbKHE, HO CaMble TSDKEJbIE JIUIMONPOTEHHBI),
yaenbHbll Bec — 1,063-1,21. CuHTe3npyIOTCS KaK NpeaIeCTBEHHUKH
B IIEYECHH, 000raIaoTCs X0JECTEPUHOM B KPOBH, BO3BPAILAIOT U30bI-
TOYHBIN XOJECTEPHUH B [1€YEHb U MOCTABIISIIOT AlIONIPOTENHBI B IpYTHe
JIII. (Hanmpumep, apoC,;, E B xunomuxponsr). KonuenTpanus B mias-
me — 1,3-4,2 r/m.

B neuenu npoucxonut cunres JINIBII, koTopblil HaUMHAETCS IIpe-
HMMYLIECTBEHHO B anmapare [0JbK1 KIETOK, rae 00pa3yroTcs TUCKO-
o0pasHble HacleHTHBIE (hOpMBI. B KpOBOTOKE OHM YaCTUYHO Hiepepac-
MPEAETSIOTCS aoNPOTEHHAMHE C JPYTUMH TPAHCIIOPTHBIMU (OpPMaMH
JIMIIAJOB U IIOCTYNAKOT B paziauynbie oprassl. JIIBII, umeromue npu-
MepHO B 10 pa3 MeHbIIyI0 MOJeKynapHyto Maccy, ueM JIITHII, ner-
KO IPOXOIAT MEXKIY KIETKaMU SHJOTEIUS U 4epe3 CTEHKY COCYHOB
1 aKTUBHO «3aXBaThIBAIOT XOJIECTEPHUH» (CHUMAIOT €r0 C MOBEPXHO-
ctu knetku). XC JIIIBII monBepraroTcst JSHCTBUIO JIELUTUHXOJIECTE-
punanuntpancgepassl (JIXAT), akTuBHpyeMO# apoA |, 1 TPOUCXOAUT
ero srepupukanus. JIXAT karaau3upyeT nepeHoc 0CTaTKOB KUPHBIX
KHCJIOT € JJequTuHa, npucyrcrsyromero B JIIIBII, Ha XxonecTepuH.

DochaTUaUIXONUH + XONECTePHH ————»nmo@oubamzmnxonnﬁ +

JXAT adup
XoJlecTep4Ha

O6pazoBaBiuecs: 3Upbl XOJIECTEPUHA, HAKAIUIMBAIOTCS B SIAPE
yactun u JIIIBII npespamarorcs B 3pensie. C JITIBII a¢pupbt xonecre-
pHHA [EepeHOCITCs Ha ocTaTouHble XunoMukponsl, JITTOHIL, JITTHIT,
JIIII ¢ momomipro ocoboro Oenka-niepeHocunka (Oenka, 6boraroro
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apruHuHOM). B mx cocraBe apupbl XojecTeprHa TPaHCIOPTHPYIOT-
Csl B MEYEHB, IJIe MPOUCXOIUT KaTaOOIM3M XOJeCTepHHa (HMCIONb3Y-
eTcs Ha CHHTE3 JKeM4HBIX Kuciot). Takum obpaszom, JIIIBII, ocBo-
OOKIas TKaHW M KPOBb OT M30BITKA XOJECTEPHHA, OKAa3bIBAIOT aHTH-
aTEpOTreHHOE [EUCTBUE WU IOJYYUIU HA3BAHUE «AHTUATEPOICHHBIEY.
AmnTnareporennocts JIIIBII cBsizana Takxke ¢ BBICOKUM COAEpKaHUEM

B HUX DJI, KoTOpBIE PabOTAIOT KAaK AHTUOKCHAAHTHI.
B HOpME KOHIIEHTpalust 0011ero xonecrepuna = 3,9-6,5 MMoub/n

XC JIIHIT — 3,5-4,0 MmMob/a

XC JIIBIT y mysxunH — 0,9-1,8 MMonb/a

y skeHIuH — 1,0-2,1 MMoutb/a

[loBbIlIEHNE KOHLEHTpAMK JIUIONPOTEMHOB B IIa3Me€ KPOBH
MIPUBOAMNT K pa3BuTHio runepaunonporenaemuu (IJ1II). B 1970 r ake-
nepramu BO3 6bu1a npeanoxena knaccugukanus [JII1, paspadoran-
Has Frederickson et al. Paznuyaror 5 Tumnos:

I — runepxuaoMHUKpoOHEMUs] — HaOMIOAaETCsT U30BITOK XHIIO-
MUKpPOHOB, KOHIIEHTPALUs XOJECTEpUHa U TPUIIIMLEPHUIOB B IIa3Me
KpOBH NOBBIIIEHA. KITMHIUECKH MPOSBISIETCS KCAHTOMAaTO30M.

Il runep-f-nmunonporennemMus.

Ila — ormeuaercs uzowiTok JIITHII, oTmMeuaeTcs BeIicOKoe conep-
KaHue xolecTeprHa B ma3Me kpoBu. Conepxkanue TAI MoxkeT ObITH
HOpMaJIbHBIM. KIMHMYECKH NpOSIBISETCS aTepOCKIEPEeTHUYECKUMHU
Hapymenusamu, UBC.

116 — yBenuuuBaercs konuenTpanus JIITHIT u JITIOHI, koHten-
Tpauus XoJlIeCTeprUHa U TPUIIIMLEPHUIOB B IJIa3Me KPOBH MOBBIIIEHA.

I Tun — QraoTupyromas — CUIEPIUIONPOTEHIEMHUS UIH JTUC
B-nmunonporenieMus — B CHIBOPOTKE KPOBH MOSIBIISIIOTCS JIUIIOTIPO-
TEHHBI ¢ HEOOBIYHO BBICOKHM COZCPIKaHMEM XOJECTEpPHUHA U BHICOKOH
ANMEKTPOPOPETHUECKON MOABMKHOCTBIO. JTOT THII YaCTO COYETACTCS
C pa3IMYHBIMM MPOSBIECHUSAMHU aTepockiiepos3a, B ToM uucie, ¢ UbC
U [IOPAKEHUEM COCYIOB HOL.

IV tun — runep npe B-munonporennemus. Hadmonaercs ysenu-
yenne JIIIOHII, yBenuueHnne ypoBHS TPUIIMLEPUIOB P HOPMaJb-
HOM WJIM CJIETKa MOBBIIIEHHOM YpOBHE XojecTepuHa. KinmHuuecku
9TOT TUII COYETAETCS C OKUPEHHEM, CaxapHbIM 1nabeToM, UIleMHuYe-
CKOH 0OJIe3HBIO cepaLa.
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V tun — runep npe P-JIHUINONPOTSUACMHUS U XUJIOMHKPOHE-
Musi — oTrMeuaetcss u30biTok comepxkanus JITIOHIT n xunmomukpo-
HOB. KimuHu4ecku MposBIseTCS KCAHTOMAaTO30M, MHOTJA COUYETAETCs
CO CKPBITBIM JHa0ETOM.

Hapyuienne oOMeHa xonecTeprHa IPUBOIUT K aTePOCKIIEPO3y. ITO
MaTOJIOTUYECKOE YTONIIEHUE BHYTPEHHEH W YaCTHYHO CpeaHei 000-
JIOYKHU apTepuii 3a cueT (POPMUPOBAHHUSI CKICPO3UPOBAHHBIX OJIAIICK,
3aI0JIHEHHBIX APUPOM XoJiecTeprHa. [IoBBIIIICHHE KOHIICHTPAIH XO-
JISCTEPUHA B KPOBH SIBIIICTCSI OCHOBHBIM ATOTEHETUYECKUM (PaKTO-
POM B pa3BUTHU aT€POCKIIEPO3a, 4TO IPUBOIUT K UH(DAPKTY-MHOKap/Ia,
UBC, uncynpram u T.4. B pa3Butum JaHHON MAaTOIOTUU UTPAET POJb
HE TOJIBKO THUIIEPIUIIONPOTEUHEMUSA, HO U U3MEHEHHE COOTHOLIEHUS
JITHII n JITIBIL.

B xnuHuKe ncnonb3yercs Kod(hGUIUEHT aTepOreHHOCTH, OH pac-
CUUTBIBACTCS TI0 hOopMyIIe:

KaK= XCobuwuu — XCJIBIT
XC JIBIT

nokasbiBaeT cootHomenue XC B JITTHII, kotopeie ero gocrasisi-
1oT Kk TKaHsaM, Kk XC B JI[IBII, kotopsle coBepiuatoT oOpaTHbIA Mpo-
necc. B Hopme KaK <3. YV OonbHBIX arepoCcKiIepo3oM OH >5.

PasButHiO aTepockiiepo3a COCOOCTBYIOT pa3iauyHble (AaKTOPBHI,
Takue Kak: runepiunonporenHemud lla, 116, 11 turmer, a, cienoBareins-
HO, noBblieHne koHueHTpauuu JITTHIT u JITIOHII B kpoBy; runoau-
HaMHMs; BpeAHBIC MPUBBIUKU (KypeHHUE); TUIIEPTOHUYECKas 00JIe3Hb;
CTPECCOBBIE COCTOSIHMS (OTPHLATEIbHBIC AMOIMHU, [ICHXOJIOTHIECKOEe
NepeHanpspKeHne); Xapakrep nutanus (ynorpebienue nuimy, Oora-
TOW JMIIUAAMH), HEOCTaTOYHOE MOTPEOIeHNE MPOAYKTOB, OOraThIX
HEHACHICHHBIMHU JKUPHBIMH KHCJIOTaMu (JIMHOJIEBOM, JTMHOJICHOBOH,
apaxuJ0HOBOM), KiIeT4aTKoi, BuTaMuuoM E u C; ropMoHa/IbHBIE Ha-
pyuieHus (caxapHblii 1uabeT) — 3TO MOAEb YCKOPEHHOTO Pa3BUTHUS
aTepoCKIIepO3a y YeJIOBEKa; TUIIOTUPEO3, HapylIeHHE B (DYHKLIUOHU-
POBAHUU MOJIOBBIX TOPMOHOB (MY>KCKHE TOJIOBbIE TOPMOHBI SIBIISIOTCS
(akTopoM pucka, a KeHckue — anTudaxkropom). TecTocTepoH MOBHI-
mwaet yposensb xonecrepusa B JIITHIT u nonmxkaer B JIIIBII, a sctpo-
TeHBbl OKa3bIBAIOT NMPOTHBONONIOKHOE JelicTBue). Hanbomnee moasep-
JKEH aTepOCKIIEPO3y MOKHUION BO3PACT.
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Cy1iecTByeT HECKOJIBKO TEOPHIl pa3BUTHUS aTepoCKIIepo3a:

— Ina3MeHHas JUNMIHAS KOHLENIHUS MPOHCXOXKICHHS aTepo-
CKJIep03a: TOBBIIIEHNE KOHIICHTPAIH aTePOTEHHBIX JIUTIONIPOTEHHOB
(JIITHIT n nx npeamectBerrnkoB JITTOHII) B masme KpoBH MPUBO-
IUT K pa3BuTHiO 3a0oieBanus. CHopmynnpoBaHa aHIIUICKUM yue-
HBIM Myant 1 0Te4eCTBEeHHBIM OMOXMMHUKOM KITMMOBBIM.

— AyroummynHnas _teopus: MJIIHIT (MomudunmpoBaHHbie
JIITHIT) nmproOpeTaroT aHTHIeHHBIE CBOWCTBA (BBICTYIIAIOT B KAUECTBE
AQHTUTEHA), HA HUX BBIPa0aTHIBAIOTCS aHTHUTEIIA, 00Pa3yeTCsl KOMILICKC
aaturen (JIITHIT) — aHTHTEN0, KOTOPBIA MOBPEKIAET COCYAHCTYIO
crerky. Monudurupoannsie JITTHIT — B HUX TIHKOIIPOTEWHBI TIOA-
BEPraroTcsl JCCHAIMPOBAHMIO, OEJIOK — IIMKO3WIMPOBAHMIO, KHP-
HBIE KUCIIOTHl — IEPEKUCHOMY OKHCJICHUIO JIMMUIOB, MPOUCXOIUT
YaCTUYHBIN MPOTEOJIN3, arperaius Wik Apyrue U3MCHEHHSL.

®ochoaunmuabl  ObBarOT TIUIEPOGHOCHONUITUIBI, CHHHTOIH-
muael. K mmumnepodocdonumummam oTHOCSTCS: (oChaTHAMITXOIUHEI,
(dhocharnaumrTaHOTIaAMHUHEL, (ochaTuIICepHHbI, (HOChaTHIUITHHO-
3UTHI, IJIA3MAJIOT€HbI, KApAUOIUIIUHBI.

K cunronununam oTHOCUTCS COUHTOMUEIHH.

Buonornyeckue GpyHKIuu:

- IUIACTUYECKasl, TO €CTh SIBJISIOTCS KOMIIOHEHTAMHU KIIETOUHBIX
MeMOpaH;

- ¥X NOJMHEHACHIILECHHbIC )KUPHbIE KUCIOThl — HPEALICCTBEH-
HUKH [IPOCTArJIaHIuHOB;

- ONpEeAETSIOT MPOHUIIAEMOCTh KJIETOUYHBIX MeMOpaH (y4acTBy-
0T B ITpoIiecce MEMOPAaHHOTO TPAaHCIIOPTa);

- SIBJISIIOTCS] aHTHOKCHJAHTAMM;

- CHIDKAIOT TIOBEPXHOCTHOE HATSHKEHHE allbBEONl — IPOTH-
BOATEJIEKTHYECKOE JEHCTBHE cypdakTaHTa — JUITAIBMHTOWII-
(dhocharuaunxonuna;

- OKa3bIBAET JUIOTPOIMHOE JACHCTBUE.

Buocuntes ¢pocdomnuaoB HanbOoIEe AKTUBEH B IIEYCHU U B CITH-
3MCTOM 000JI0YKE TOHKOTO KHUIIIEYHHKA, HO CHHTE3UPYETCS U B APYTUX
TKaHSAX: HEpBHAs TKaHb, IIOYKH, JIETKHE, MBIIIIIHL.

bruocunaTe3 ocymiecTBIseTCS MPEMMYIIIECTBEHHO B MHUKPOCOMaX,
YaCTHUYHO B MUTOXOHJpUsX. LleHTpanbHy0 poib urpaet docdarui-
Hasl KUCJIOTa U IUTH]IWI TpaHcdepasa.
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GH,OH ATD AlN® CH,OH 2 R-CO~ S KoA H')-O CO-R,
S N NN

HOH HOH > -O- co R,
H,OH TJIHLEepO CH20@ runepon 3 dgocdar ZZHZ
TIHLEPUH KHHa3a TIMHEpoN- aimin Tpancepasa (bocd)amnnaﬂ
3-cocthat KHCJIOTa

Bricokum copepkanneM (HoCHONUMUIOB OTIMYAIOTCS MO3T, He-
PBbI, CEPALC, MMOYKH.

P PHTIT®O  CH,-0-CO-R,
T____IZI » CH-O-CO-R,

NH,
N

pocparnar CH}-O- -0 -P-0-CH, o + CH,-GH-COOH
HUATHIAT HAD-qurnuuepun N OH NH,
TpaHcdepasa cepuH
LIM® H,-O-CO-R, CO,  CH,-O-CO-R,
—Z __, CH-0-CO-R on o _Z__, CH-O-CO-R
2 2
A®-ar éHz-O @ O- CH7-§:H COOH znexap6o- HZ—O-@—O-CHQ-QHZ
CEepHH TpaHCc- NH, KCHIIa3a NH,
(epaza bocharuaun-cepun docdaTuusTaHOTAMIH
+ SAM (CH3) CH,-O-CO-R;
- S A-romouucTtenH CH-O-CO-R, 4-CHs
CH,-O-(-0-CH,-CH,-N-CH;
TpaHCMeTHIa3a "H;
dbochaTuanI-XonuH
2-0if nyTH
ATO AJD N +IT® Pu Pu
cH2 -CH,-NE (CHy); _ N2, 8H2-CH2-N5 (CHs)s r_7
XOJIMH —@ hochoxonuu
XOJUH KHHa3a dochoxonun UTHAUTI TpaHchepasa
X NH;»
(CI‘]3)3E N - CHz— Hg D
% @-o-@-cH, + JIAT il >
1/1d-xomnmun
LD - xonuu o v JAT -tpancihepasa
H,-O-CO-R,
§H -O-CO-R, + CHj
H,-O-P-0-CH,-CH,-N- CH3
dochaTuanI-XonHH H; OH  OH

dochonunuabl B o HOJIOKEHUN COIEPKAT HACHILICHHBIC )KUPHBIE
KHCJIOTBI: NAJIBMUTHHOBYIO, CTEAPUHOBYIO, a B 3 - HEHACHIILICHHbIC
(0JICMHOBY!IO, JIMHOJIEBYIO, aPAXHUIOHOBYIO).
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Cxema cuHTe3a pochoaununon

Xonux Dr1aHONaMUH
ATO tAT(D
4
ALI® AJID
L-dpocharuanas  auauui botdo 3TAHONAMUH
KHCIIOTa —> rauiepyH XOJIMH tbocdar
LT® <LITCD [T®
PuPu PuPu PuPu
LAD-aurnunepua
HUHO3UT CepuH
“\ J
MO LIM®
bocharumun  dpocdaruaun e /(]
AHO3UT CEepUH XOJIUH JTAHOTAMUH
bocdaruann docharnaun bocdatuamn
9TaHOJIAMHH XOJHH {MeT) sraHONAMUH
+SAM (3)
bochBrramn
XOITHH

UCIIONIB3yeTcs] It GHoCHHTe3a MeMOpaH
C(l)I/IHFOMI/ICHI/IH — OCHOBHOM KOMIIOHEHT MHUEJIMHOBBLIX 000JI0-
YCK, KOPbI IT'OJIOBHOT'O MO3ra

Ccunrosun Hepamua CHUHTOMUETHH

anetui KoA  HSKoA e 1Mo
XO0JIMH
Otmeruienne $hochaTuIUIX0IMHA TPOUCXOAUT CHUHTOMUCTHHA-
30#. Jleunut sToro ¢pepmenTa BeaeT k 6one3nn Humana-ITvka.

[muxonumu et

L

Lepebpo3umnst Cynebaruas lanrauo3uner
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OOHOBIIEHUE B KIIETOUYHBIX MEMOpaHax pa3IMYHbIX THIIOB, UX Ha-
JUYUe BAKHO Uil 00ECHEeYeHHs MEXKKJIETOYHOTO B3aMMOJCHCTBUS
1 GOPMHUPOBAHUS CBOMCTB KIIETOK.

[muxonunuasl: nepedpo3uIbl, UMK Hanbosee borato Oeoe Bere-
CTBO, COZIEPIKAaTCsi B MUEJIMHOBBIX 000JIOYKaX M B JAPYTHX OpraHax:
cele3eHKe — IMOYKax —> IJIAlleHTe — CBIBOPOTKE —> SPUTPOLIUTAX.
Lepebpo3uasl MUETHMHA — MOHOIIMKO3HMIILIEPAMUIbI, 11ePEOPO3UIBI
CEeporo BewecTBa (Iu-, TpH-, TETPATUKO3UILIEPAMUIBI).

["aHrmMo3naBl HAXOAATCSA B OCHOBHOM B CEPOM BEILLECTBE U B Op-
raHax: MO3TOBOM BEIIECTBE HAAMOUYEUHUKOB, TUTALIEHTE — SPUTPOLIH-
Tax — CENE3eHKE — JIETKUX — MOYKaX — TEYEHH — MBIIIIAX.

Pacnionarasice Ha TOBEPXHOCTH MEMOpaH OJIMTOcCaxapuaHas 4acTh
— TeTpacaxapui, 00ecreunBaeT pa3BeTBICHHOCTh, TOJHAaHUOHHOCTD,
THAPOPUIBHOCTD, TOJSPU30BAaHHOCTD (CO31aeT OTPHULATEIbHBINA 3a-
PpsizL), BBICOKYIO META00INYECKY IO aKTUBHOCTh, HEOOXOIUM ISl TPaHC-
MopTa HAaTpHs, KaJus, nporecca Bo30yKICHUSI.

B perymnsiunu TpaHcnopTra KaTHOHOB IPUHUMAET y4acTHE B3aMO-
MpeBpalieHre ¢ yyactueM (pepMeHTa — HEHPOMUHHIA3bl, €€ aKTHB-
HOCTb B HEPBHOM TKaHM BBICOKA.

CBsI3bIBa€T TOKCHHBI CTOJIOHSIKA, MHAKTUBUPYET HEKOTOpbIe Oak-
TepuasibHbIe bl (IMPTEPUIHBIA TOKCHH, CBA3BIBAET BUPYCHbIEC Yac-
THUIBI). [ aHIIMO3UABI TPUAIOT MEMOpPaHe SPUTPOLIUTA XapPAKTEPHYIO
(YHKIMOHAIBHYIO 0COOCHHOCTD.

[onspublie unuast: Gochormuepossl, cHUHIOTHUITHIBI U TIUKOIH-
MU/Ibl HE 3aMacaroTcs B )KUPOBBIX KJIETKAX, a BCTPAUBAIOTCS B KJIETOU-
Hble MeMOpaHbl. Docdommueponsl, CHHTE3UpyIoImuecs: GepMeHTamMu
OI1P, BcTpaMBarOTCs B OCHOBHOM B JIMIHJIHBIA OHCIION pPETUKYIyMa.
Membpansr JIIP ciyxar npeamiecTBEHHHMKaMHd MeMOpaH ammapara
Tonpmxu. Ot anmapara [0b1KHM MOCTOSHHO OTIIHYPOBBIBAIOTCS MEM-
OpaHHbIE Ty3bIPBKH, B KOTOPBIX IPOLYLIUPYEMbII CEKPET TPAHCIIOPTHPY-
ercsl K miazmarnueckoid MemOpane. docdormuuepons MeMOpaH mepe-
Hocsitest u3 DI1P B MUTOXOHAPHH MPY IOMOIIM TPAHCIIOPTHBIX OEIIKOB.
Takxum 00pa3oMm, B KJIETKaX CyIECTBYET OTOK BHOBb CHHTE3UPOBaHHBIX
JIMITUJIOB, HANPABJIEHHBIX K Pa3MYHbIM THUIIAM KIETOYHBIX MEMOpaH.

Bce momsipable nunuasl B MeMOpaHaX MOCTOSHHO OOHOBJISIIOT-
cs B mpouecce Meradonusma. [Ipyn HOpMaJIbHBIX YCIOBHSX B KIETKE
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YCTAaHABIUBACTCA JUHAMUNYCCKOC CTAllTUOHAPHOEC COCTOAHUEC, ITPU KO-
TOPOM CKOPOCTb CMHTC3a JIMIINJI0B paBHAa CKOPOCTU UX paclaja.

CxeMa OHOCHHTe3a C()MHTOJMITAAOB, IepeOpPO3UI0B 1 rAHIIH-
03H10B:

HSKqA CO,

CH;3-(CH,),2-CH,-CH,-CO-S KoA + CH, —QH— COOH ~_ >
nansmuronst KoA H NH,
CepuH

HAO HAJIOH,

v

CH3-(CH2)12-CH2-CH2-§JH-C‘H-CH20H
OH NH,
JTUTHAPOCHHUHTO3UH
R-CO~S KoA _HS KoA
CH;-(CH,),-CH =CH -SH-(;H'CHon — 7 >
H NH,

cuHro3uHaIMI Tpanchepasa
cUHTO3MH
CH;-(CH,)1,-CH =CH -GH-GH-CH,OH

OH NH-CO-R
nepamMmuz

3areM nociegyrouiee IpUCOeINHEHNUE!

a) XoJIMHAa — ¢ 00pa30BaHUEM CYPUHIOMHUEIINHOB,

6) CaxapoB c 00pa3oBaHHEM IIEPEOPO3UIIOB;

B) CaxapoB M CHaIOBOM KUCIIOTHI C 00pa30BaHUEM TaHTIIHO3HIOB
(KoMIIOHEHTHI OMOMEMOpaH).

Pacmiennenrie nTUNUIOB KaTaIM3UPYETCS THUIPOIUTHICCKHUMH

(bCpMCHTaMI/I, CIIOCOOHBIMHU pacuiCijyidTe CTPOro OMpCACIICHHBIC KO-
BAJICHTHBIC CBs3HU.

CH,-O-CO-R; ®Gocdonunuza A
|

CH -O*CO—Rz ®ocdonunaza A,
CH
4+ CH;

H2-O-%—O~CH2-CH2-N/-CH3 pocommnasa
r(')H T Scp, Cu A (wenounan
C 1 ° (ocdaraza)

B TKaHSIX IPOUCXOANUT MOCTOSHHOE OOHOBIICHHE (HOoChOTHITHIOB
KJIETOYHBIX MeMOpaH. [lonnHeHachIIEHHbIE JKUPHBIE KUCJIOTHI MOJ-
Bepratorcs [10JI, yuactBytor B cunTese III, moBbImaOT nNpoHUIae-
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MocTb. bonpmue konudectBa Jn30(ochoaunuaoB o0IanaoT MeM-
OpaHOTOKCHYECKUM ACHCTBHEM.

AxtusHble popmbl O, nHUIIHPYIOT CPO, KOTOpOE MPUBOIUT K MO-
BPEKACHUIO JIUITUI0B MeMOpaHbl KieTKH. [Ipu okucieHnn noamHeHa-
CBIIICHHBIX KUPHBIX KUCIOT 00Pa3yroTCsl MEPEKUCH, THIPOTIEPEKHCH
n MJIA. DT0 XUMHUYECKH OYEHb aKTHBHOE BEILECTBO, CBOUMH ajlb-
JETUIHBIMU TPyNIaMu B3auMoeicTByoT ¢ NH, rpynmnaMu Oenkos,
BBI3bIBAs MX HeoOpaTtumyto aeHarypauuto. Pesynsrarom [1OJI sBis-
€TCs YBEIMUYEHHE TPOHUI[AEMOCTH /7Sl KaJIbLIUs, HATPUSI U BOJbI, OHU
BXOJAT B KIIETKY U CYOKJIETOUHBIC YaCTHIIbI, BHI3bIBAsI UX HaOyxaHHe
u pazpyuienue. CBOOOIHBIE PaUKaibl MPOHUKAIOT B SAPO U MUTO-
xouapuu, okucisist JJHK, Bei3biBast paszpeis neneit IHK u npyrue us-
MmeHenus. [loBpexxaenue Tkanei B pesynsrare CPO MoxeT ObITh IpH-
YHHOM 3a00JIeBaHMs, YCHUIUBAET PAa3BUTHE OCIOKHEHHI, MOKET OBITH
CIICICTBUEM TMOBPEXKICHUSI KIETOK APYruMHU (akTopamu. CBOOOIHO
paAMKaIbHBIA TPOIIECC B HOPME MPOUCXOJUT B KIJIETKaX MOCTOSIHHO,
HO C HU3KOM aKTMBHOCTBIO, TaK KaK UMEIOTCS pa3IMYHbIE CHCTEMBI 3a-
LIMTHI OT aKTUBHBIX (HOPM KHCIOpoa (AaHTHOKCHAAHTHAS CHCTEMA).

Mertabonn3M MeMOpaHHBIX C(OUHTONUIUIOB, K KOTOPBIM OTHO-
caTCc CUHTOMHENHH, LepeOpO3uIbl, TAHITHO3UAB 0COOEHHO MOJ-
BEp)KEH HApYyLICHUSIM, 00yCIOBICHHBIM T'€HETUYECKHMH Ae(eKTaMu
(depmenToB, ux aerpagaunu. [Ipu 5ToM cHUHTOAUITUABI UM TPOILYK-
TBI UX YaCTUYHOTO Paciia/ia HaKaIUTMBAIOTCSI B TKAHU B OOJIBIINX KO-
yecTBax. CHOUHroNMMmMI03aM1 Ha3bIBAIOTCS 3a00I€BaHMsI, CBSI3aHHbIC
C HAaKOIUIEHHEM B KJIETKaX OpraHu3Ma C()UMHTOCOAEPKAIIUX JIUIHIOB,
4T0 00YCIIOBIICHO HApYLICHUEM paciajia 3TUX COSANHEHNUH B TU30CO-
Max, BCJIEJCTBHE BPOXKIEHHOW HETOCTAaTOYHOCTH COOTBETCTBYIOIIUX
¢depmentoB. Hakomnenune COUHrOMMMMIOB HapyllaeT HOPMallbHOE
(YHKIMOHMPOBAaHUE KIIETKH.

K cpunronmnumozam orHocsarcs 6oJie3ns ome (HakoreHue
DIIOKOLIEpeOpo3uIoB), 0ose3nb Tes-Cakca (HakomIeHNE FaHITITHO3U-
noB), 6os1e3ub Humana-Iluka (HakoruieHue CUHIOMHENINHA) U AP.
Jannble 3a001eBaHMs XapaKTepU3YIOTCsI pa3HOOOPa3HBIMH CHMITO-
MaMH, YacThl ICUXUYECKHE U HEBPOJIOTUYECKHE CUMIITOMBI.

bone3np Iome — Ilpu 6ose3nn Humana-Ilnka chunromue-
JIMH HaKaIlUIMBaeTCsl B MO3TY, Celie3eHKe, NeueHU. bone3np npossis-
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eTcs y JIeTel yke BCKOpe MOcie POXKAECHUS U MPUBOAUT K 3a/IepiKKe
YMCTBEHHOTO pa3BUTUS U CMEPTH B paHHEM Bozpacte. [IpuunHoii
Oonesnn Humana-ITuka siBnsiercss reHeTHMYECKH JedeKT, 00yciioB-
JICHHBI HapyLIEHHEM MPOIECCOB pacUICMyICHUs] COUHTOMHUENH-
Ha (epMEeHTOM COUHIO-MHUEINHA301, KOTOPBIH OTLICTIISIET XOJIUH
OT cpuHTOMHUENINHA. 3HAYUTENbHO Yalle BCcTpedaercs 0osie3Hb Tesi-
Cakca, py KOTOPOH M3-32 OTCYTCTBHSI JTM30COMAIBHOTO (hepMeHTa
N-aneTuarekco3aMiuHUa3bl, OCYIIECTBISIONIETO TUAPOIU3  CBS3U
Mexay octatkamu N-aneTtui-D-ranakrozamuna u D-ranaktosy B mo-
JIAPHOH TOJIOBKE MOJIEKYJIbI TaHITIMO3K/a — B MO3TY U CEJIE3eHKE Ha-
KaIIMBAIOTCA TAHIIMO3U/IbI ONIpeNielIeHHOro Tuna. Pa3BuBaercs aere-
HEPATUBHBIN MPOIIECC B HEPBHOM CUCTEME, UTO MTPUBOAUT K 3aEPIKKE
YMCTBEHHOTO Pa3BUTHSI, CIETIOTE U CMEPTH B paHHEM BO3pacTe.
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PA3AEJ VI. OBMEH BEJIKOB H
HYKRJIEHHOBBIX KHCJIOT

Benku — He3aMeHWMBbIC BEIIECTBA, ITOCKOIBKY BBITIOTHSIFOT
YHHUKAJIbHbIC (DYHKINH, BOKHCUIIMMH W3 KOTOPBIX SIBISIOTCS Ijia-
CTHYECKas, KaTAINTUYECKAsl, y9aCTHUE B PEIPOAYKTUBHOU (DYHKITHH.
[loanepxaHne IUHAMUYECKOTO PaBHOBECHS! OEIKOBOTO MeTaOOoJH3-
Ma BO3MOXXHO, MIOCTOSIHHO TTOTIONHSS ITyJ aMHHOKHUCIIOT 3K30T'CHHBI-
MU (TUIneBbIME) OenkaMu. [TuiieBbie 01K MOTYT OBITH JKHBOTHOTO
(ceIp, Msco, peiOa, SHIIA) U PACTUTEIBHOTO (TOPOX, COsl, KyKypy3a)
MIPOMCXOMKICHHSL.

[MoTpebnsiemple OEIKU JOIDKHBI OBITH MOJHOLEHHBIMHU: BO-TIEP-
BBIX, BKIIOYATh TIOJHBIH HA0Op aMUHOKHCIIOT, OCOOCHHO He3ame-
HUMBIX (3CCEHIUAIIEHBIX), BO-BTOPBIX, OCIKH JOJDKHBI OBITH JIETKO
YCBOSIEMBIE, YTO ONPEACISIETCS COOTBETCTBHEM aMHMHOKHCIOTHOTO
cocTaBa NUIIEBOro Oenka 1 COOCTBEHHBIX OENKOB opranusma. boiee
MTOJTHOIIEHHBIMU TSI YEJIOBEKA SIBIISTIOTCS OCJIKH YKMBOTHOTO IIPOUC-
XOXK/ICHUsI, COfIeprKalllie He3aMEHUMbIC aMUHOKHCIIOTHI.

K HezaMeHUMBIM aMHHOKHCIIOTaM OTHOCSITCS: BaJIHH, JICHIIUH,
W30JICHITUH, METHOHUH, TPEOHHH, apTHHWH, JTHU3UH, TUCTUINH, TPUII-
TohaH, heHHITaIaHUH.

«Pe3epBHbIe OeJIKI» — 3TO JIETKOMOOHIN3YEeMbIe TKaHEBbIC OelI-
KH, KOTOPBIE CITYKaT ITyJI0OM aMHHOKHUCIIOT B SKCTPEMaIbHBIX YCIOBH-
six. OOpa3yrolecss aMHHOKUCIIOTHI CITyXKaT TUIACTUYeCKUM MaTepH-
aJIOM JUIsl CHHTE3a HMMYHOIJIO0YIHHOB, TOPMOHOB, (DEPMEHTOB H JIp.
Benku mna3mel KpOBH, TICUEHH, MBIIII CIYXKAT «PE3EePBOM» aMUHO-
KHCJIOT.

Cyrtounast motpebHocts Oenka 80-100r B cytku. IloTpebHOCTD
B O€IKE 3aBHCHT OT TSKECTU BBITOJNHSAEMOW (BU3UYECKON Harpys-
KH, T.€. OT MPO(EeCCHOHATBHBIX T'PYMIL. Y JIHII, BIMOJHSIONUX Tsi-
Kenyr (hu3ndeckyro padory, Hopma Oenka mocturaer 150 T B cyT-
ku. [TorpebHOCTD Oenka y eTei onpenensercs: BO3pacTOM U Maccou
B pannem gercree Hopma — 55-72r. Ot 12-15 neT — HOpMa B3pociio-
ro yenoBeka. CyTouHast HOTPEOHOCTh yBETMUMBACTCS MPH OepeMeH-
HOCTH, JIAKTAIIUH, TSKEIbIX HHOEKIHIX, ITPH 3a00JICBaHUSIX, COTIPO-
BOYK/IAIOIINXCS TIOTEPel OEIKOB.
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O cocrosiHuM OETTKOBOTO OOMEHA CYIUM IO a30THCTOMY OallaHcy,
KOTOPBIN OBIBAET CIICAYIOIIMX BUJIOB: a30TUCTOC PABHOBECHUE, IOJIO-
JKUTEIbHBIA U OTPULIATEIBHBINA a30THCThIA OamaHc. [l a30THCTOro
PaBHOBECHSI XapaKTEPHO CTAIIMOHAPHOE COCTOSIHUE a30TUCTOTO 00OMe-
Ha, IIPU 3TOM TOCTYIUICHHE a30Ta C MUILIEH U €ro AKCKPEIUs ¢ MOUOil
paBHbL [Ipy ONTOXKUTEITBEHOM a30TUCTOM OallaHCE — a30T 3a/ICPIKUBa-
€TCsl B OpraHu3Me, B HOpME 3TO XapaKTEPHO AJIS PACTYIIEro OpraHus-
Ma, COCTOSTHHsI OEPEMEHHOCTH, BbI31opoBiieHus . [Ipu orpuiareibHoM
A30THCTOM OajlaHCe — OOJIBINE IKCKPETUPYETCS a30Ta CPABHUTEIHLHO
C MOCTYIJICHUEM B OPTaHU3M C ITUIIEBBIMHU BelllecTBaMU. Berpeuaercs
OTPUIIATENIBHBIN a30TUCTHIN OaaHC B CTApPYECKOM BO3pacTe, Ha (poHE
JUTUTENILHOTO MpreMa IITIOKOKOPTUKOUAOB, IIPU TKAHEBOM paclae.

Pacmiennenre GeIKOB B JKEINYJJOYHO-KUIIIEYHOM TPAKTE SBISICTCS
TUIPOIUTUYCCKUM TIPOIECCOM, TIPU ITOM OCJIKH JIMIIAOTCS BUIOBOM
CHeM(PUIHOCTH, & MPOAYKThI PACIICIUICHUS — aMHHOKHUCIIOTHI a0-
copoupyrorcs. DepMEHTBI, OCYIICCTBISIONINE IPOLECChl (epMeH-
TaTUBHOTO pacIleIUIeHus1 OSIKOB, OTHOCATCS K Kiaccy ruaponas (111
KJIacc), MOJKIACCY MENTUA3, T.€. NEUCTBYIOT Ha MENTUAHBIC CBS3H,
MOAMOMKIIACCY SHAO- U AK30MENTUAA3. DHAOMENTUIA3b] Pa3pPhIBAIOT
BHYTPUMOJIEKYJISIPHbIC MENTUIHBIC CBSA3H, a DK30MENTUAA3bl — KOH-
LIeBbIC MENTHIHbIC CBs3U. K sHponmenTrma3aM oTHOCITCS (DepPMEHTBI
JKETYIOYHOTO COKA: MEMCUHBI, TACTPUKCHH, PEHHUH (B >KEIYIOUYHOM
COKE JeTeil), a TaKXKE B COKE MOKEITYTOUHOM JKETe3bl: TPUIICUH, XU-
MOTPHUIICHH, 3JIaCTa3a, KoJlarenasa, Hykieasa. K skzonentugazam ot-
HOCSITCS: aMHHONICTITU/IA3bl, J1-, TPUIICNITHAA3bl (KUIIIEYHOTO COKa),
KapOokcunenTuaasa (MaHKPeaTnIecKoro coka).

Bce nporeonutudeckue (hepMEeHThI CHHTE3UPYIOTCS B BUJIC TIPO-
(hepMeHTOB (3MMOTCHOB), HE CIIOCOOHBIX PACINEIUIATh COOCTBEHHBIC
KJIETKA OPraHOB WX BbIpaOaThIBAIOMIMX. AKTUBAIMs MPOPEPMEHTOB
OCYILECTBISICTCS MTyTEM YaCTUYHOTO MPOTEO0JIM3a B TIOJIOCTH KEITyIKa
M KUIIICYHHUKA.

[IpodepMeHT MENCHHOTEH CUHTE3UPYETCs IVIaBHBIMU KJICTKAMH
CIU3UCTON kemynka. [IpeBpalienre mencuHOreHa B MENCHUH MpPOTe-
KaeT B MPUCYTCTBUH COJSIHOW KHCIOTHI B HECKOJIBKO 3TAIOB MO MeXa-
HU3MY ayTOKaTAIUTUYECKOTO NEUCTBUSI CAMOTO METCUHA. AKTUBALIMS
CBsI3aHa C MOCIEA0BATEIbHBIM OTIICTNICHUEM 5 HEUTPaTbHBIX U OJTHO-
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ro IIEJOYHOro MEeNTUAa, MPU ITOM MOJEKYISPHBIA BEC MENCHUHA
cHmwxkaercs 10 32700 Jla. AKTUBHBIN TENCHH OTIWYAETCS BBICOKOH
YCTOMYMBOCTBIO B CHIIBHOKHUCIION cpesie U o0JiajjaeT HU3KUM 3Have-
HUEM U303JIeKTprudecKoil Touku. CHIIBHOKHUCTYIO cpeny co3naet HCI,
KOTOpasi CUHTE3UPYETCS. U CEKPETUPYETCsI MapUETaTbHBIMU KIETKAMHU
CIIM3UCTON KEITyIKA.

-5 He#Tp. menTuaoB
-1 wemou. menTua

v

NCTIICHHOT€H TCIICHH

HCI

Bricokass akTMBHOCTH METNCHHA MOAACPKUBACTCS PE3KO KUCIOU
cpenoii (pH 1,5-2,5). I'acTpuKCcHH aKTHBEH IIPU MEHEE KUCIOW peak-
uuu cpensl (pH 3,2-3,5).

Cunre3 HC1 ocymiecTBisieTcsi B mapUeTaNbHBIX KIETKaX CIU3U-
CTOM xelyaKa, B KoTopeix u3 CO, B peakuu Tupatanui oopasyer-
cs yronbHas kuciora (H,CO,) ¢ mocnenyromieii quccoruanueid Ha H*
u HCO;. HCO, BcacbiBaeTcs B KpOBb ISl IOMOJHEHUS IETIOYHOTO
pe3epBa, a B OOMEH U3 KPOBH B KIIETKU TU(DOYHIUPYIOT aHUOHBI XJIO-
pa (CI"), koTopble coenuHstoTcs ¢ noHaMu H*, 00pasys cossiHyro Kuc-
noty (HC1). ConsiHast KHCIIOTa CO3/1a€T ONTUMANIBHYIO PEAKIIHIO Cpe-
JIbl, TIpEBpaIliasi TIeTICUHOTEH B IENICUH, JACHATYPHUPYET OCIKH IHIIIH,
CIOCOOCTBYET BCACBHIBAHUIO JKejie3a, OKa3blBaeT OaKTEPUIIUIHOS
neiicTBue, obecrneurBaeT (GOPMUPOBAHHE XUMYyCa U TEPEXOJ MUIIH
B 12-TH-IIEPCTHYIO KUIIIKY, CIIOCOOCTBYET BBIPAOOTKE CEKPETHHA.

[encun rugpoau3yeT cBs3u, 00pa30BaHHBIC OCTAaTKAMU apOMaTH-
YECKUX aMUHOKHUCIIOT.

-x-¢peH-, -X-THP-, CBSI3b JIeli-Iy

B sxenynke numieBble OeNKH PaCIHICTUISIIOTCS A0 MTOJUIETTH/IOB,
a 9acTh OeJKa MOYKET OCTaThbCs HEPACHICTIIICHHOM.

[Iporeonurnyeckne (GpepMeHTHI MOHKETYIOUYHON JKEIe3bl aKTH-
BUPYIOTCSl YACTUYHBIM MPOTEONH30M. KackaaHbli MEXaHU3M aKTH-
Baruu (epMEHTOB pancreas HAYMHASTCS aKTHBAIMEH TPHUIICHHOTEHA
[IpU YYaCTUU KUIIEYHOM 3HTeponenTuaassl. [locaennss oTweniser
oT N-KOHIIa TPUIICHHOTEHA TEeKCATIeTITH]I, 9TO CIIOCOOCTBYET U3MEHe-
HUTO KoH(popMamww dhepMeHTa U OPMHUPOBAHHUIO aKTHBHOTO IIEHTpA.
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33TpaBO‘IHLII>'I TPUIICUH AKTUBUPYCT MYTEM ayTOKaTaJiu3da TPUIICUHO-

I'CH, XUMOTPUIICUHOI'CH, HpOKap6OKCI/IHGHTI/I)133y, nposJiacTasy.
TpI/IHCI/IH NPpECUMYHICCTBCHHO T’ APOJIN3YCT NECTITUAHBIC CBA3HU, 00-

Pa30BaHHBIC OCHOBHBIMU aMUHOKHUCIIOTHBIMU OCTAaTKaMU:

-apr-x-, -JIN3-X-

XUMOTPUIICUH — TIENITU/IHBIE CBA3W apOMaTUYECKUX aMHUHOKHC-
JIOT:

- pen-x-, -TUP-X-, -TpH-X-

DnacTaza pa3pyuiaeT CBSI3U -IVIn-aja-,

KapOokcunenrtuasa B paspyiiaer KoHIIEBbIC CBS3H -JIH3-apr-

Kucnoe copepxxumoe xenyzaka, mornajaas B TOHKHWA KHILEYHUK,
CHOCOOCTBYET BBIOPOCY B KPOBb TOPMOHOB KHIIIEYHHMKA: CEKPETHHA,
XOJICIIUCTOKUHUHA (TIAHKPEO3UMHUHA), KOTOPHIE CTUMYIHPYIOT BHI-
JIETIEHHUE TIOMKETTYJOYHOTO COKa, COAEPIKAILEro MPOTEOJUTUYECKHE
(hepMeHTHI.

KoneuHbIMHU MPOIYyKTAaMU THAPOIUTHYECKOTO PACIHICTUICHUS TI0-
JIUTICTITU/IOB, TIOCTYIUBIINX B KUIICYHHUK U3 JKEIY/IKa, SABJISIFOTCS 00-
Jiee HU3KOMOJICKYJISIPHBIC TICTITH/IbI, OJIMTONEITHIBI, & TAKXKE CBOOOI-
HbI€ aMUHOKHUCJIOTEI.

DHTEPONUTAMH CHHTE3UPYIOTCS SK30MENTHIA3bl: aMHUHOIICTITEe-
Ja3bl, IU-, TPU-TICITUAA3bI, KOTOPBIEC PACIICTUISIOT TEITHIHEIE CBS3H
¢ N-koHna nentyja. [IpoaykraMu ux IeHCTBUS SBISIOTCS CBOOOIHBIC
aMUHOKHCIIOTBI. OOBIYHO YKa3aHHBIC TIPOTEA3bl BBIICISIOTCS B aKTHB-
HOU (opme.

B TOHKOM KWIIEYHHUKE JAJbHEUIIUA THAPOJIU3 MOJUIIETITHIOB
MPOJOIKAIOT DK30MENTUAA3bl (aMHUHOIETTUAA3E], AH-, TPUICITH-
JIa3bl), KOTOPHIE CHHTE3UPYIOTCS KJICTKAMHU CIU3UCTON KHIICYHHKA
U BBIICTSIOTCS B TIOJIOCTh B aKTUBHOM BHUZC. AMUHOTIENITHAA3bI Pa3-
PBIBAIOT MENTHIHBIC CBSI3HM ¢ N-KOHIIA MENTH/IA, a KapOOKCUIIEIITH, 1A~
3Bl TIOMPKETYNOYHOTO coka ¢ C-koHma. [IpoaykTsl ruaponmsa — CBO-
0OJ/IHbIC aMUHOKHCIIOTHI, JIUIIIEHHBIC BUJOBOHM CEUU(DUIHOCTH U HE
oOJaaroIe aHTUTCHHBIMU CBOMCTBaMU. OCHOBHBIE TIPOIIECCHI I'H-
JpoJin3a OEJIKOB MPOTEKAIOT HA MOBEPXHOCTU CIU3UCTON OOOJIOUKH
KHUIIEYHUKA (TaK HA3bIBAEMOE MPUCTEHOYHOE MHIIEBAPEHUE).

[TocnenoBatenbHOE pacHieIieHne OCENKOB MPH y9aCTUU DHIO-
U DSK30IENTH/Ia3 KETYJIOUHO-KHIICYHOTO TpaKTa 3aBepiiaeTcs 00-
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pasoBaHHEeM CBOOOJHBIX aMHUHOKHUCIOT, KOTOpBIE MOABEPraroTcs ad-
copOuun. BeacbiBaHre aMMHOKHCIIOT OCYLIECTBIISIETCS IIyTEM aKTHB-
HOTO TPaHCIOpTa 3a CYeT IpajueHTa KOHIEeHTpauuu Na (cuMmopr).
B mponeccax BcacblBaHUSI HEKOTOPBIX aMUHOKHUCIIOT OOnbLIas poib
MPUHATICKUT MEMOpaHHOMY (PEPMEHTY Y-IJTyTaMHJITPAHCIIENTHAA3E
(KoaKkTOp — TIIyTaTHOH).

AMUHOKHUCIIOTBI, TIOJUNENTHAbI, HE MOJBEPTLIMECsS BCachIBa-
HUIO B TOJICTOM KHILIEUHHKE, IPH YYaCTHH (EPMEHTOB MHKPODIOPHI
KHLIEYHHKA MOTYT HCIOJIB30BaThCsl KaK IUIACTHUECKUI Marepual,
WM TIO/IBEPTraThCsl Aerpajalru: J1e3aMHUHUPOBAHUIO, 1eKapOOKCHIIHU-
POBaHHIO, OKHCIICHHUIO, HAa3bIBAEMbIE TEPMUHOM «THHEHHE OECIKOBY.
[Iponeccam pacnaga MogBepraioTcsl MUKINYECKHE U alMKIMYECKHE
AMHHOKHCIIOTBI, IPY 3TOM 00pa3yloTCsl TOKCHYECKUE BEIECTBA ITy-
TpecUuH, KagaBepuH, penoxn, uunon u ap. Hanpumep:

CH-:-CH COOH CH
HOH NH, €O,
/v
ﬂexa 60|<cyma3a
nezaauﬁaaa OH \

THPO3UH Kpeson tdeHon

CH,-CH-COOH
| e
HOH 3
Pl /'

*—P
1)ne3amnnasa

H 2)nexapoxcunasa

cKaTon H
TpunTodan MHIION

Tokcrueckne BelecTBa MO BOPOTHOM BEHE IMOMNAJAIOT B IEYCHb
(renaronuThl), TIe 00E3BPEIKUBAIOTCS.

O0e3BpeKUBAHUE TOKCHMUECKHX BEIICCTB, O0Pa3yIONIMXCS MpPU
«THUCHHH OEITKOBY» OCYIIECTBIISICTCS B TPH dTarla:

a). OKHCIICHUE TOKCUYECKUX BEIIECTB;

0). [JroKypoHHMpOBaHUE WU CYIb(UPOBAHUE C UCIOIH30BAHUEM
AKTUBHBIX ()OPM TIIFOKYPOHOBOW M CEPHOW KHCIOT ¢ 00pa3oBaHUEM

3¢upoB;
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B). OOpa3oBaHHe COMNEH IEIOYHBIX HIIH IETOYHO-36MEIbHbBIX Me-
TaJIOB.

O06e3BpeskeHHbIEC TPOAYKTHI MOCTYMAIOT B OOJIBIION KPYT KPOBOO-
OpallieHHs ¥ Yyepe3 TIOUKU IKCKPETUPYIOTCS.

CTpyKTypa akTUBHBIX ()OPM TITIOKYPOHOBOW M CEPHOM KUCIIOT.
NH,

N o
Il
N
HN
P
N N o
COOH N
H H
o oH
o HO o—@®
HO-S-0-P-0-CH, |
Il I H OH
o
I
®— ocn,
H H
0 OH
HO-P=0
I
oH i
3-gpocghoadenosun % OH
HO-P=0
S-chocpocynvpam I

Vpuounoughocgpoanioxkyponosas
rxucnoma (VI®I'K)
Tokcrueckoe BeIEeCTBO HH IO MOABEPraeTcs MPEXKIE BCEro OKUC-

JICHUIO B MHJOKCHJI, KOTOPBIH B3aHMOJEHCTBYET C aKTUBHOM IITIOKY-
poroBoii kucioror (YADI'K) ¢ obpasoBanuem shupa IIFOKypOHO-
Boii kucnotsl. Karammsupyet niporiecc Y IDI'K-Ttpanchepasa. 3atem,
3¢up MIIOKYPOHOBOW KHCIOTHI, IpucoeanHss K, o0pasyer kanueByro
COJIb — JKUBOTHBIA MHJWKaH, NONAAOIINN B KPOBb, H Yepe3 MOYKU
yaansercs u3 OpraHu3ma.

Cxema:
YADPI'K VD

Hepon ————— uHgoKkeun UHIOKCHJINTIOKYPO'10Bast KHCIOTa —»
V®I'K tpancdepasza

—> )XWBOTHBIH WHIUKAH
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0, PALH, @47  HOH OH VAOIK VD
\ NN A A

>
- T~
monooxcueenaza (MOI) U YA®D emoxyponun
mpancgepasa

N
UHOOKCUTL |
HHJIOJT H

COOK

Y

Kucioma

Hnookcun-
20110KYpOHOBas
I
N
|
H

[poruecc o6e3BpexuBanus uaaoaa DADCom.

[o xonm4ecTBY MHAMKaHA B MOUE YETIOBEKA MOYKHO CYIUTH HE TOJIb-
KO 0 ckopocTH rHueHHs 0enkoB (AK) B kuiieuHuke, HO U QyHKIHO-
HAJIBHOM COCTOSIHUM TICUYCHH.

DAL 35-
7 >
Mor APHIICYTb-
dotparchepasza
\
H H

MHION UHOOKCUIL

0-S0;-H

————» 0-80;-K

)
H JKuBOTHbI HH- 3
UHOOKCUTLICEPHAS KUCTIOMA JHKaH H

AMMHOKHUCIIOTHI TOKOM KPOBH 4epe3 MOPTaIbHYIO BEHY TPAHCIIOP-
TUPYIOTCS B IEYCHb U PA3HOCATCS KPOBBIO [0 BCeMy opraHusmy. B me-
YEHU aMUHOKHUCIIOTHI UCTIOJIL3YFOTCS JUIsl CHHTE3a COOCTBEHHBIX OCITKOB
1 OCJIKOB TIa3MbI KPOBHU, HYKIICOTH 0B, rema, HAJ[*, kpeaTuHa u jap.

[IpomexxyTOUHBI OOMEH aMHHOKHCIOT — 3TO COBOKYITHOCTB
MpEeBpaleHU aMUHOKHUCIOT B OPraHU3ME YEeJIOBEKa OT MOMEHTA II0-
CTYILICHUS UX B KJIETKU JI0 BHIBEJCHUS U3 OPraHU3Ma B BUIEC MOUCBHU-
HBI, YIJICKUCIIOTO ra3a U BOJBI.
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YcnoBHO MPOMEKYTOUHBIH 0OMEH aMUHOKHUCIIOT ST Ha:

a) oOmrye Myt 0OMeHa aMUHOKHCIIOT;

0) cnenmdudeckre (MHANBUAYATbHBIC) IIYTH MIPEBPAIICHUS aMHU-
HOKHCJIOT.

K o0mum myTam karabonn3ma OTHOCAT:

1. TpancamuHupoBaHue (IepeaMHMHUPOBAHUE).

2. IlpssiMoe OKHCIMTENBHOE A€3aMUHUPOBAHHE.

3. HempsiMoe OKHCIUTENBHOE JIe3aMUHUPOBAHUE.

4. HeokucnutenbHoe 1e3aMUHAPOBAHHE.

5. BHyTpHUMOJEKyISIpHOE A€3aMUHUPOBAHHE.

6. JlexapOokcmInpoBaHHE.

TpancaMUHHpOBaHHE — ATO MEPEHOC AMUHOTPYIIIBI C 0-AMHUHO-
KHCJIOT, IMEIOLINXCSl B U30BITKE B TaHHBI MOMEHT Ha 0-KETOKUCIIOTY
¢ 00pa3oBaHHEM HOBOH 0-aMHHOKHCIIOTHI M 0-KETOKHUCIOTHI O3 Mmpo-
MEXXyTOYHOI0 00pa30BaHUs aMMUAKa.

B mporecce TpaHCaMUHUPOBaHUSI MPHHUMAIOT y4acTHE OCHOB-
HbIe KeTOKHCNOThI: nupoBuHorpaanas (I1BK), maBeneBoykcycHas
(IIYK), a-kerormyTapoBas (0.-OKCOTITyTapoBasi KUCIIOTA).

Peaknuu TpaHCaMUHMPOBAaHUS KAaTAIU3UPYIOT (PEPMEHTHI TPaHC-
aMHHa3bl (aMHUHOTpaHc(depasbl), KOTOPbIE COCTOAT U3 OeJKa, ompee-
JSIOIero crienuguyHocTh Gpepmenta u ocdonupumokcans (Mera-
Oonmuecku akTHBHAs GopMa BUTaMuHa Bg), ocyliecTBIsIOMEro me-
PEHOC aMUHOTPYIIIBI.

[Iponecc TpaHCAMUHUPOBAHKS IPOUCXOAMUT B IIUTO30JI€ U MUTO-
XOHIPUSAX MEYSHH, MBIIIL, MO3Ta U APYTHX TKAHEH.

Buonornyeckoe 3HayeHre peakuuii TPAaHCAMUHUPOBAHUS 3aKIIIO-
YaeTcsl B CIEAYIOIIEM:

1. CuHTe3 3aMEHUMBIX aMHHOKHCIIOT:

a-AK + o-keTormyTapar <> 0-KEeTOKUCIIOTa + IIyTamar
o-AK+IIYK < a-keTokucnora + acrnaprar
0-AK + mupyBar <> 0-KeTOKHCIIOTa + alaHuH

2. TlepBas cTanus B peaklMH HENPSIMOTO OKHUCIHUTENBHOTO /Ie3a-
MUHUPOBaHMUSL.

3. HocraBka amuHOrpymnmbsl AK W3 MBI B NMEYEHb B IIHKIIE
«aJTaHUH-TITIOKO32»

4. HocraBka amuHorpynnsl AK nedenn uepes acmaprar B OHO-
CHUHTE3€ MOYEBUHBI.
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Peakuuu TpaHcaMUHUPOBAaHHS MPOTEKAIOT B JIBE (ha3bl (MOIype-
aKIun).

[epBas: a-AK npucoemunsiercs k ¢oconupunokcanio (PII)
B aKTUBHOM IICHTpE aMUHOTpaHcdepasbl u otaaer emy NH,-rpymiy.
®II cranoButcs ®@Il-amuaoM, a a-AK — 0-KeTOKHCIOTOM.

Bropas monypeakuus: ®@Il-aMuH OpuUCOEAUHSIET 0-KETOKUCIOTY
(daie a-oKCOTIIyTapoByl0), oTnaet el NH,-rpynmy u Bo3Bpaiaercs
B UCXOJHOE cocTosHue, T.¢. B DI, a a-keTokuciora B a-AK.

[TepBas momypeaxus:

JIuz (258) R
N
I ”"3 N CH=N- CH
0 H doon
I oH
HO-P-O-H,C-
t 47H0— P
OH H,N-
CH; O0OH
N
AnbanmuH (TuHGOBO OCHOBAaHUE)
@IT B akTUBHOM LeHTpe depMeHTa
R
JIuz-6 |
| H,C-N=C H.C-NH
NH, | & HOH o B 2 R
2 OOH 5
H A—» OH —\\p}i% = o
C‘J' |2 Ton -— I ¥ C| =0
OH
He—P—0O HOH \
N COOH
| ~ch, on TcH;
-aMUH
OH L-KeToKHCI0™
KETUMHWH
Bropas nonypeakuusi:
CDOH
CH,-NH,
[e] CH7-N—
COOH O HO—U o H.C
- 2
—_ _~OH
HO P | = (CH,).
on l
H;O
CH, (CHv)zCOOH N COO”
DIl-amun L-keTormy TapoBasi KHCI0Ta CH;
_~COOH 258 ?
HC=N-CH -
258 1 3-6 (CH),_ N KETUMHH
\COOH I
HO- P o P (I:OOH
OHW C o |C*'I-NH: ——
H .
I (Cr)2
anbLAUMKUH HO-P- \
! ' COOH
OH .
H; T'myTamMuHOBas KUCI0TA

@Il B aKTHUBHOM LIEHTPE
———————p OKHUCIAUTEILHOE Ae€3aMHUHUPOBaHHE
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Jnst KIMHUYECKUX Lenel HauOopliee 3HaueHHe NMeeT acrapra-
tamuHOTpancdepaza (AcAT) u ananuHamuHoTpaHcdepasza (AnAT),
AKTUBHOCTb KOTOPBIX B KJIETKaxX 3HAYMTEJBHO BBILIE, YeM B KPOBH.
OTH QepMEeHTHI MOSIBISIOTCS B CBIBOPOTKE KPOBH MTPU MOBPEKACHUIX
TkaHeil. [Ipu nopaxeHnu cepana NpenMyIeCTBEHHO TOBBIIIAETCS aK-
TUBHOCTb ACAT B CBIBOPOTKE KPOBH, a NP MOBPEKACHUAX T€MATOLH-
ToB — ANAT.

Hns  nuddepeHunanbHOl  AMArHOCTHKH MAaTOJOTWH  IIEYEHHU
U cepaua HEOOXOAMMO HCHONB30BaTh Kod(pduuueHt ae Puruca
(AcAT/AnAT=1,33); eciu > 1,33 — MOXHO AyMarb O MOPaXKCHUU
MBIIIIBI cepaua; ecnn < 1,33 — o mopaxxeHUH NMeUyeHOYHOH MapeH-
XHUMBI.

JlezaMuHUpOBaHNE AMUHOKHMCIOT — 3TO OTLIEIUIEHHE AMHHO-
rpymnmnsl B Buje ammuaka (NH,).

CymecTtByeT 4 BUAa J€3aMUHUPOBAHUA:

a) BHYTPUMOJEKYJISAPHOE;

0) OKHCIHTEIBHOE;

B) TUIPOIUTHUECKOE;

I') BOCCT@HOBUTEIBHOE.

OCHOBHBIM BHJIOM JI€3aMUHUPOBAHNS aMUHOKHCIIOT B OpPraHu3Me
YeJIOBeKa U KUBOTHBIX SIBISETCSI OKHCIUTENBHOE 1€3aMUHIPOBAaHUE,
KOTOPOE MOKET OBITh IPSMBIM M HETPSIMBIM.

[IpssMOMy OKHMCIUTENBHOMY J€3aMUHHPOBAHMIO MOJBEpraercs
TOJBKO TIIyTaMHUHOBAsi aMHUHOKHUCIIOTA (0-KETOTIIyTapoBasi KHUCIIOTA),
TaK Kak (PepMEHT, KaTaJU3UPYIOLUINI ATy pEaKHi0 — [IIyTaMaTeru-
nporenasa, HAJI" (HAI®D") — 3aBUCHMBIi, JIOKAJIN30BaHHBIN B MU-
TOXOHJPUSX, aKTHUBEH MpH (¢u3nonornyeckom 3HaueHun pH (7,4).
Oxcunassl apyrux a-AK akrusnsl npu pH= 10.

Peakuus mpsiMOro OKMCIUTENBHOTO J€3aMHUHMPOBAHUS MPOTEKa-
eT ¢ 00pa30BaHUEM UMUHOIIYTAPOBOH KUCIOTHI, KOTOPasi CIOHTAHHO
¢ yuactueM H,O nezamunupyerca. HAJIH'H® nepenocut npoToHs!
1 3JIEKTPOHBI B LIETb TKAHEBOTO JIbIXAHU.

[maBHBIM 111 OOJBIIMHCTBA AMHHOKHCIOT SIBJISIETCS MyTh He-
MPsIMOTO OKHCIIUTEIBHOTO JAE€3aMUHHMPOBAHUS WIH TPAHCIAE3aMUHU-
poBaHue. OH COCTOUT U3 JIBYX PEAKIMI: TpaHCAMMHHUPOBAHUS, KOTAA
npourcxoaut nepeHoc NH,-rpymnmst ot mo6oit AK Ha a-okcormyTapar
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1. COOH  HAJX (HAI®) HAJHH (HAJOHH) COOH
~. pal

H2 > H2
H2 <« Hz I
H-NH, rilyTaMaTIeruaporeHasa =NH
OOH OOH
IIIyTaMUHOBast HMHHOIITyTapoBas
KHCIIOTa KUCJI0Ta
2). COOH H,O NH; OOH
H, > H;
H2 <t Hz
= NH =0
COOH OOH

OL-OKCOTJTyTapoBast KHCJIOTa

@II-3aBucuMbIMU aMUHOTpaHc(hepasamMu ¢ 00pa3oBaHUEM TIIyTaMU-
HOBOM KHCIIOTBI U MIPSIMOTO OKUCIUTEIBHOIO Je3aMUHUPOBAHUS TITy-
TAaMHHOBOH KHCJIOTHI B 0-OKCOTUTyTapar:

a) o-amuHokuciora +o-KI' > (-KE€TOKHUCIIOTA + OL-Tiy
TpancaMuHuposadue (OIT)

0) OL-TIIy » NH; + o-okcormyrapar
MPSAMOE OKHCIUTETBHOE
Jle3aMHHUPOBAaHUE

B KMBOTHBIX TKaHSX M TIEUYEHU YEIIOBEKa OTKPBITHI CIEIH(H-
yeckne (epMeHTH (THCTHAMH-aMMHAK-JInaza, CepUH- W TPEOHUH-
JETUPaTa3bl U MUCTaTHOHUH-Y-JIHAa3a), KaTaJIN3upPYyIOIHe HEOKUCITH-
TeNbHOE Ie3aMUHUPOBAaHNE TUCTHINHA, CEPUHA, TPEOHUHA 1 IINCTEH-
Ha!

N ~CH,-CH-COOH NH, N ~CH:-CH-COOH

e A

T'uerunnn ammuak
masa

Ypm(ar UHOBas KUCJI0Ta

H H
2uc
H, - OH H,O %Hz H,O NH; CHs
g H- NH2 - NH2 (E =0
OOH CepHHAeruaparasa COOH COOH
CepuH IBK
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Hj H H

H-OH H,O “H H,O NH; H,

H"NHZ __L> C\" NHZ A_L’ =0

OOH TPEOHUH COOH COOH
TPEOHHH  Jeruaparasa OL-KeTOMACIISHASL

KHCIIOTa

HZ - SH Iy 2 HZO NH3 H3

H-NH, - NH,—>*—Z— (=0

"OOH  nucrarnonun-y- COOH OOH
LUCTEUH Juasza TIBK

0-KETOKHUCIIOTBI, 00pa3yrIuecs B Pe3ybTare peakiuil 1e3aMu-
HUPOBAHUS, BCTyNas B PEakiMH DIIOKOHEOTeHEe3a, MOTYT MpeBpa-
IaThCsl B KUPHBIC KUCIOTHI U OKHCISATHCS JI0 YITICKHCIOTHI U BOJIBI
¢ 00pa3oBaHMEM SHEPTHH.

VYrneposHbie CKEJIeThl aMUHOKHCIOT MOTYT BKIIFOUAThCS B ITHKII
TPUKApOOHOBBIX KUCIIOT uepe3 aneTmwi-KoA, nupysar, okcasoanerar,
0-OKCOTITyTapar u CyKImHmI-KoA.

CyIIeCTBYIOT KETOI'€HHBIC U TIIMKOTCHHbBIC aMUHOKHUCIIOTHI.

AMUHOKHCIIOTBI, KOTOPbIE SIBJISIOTCS MPEAIICCTBEHHUKAMHU KETO-
HOBBIX TEJI Ha3bIBAIOTCS «KETOICHHBIMUY». VICTMHHO «KETOTCHHOM»
AMHUHOKHUCJIOTOM SIBJIETCS TOJBKO JICHIIUH.

AMUHOKHCIIOTBI, KOTOPBIE SBJISIOTCS HCTOYHHKOM TJTFOKO3bI HA3bI-
BAIOTCSl «IJIMKOTEHHBIMUY. JTO TE, U3 KOTOPBIX 00pa3yeTcs MUpyBar
WJIM OKCaJioareTar (J[Be TPETH aMUHOKHUCIIOT).

OJIHOBPEMEHHO U TJIMKOT€HHBIMU U KETOI'€HHBIMU aMHUHOKHCJIIO-
TaMU SIBJISIOTCS: (DeHUITaIaHUH, TUPO3WH, U30JICUIINH, JTU3UH, TPHUII-
To(haH.

OCHOBHbIC UCTOYHUKH aMMHUaKa:

1) mocTyIuieHHe aMMHUaKa U3 KUIICYHUKA B IOPTAIbHYIO BEHY;

2) OKHCIHUTETHHOE JIe3aMUHUPOBAHNE AMUHOKHUCIIOT;

3) TpaHCIe3aMHUHUPOBAHUE AMHUHOKHCIIOT;

4) nezaMHHUpPOBaHHE OMOTEHHBIX AMHHOB;

5) ne3aMUHUPOBAHUE MYPHHOBBIX M HMHUPUMHUJIMHOBBIX OCHOBa-
HUM;
6) neaMUAMPOBAHUE TIIyTAMUHA U acTlaparuHa;
7) nezamuHUpOBaHUE NOPHOOUITUHOTEHA;

8) nme3aMHHHpPOBAHUE AMHUHOCAXapOoB.
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AMMHaK B TKaHSIX HaxXo4uUTCs B BHJC KaTHMOHA aMMOHMS NI{4+
B paBHOBECUH C HEOOBIINM KOJIUYECTBOM HCHMOHU3UPOBAHHOI'O aM-
MHakKa.

AMMuak TOKCHYECH, 0COOEHHO JJId KJIETOK IIHC, €CJIK €r0 YPOBCHb
IIOBBIIIACTCA. OI[HOﬁ M3 TJIaBHBIX IMPUYHUH TOKCUYHOCTHU aMMHAKa
Ha MOJICKYJIAPHOM YPOBHC ABJISACTCA €TO CIIOCOOHOCTh BOCCTAHOBU-
TCJIIbHO aMUHUPOBATH O-OKCOITTYTAPOBYIO KUCJIOTY B INIYTAMUHOBY1O!:

OOH NH; H0 COOH HAJOGHH HAI® GCOOH
EHZ ™~/ CH g. 2, CH

H, CIIOHTaHHO GH, TITyTaMaTAeTu - CH,
=0 Q= NH  porenaza CH - NH,
COOH COOH COOH
0L-OKCOTITyTapOBast UMUHOTITyTapOBast TIIyTaAMUHOBAsI
KHCIIOTa KHCI0Ta KHCIToTa

B pesynbrare o-okcormyTtapoBasi kuciora otpiekaercs ot 1[TK,
YTO MOXKET TMPUBECTH K 3aMEUICHUIO PEereHepaly OKcalloalerara,
HaKOIUICHHIO aneTui-KoA, keToHemMun 1 aruao3y. Kpome toro, ocia-
OMsieTCsl MOTOK TIPOTOHOB M AJIEKTPOHOB B MUTOXOHIPHAIIEHYIO JTbIXa-
TEJIbHYIO 11eTb, CHUXKaeTCA NpoayKius ATdD, 4To NpUBOJUT K HAPY-
MIeHUIO (PYHKITUH MO3Ta U Pa3BUTHIO KOMBI.

1. AMMuak o6iamaeT CHIIbHBIMA OCHOBHBIMU CBOMCTBAMHU U MO-
JKET BBI3BaTh CABUT pH B IIENOYHYIO CTOPOHY.

2. AMMUaK yCHJIMBAeT CHHTE3 TIIyTaMIHA U3 TITyTaAMUHOBON KHC-
JIOTHI B HEPBHOW TKaHM, YTO MOXKET ITPUBECTH K TIOBBIIIEHUIO OCMOTH-
YEeCKOTO JIaBJICHHS U BBI3BATh OTEK MO3Ta.

3. CHmWKeHHe TITyTaMHUHOBOM KHCIIOTHI HapylnaeT oOpa3oBaHne
T'’AMK — 0CHOBHOTI0 TOpMO3HOTO MEJIMATOPa U MOYKET BBI3BATH CYI0-
poru.

4. AMMUuak KOHTaKTHPYeT C HOHaMU HaTPHsl U KaJHsl B IIpo1iecce
TPaHCMEMOPAaHHOTO TIEPEeHOCa M MOXKET BIMATH Ha T€HEPAINIo TPo-
mecca Bo30Y)KICHUS, UTO TaK)Ke CITOCOOCTBYET Pa3BUTHIO KOMAaTO3HO-
TO COCTOSIHUSI.

B menbHOM KpoBM B HOpME aMMHaka COJEPKUTCI MeHee 65
MKMOJIB/JT (25-40 MKMOITB/ ).

Ilymu obe3zsperxcusanus ammuaka

CymectByeTt 5 myTel 00e3BpekuBaHmsI aMMuaka: 1. CBs3pIBaHUe
aMMHaKa C TITyTaMUHOBOH U peXe acrapariHOBOM KUCIOTaMU CBOOO/I-

131



HBIMH 1 B COCTaBe OETIKOB C 00pa30BaHNEM COOTBETCTBYIOIIUX aMH/IOB
— IIIyTaMHHA M acraparvHa (TpaHcropTHbIe (popMbl aMMHaKa).

GOOH NH; AT® AJl®d+Pu fO_NHQ

GH, I S o £
H, TI1yTaMUH GH
GH - NH, cUHTeTa3a GH- NH,
COOH ¢OOH
rJTyTaMHHOBAsI TIIyTaMHUH
KHCITOTa

COOH NH; AT® AM®+PuPx CO-NH,
GH:  _™a ™ S, CH,

H - NH, acnaparvt H- NH,
OOH CHHTETa3a OOH
acriaparMHoBast acraparvH
KHUCJIOTa

2. BoccraHoBHTENIEHOE aMUHUPOBAHUE O-OKCOIITyTapara H OKca-
Jloarnerara. JTOT MpoIecc 0COOEHHO aKTHBEH B CKEJIETHBIX MBIIIIAX
Y TICYCHHU.

3. BuocuHTE3 MOYCBHHBI B TICYCHU.

4. OObpa3zoBaHre aMMOHUIHBIX COJICH B TTOYKaX.

5. CuHTe3 KpeaTnHa U KpeaTHHHHA.

OCHOBHBIM ITyTeM 00€3BPEKHBaHUI AMMHUAKa B OPTaHU3ME SIBIISI-
eTcs UKJI MOYEBHHOOOpa30BaHUs (OPHUTUHOBBIA IIUKI), KOTOPBIN
661 mocTynuposad B 1932 roxy, 1. Kpedcom u K. I'enzeneiitom. 310
OKOHYATEIIbHOE 00e3BPEKMBAHIE AMMHAKA.

— NH,
C MOYEBHHOI (C\= O) BeBOOUTCS U3 OpranusMa 85 % Beero a3ora.
NH,

[lepBast amuHOrpyMIIa — U3 CBOOOAHOTO aMMHaKa, 00pa3oBaBIIIe-
TOCsl IPH OKUCITUTEITHbHOM JIe3aMHUHUPOBAHUH ITyTamara. Bropast amu-
HOTPYIIA TOCTABISETCS aclapTaTroM, 00pa30BaBIIMMCS B PEaKIUH
TpPaHCAMHHHUPOBAHUS OKcalloaneTrarta ¢ aMUHOKUCIOTaMH. YIJIepOJ
— u3 Mosekyibl CO,, 00pa3oBaBIIerocsi B MUTOXOH/IPHUSIX B TIPOIIECCe
LMKJIa JJUMOHHOM KUcoThl. Kuciopoa — u3 MOJEKyJIbl BOBI.

CuHTEe3 MOYEBMHBI MPOTEKACT HCKIIOUUTEIHHO B ICUCHH
W pa3jielieH Ha JIBa KOMIIAPTMEHTA: MUTOXOHJPHH M ITUTOILIA3MY.
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[Ipoxokaenue yepe3 MeMOpaHy MPOMEKYTOUHBIX COCTUHEHUH LUT-
pPY/UIMHA U OPHUTHHA BO3MOYKHO TOJBKO C TIOMOIIBIO TIEPEHOCYUKOB.
[lepBble nBe peakuWu MPOTEKAIOT B MHUTOXOHAPHUSX TENaTOLUTOB,
a TpeThs, YeTBEPTas U MATasi — B LUTO30JI€ KIETOK.

DepMeHTbI, KaTaTM3UPYIOLIKE PEAKIUH IMKJIa MOYEBHHOOOPA30BaHHS:

1. AmmuakzaBucumasi kapoamonidocgarcuarerasa 1.

2. OpHuTHHKapOamMouITpaHcdepasa.

3. ApruHMHOCYKIMHATCUHTETAa3a.

4. ApruHMHOCYKLMHATIMA3a.

5. Aprunasza.
CuHTE3 MOYECBHHBI IPOTEKAET CIIEAYIOIIUM 00pa3oMm:

Mumoxondpuu
2AJ1® +PH NH,
COtNH;+2AT®+H,0 > Qf% _OH
kapbamonndocdarcunterasa 1 '—P<O
(TonbKo B neueHM!) OH
2) NH, NH,
GH, C=0
CH, _OH _nPu NH
GH, +NH,-C-0-P=0 > CH,
CH - NH, d “OH OPHUTHHKApOaMOUII GH,
COOH TpaHchepasa CH;
GH-NH,
OPHHTHH COOH
LUTPYIUTHH
Iuroniasma !
3)
NH, NH, OOH
¢=0 AT® AMQ®+PHPH G=N-CH
NH COOH NH CH,
CH, + NH,-CH \. el . CH, COOH
CH, CH» aprHHUHOCYKIIMHAT CH,
GCH, COOH CHHTETA3a CH,
CH-NH, acnaparunosas CH-NH,
COOH KHCIIOTa COOH
LUUTPYIUTHH aprHHUHOSIHTapHAS
KHCJI0Ta
4)NH, CGOQH NH, GCOOH
C=N-CH ¢=NH H
NH  CH, > NH
GH, COOH aprHHHHOCYKIIHATIMA3a CH» COOH
CH, CH, tdhymaposas
GH, H, KHUCIOTa
CH-NH, GH-NH,
COOH COOH l
aprUHUHOSHTApHASI aprUHUH
KHCTOTa OTK
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C=NH HO NH. CH

: 2 2
NH W . / CH,
CH, apruHasa c=0 + (H,
CH, (TOJIBKO B neyeHn) \ CH-NH,

H,

GH, NH, COOH
GH-NH, MOUYEBHHA OPHHUTHH
COOH

ApPrUHAH B KN

MOYEBHUHBI

MoueBuna, o0pa3oBaBLIasCs B IeUeHH, NpocToi anddysneit
[0 TPAJUEHTY KOHLECHTPALUHN BBIXOAMT U3 KICTOK B KPOBb, IE CO-
JIepXKaHue ee B CHIBOPOTKE 2,5-8,3 MMOJIb/IT M BBIJCISETCS C MOUOH
B komruectBe 333-583 mmonb/cyT (20-35 r/cyT). YacTh ee mocTynaet
B MHTEPCTUIMN MOYCYHON TKAaHH ISl MOJAEPKAaHUS BBICOKOM OCMO-
JISIPHOCTH.

Ha cunTe3 oqHOM MOIEKyIbl MOYEBHHBI PACXOAYETCSl TPU MOJIEKY-
161 AT®D, KOTOpBIe 00pa3yrOTCs CIASTYOIUM 00pa3oM:

dymapoBasi KHCJIO0Ta SBJSIETCS OOIUM MeTaOOIUTOM IMKJIA MO-
YeBMHOOOPa30BaHMA M LUKJIA TPUKapOOHOBBIX KUCIOT. [Ipu npespa-
menusix B LITK — ¢ymapar — manar — OAA Ha cTaguu OKHUcIe-
HUS MallaTa MajaraeruaporeHason oopasyercss HAJIH'H', koropsrii
B MutoxoHapuansHoi LI1D obecreunBaer oOpa3oBaHue Tpex MoJie-
Kyl ATO.

®ymapar + H,O — manar + HAJ["— OAA + HAJIH'H"— 3AT®

[{ukn MOYEBUHBI MEPEBOJAWT TOKCHYHBIA aMMHAaK B HETOKCHY-
HYIO MOYEBHHY, HAPYIICHHUE TOTO MPOIEcca MOXKET MPUBECTH K T10-
BBIIICHUIO KOHIICHTPAIIMM aMMHaKa B KPOBH (THUIIEPAMMOHUEMIH).
[Ipuuuns! cnenyromue:

1. BpoxaeHHas HeJOCTATOYHOCTH XOTsI ObI OTHOTO U3 (hepPMEHTOB
OMoCHHTEe3a MOYEBHHBI

2. TleyeHouHast HEIOCTATOUHOCTh

3. M30sITouHOE TOTpEOICHIE OCITKOB

4. Karabomnueckne cocTOIHUS (TPaBMBI, OITyXOJIH, KaXEKCH)

5. Kuiieunsle KpoBOTEUECHUSI.

KnvHn4YeckuMy MpOSIBICHUSMU THIIEPAMMOHUEMUN (aMMOHHK-
HOW WHTOKCHKAIIMN), XapaKTEPHBIMHU JIJIsl BCEX HApyIICHUH OMOCHH-
Te3a MOUECBHUHBI, SIBJISIOTCS PBOTA, OTBpAIlCHWE K OCIKOBOW MHIIE,
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HapylleHue KOOpPAMHALMYU JBHKEHUH, Pa3Ipa>KUTENbHOCTb, COHJIH-
BOCTb U JIp.

YpoBeHb MOUEBUHBI B KPOBH M MOYE 3aBUCUT OT COOTHOULIEHHS
MIPOLIECCOB €€ CUHTE3a U BhIBEJCHUsI U3 opranusma. Ilosblmienne koH-
LIEHTPALlMd MOYEBHHBI B KPOBU Ha3bIBAETCS TUIIEPA30TEMHEN, K HEH
MPUBOIAT CIEAYIOINE (PaKTOPHI:

[ uniepazoreMusl.

]
abcomdTHas OTHOCHUTe/IbHAs (A¢THAPATALOH
peTeHuMONHAS TIPOAYKLMOHHAS Has: pBOTA, [IOHOC, yCUJIEH
(3amepxka) (ycmnenue pacrnanga 6enkoB HOE ITOTOOTLENICHHE).

(omyxonu, uH. 3a0-1, TKENbIS
paHeHHUs, edeHue CTepOUIaMH)

noYeunas (HapylueHue Bhle BHENO4EUHas! (HAPyILIEHHE KPOBOCHAG

TEeIBHOH (-IIUH HOYeK: TIIoMepy JKEHHS BOOOIIE U ITOYEK, B TOM YHcIe (cepied-
JTOHe(GPUT, TyOEepKyIes TOUeK, HO-COCY/IHCTasi HeIOCTaTOYHOCTE, MpoGhy3HEIe
nueNoHedpUT U 1p) KPOBOTEUEHH) WK TIPU HATHYHHM NIPEeNATCTBUIH

OTTOKY MOUH (TIOUeUHOKaMeHHAS 00J1e3Hb)

JlekapOOKCHINpPOBaHHE aMUHOKHCIOT — TIPOIECC OTLICTUICHHS
KapOOKCWJIBHOM TpYIIBI B BUJE YINIEKHCIOro rasa. Peakumm kara-
JU3UPYIOTCS JeKapOOKcHiIa3aMu, padoTalommMu ¢ (HoCcHOUpHIOK-
canem (®II) u sBstorcss HeoOparuMbIMU. JlekapOOKCHITMPOBAHUIO
MO/IBEPTalOTCS HE TOJBKO aMHHOKHCIOTHI, HO M HMX IPOU3BOIHBIC
(5-runpokcurpuntodan, 3,4-TUrHIPOKCUPECHUITAIAHNH, ITUCTEUHO-
Bas Kuciora u 1p.). [Ipogykramu 1ekapOOKCHIMPOBAHUS SIBISFOTCS
OMOTeHHBbIE aMHUHBI, KOTOphIe 00JIaat0T Pa3HOO00pa3HOW OHoIoTHYe-
CKOM ¥ (hapMaKOJIOTHYECKON aKTHBHOCTBIO.

[Tpouecc nexkapOOKCHIMPOBAHUS AMHHOKHUCIOT —HPOUCXOIHT
B TKAaHSAX HE3HAYMTEILHO, OCHOBHOE MECTO JIOKAJTH3AI[H — KHIIIeY-
HUK, TJI€ TIPOIIECC KaTaln3upyeTcs 1eKapOOKCHIa3aMi HelaTOreéHHbIX
Oaxrepuil. [Ipn kummednbIx 3a00meBaHUX (X0Nepa, TM3eHTEPUs U JIp.)
TIOBBIIIACTCS AKTUBHOCTD JIeKapOOKCHIIA3 TATOTeHHBIX OaKTepHid 1 00-
pasyronyecs aMHHBI CO3JAI0T KapTHHY MH(EKIIMOHHOTO KUILIEYHOTO
3a0051eBaHMS.

dapmMakoIOTHUECKUM ASHCTBUEM O0NaNar0T MPOIYKTHI PEeAKIHi
JeKapOOKCHINPOBAHHS AMHHOKHCIIOT: TUCTaMUH (TIPOIYKT JeKapOOK-
CHJIMPOBAHUS TUCTHIMHA), CEPOTOHHH (MTPOAYKT JeKapOOKCHUIMPOBa-
HUS S-OKcHTpHUNTO(aHa), NUOKCH(EHUIAIaHUHAMHUH (TIPOTYKT Je-
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kapOokcunupoBanus 3,4-nuokcudeHnnananinaa), y-aMuHOMAacIsTHas
KHCJI0Ta (TIPOU3BOAHOE IITyTAMUHOBON KUCIIOTHI).

I'mcramun oGpasyercs B peakiyu J1eKapOOKCHINOBAaHHUS aMHUHO-
KHCJIOTBI TUCTU/IMHA, KaTaTU3UpyeMOH crieliuuiaecKkoi TUCTHIUH]IE-
KapOOKCHIIA30ii:

N CH,- CH- COOH N CH, - CH, - NH,
|
NH, co,
- N
H eucmuounoexkapbokcuniaza H
2UCTNUOUH 2UCmamun
Ero pouib:

1) ctumynupyer cekpeunto HCI B xenyake (duepe3 H,-
PEIenTOpPHI);

2) CTUMYJIHMPYET COKpalleHHe DIAAKOH MYCKyJIaTypbl OpOHXOB,
Jerkux (depe3 H, — pernenTopsl) U KAIIEUHNKA;

3) oka3bIBaeT COCYHAOPACUIUPSIONICE JICHCTBUE,

4) BBI3BIBas pacIIMpeHNE CHCTEMHBIX COCYIOB B Odare BOCIaje-
HUSl, TUCTAMUH YCKOPSIET MPUTOK JIEMKOLIMTOB, CIIOCOOCTBYSI aKTHBa-
[IMU 3AIIATHBIX CHJI OPTaHU3Ma;

5) HOHMKaeT apTepHalbHOE 1aBICHHE;

6) TIOBBITIIACT MMPOHUIIAEMOCTH COCY/IOB;

7) sBIISETCSI MEIUATOPOM OOJIH;

8) MemmaTtop Ha4aJIbHOH (ha3bl BOCTIATICHIS;

9) y4acTByeT B CEHCHOMJIM3aLIUU OpraHnu3Ma.

Bce addexTsl rucTaMruHa pean3yroTes Yepe3 THCTAMIHOBBIC pe-
uenrtops! 1 u 2 Tuna (H, u H,). OH nenoHupyeTcs B TY4YHBIX KIIETKAaX,
neikoruTax (6azodmax, 03nHOGMIaX) KpoBH. K BEICBOOOXKICHHIO
HCTaMHHA TIPUBOAAT (aKTOphl BHEIIHEW U BHYTPEHHEH cpelbl (TH-
MTOKCHSI, TPaBMa, SMOIIMOHAIFHOE HAIPsDKEHUE, HOHU3UPYIOIIEee H3-
JdydeHue u 1p.) Beinenenue ructaMruHa U3 KIeTOK HaOonaeTcs B pe-
aKIUAX AHTUTEH-aHTHUTEJO, MOJ| BIUSHUEM JHOEpaTopoB OENKOBON
MPUPOJIBI (A1, MOJIOKA, BAKLIMHBI), TTOBPEKAAIOMINX (HaKTOPOB (TOK-
CHUHBI), TIPOTEONIMTHIECKHNX (PepMEHTOB U Jip. Pa3zpymienne rucraMuaa
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MPOUCXOOAUT IO ,I[eﬁCTBPICM (bepMeHTa THCTaMHMHAa35bI (,Z[I/IaMI/IHOOKCI/I—
Ja3bl — IIAO) CHayaja rucTaMuH MCETUWJINPYCTCA, 3aTCM JAC3aMUHU-
PYCTCA U OKUCIIACTCA A0 1-MeTI/IJ'H/IMI/IZ[a3OJ'I—4-aLI6TaTa, KOTOpLIfI BbI-

BOIMUTCS C MOYOH:
O

7

N CH,-C

OH 1 - memunumuoasa

4 - ayemam
N - CH;

CepoTonuH (5-0KCUTPUIITAMMH)

B aprupodunbHbIX SHTEpOXpOMaQUHHBIX KJIETKaX KHIIEYHUKA
(aHy;[OLII/ITLI), CCPOTOHMHOPTIUYCCKUX HEPBHBIX KICTKAX, KICTKax
MNap€HXUMATO3HbIX OPraHOB aMHWHOKHCIIOTA TpI/IHTO(I)aH OKHUCJIACTCA
JI0 5-OKcUTpUNTO(aHa, KOTOPBIA TOJ ACHCTBUEM JIeKapOOKCHIIA3bI
ApOMAaTUYICCKUX AMUHOKHUCIIOT IIPEBPALIACTCA B 5 -OKCUTpUIITAMUH, T.C.
B CEPOTOHUH:

CH,- CH - COOH CH, - CH, - NH,
|
HO NH, HO
>
>
Odexapboxcunasa
N N
H H
5 - okcumpunmodan CepomoHuH

Ero pons:

1. CruMynupyeT COKpalieHHe IJIaJKOMBIIICYHBIX BOJIOKOH KPO-
BEHOCHBIX COCY/IOB, KHIIICYHUKA, OPOHXOB, MAaTKH.

2. Mounslii cocynocykuBaromui 3h¢hexT.

3. TloBsblmaet KpOBSHOE JABJICHUE.

4. VYuyacTByeT B aTOreHe3e IMICPTOHNYECKOM OONe3HH.

5. SIBnsiercs OMHUM M3 MEIMATOPOB BOCHAJICHUS.

6. CepoTOHUH, OCBOOOKAAIOUIMKCS M3 TPOMOOIIMTOB B MpO-
necce TpoM0000pa3oBaHusl, CIOCOOCTBYET OCTAHOBKE KPOBOTECUCHHUS,
MPUBOJIS K COCYIUCTOMY CIIa3My.

7.  YyacTByeT B PeryJsILIMM TEMIIepaTyphl Tela, IbIXaHHS.

8. SIBmsercs MenuMaTopoM HEPBHBIX MPOLIECCOB B IIHC.
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9. CnocoOcTByeT 3allleNaunBaHMIO JKETYITOYHOTO COKa 3a CUET
BBIIETICHMSI 3HAYUTEIBHOTO KOJIMYECTBA CIIU3H.

10. SBnsieTcs npealIecTBEHHUKOM FOpMOHa 3Mu(Hu3a — MeIaTo-
HUHA, KOTOPBIH PEryaupyeT CyTOUHbIE OUOPUTMBI.

11. B moykax CepOTOHMH OKa3bIBaeT aHTHIMYpPETHUECKOe Ieil-
CTBHE, BBI3bIBAsI 3aJIEP’KKY HATPHs, KaJIHsl U BOJbI B OpraHU3MeE.

B HOpMe B cepotonmH mpeBpauiaercs nuiub 1% Tpunrodana.
OO6pa3zoBaHue CEPOTOHMHA MOBBIIIACTCS MPH 3JI0KAYECTBEHHON Kap-
uuHome (aprentaddunaome) [Ipu 3ToM 3a00M€BaHUN PE3KO YBETHYH-
BaeTcsa 00Opa3oBaHHE OIYXOJIEBBIX CEPOTOHHH-00PA3YIONINX KIETOK
B apreHtapGuHHON TKaHW OpromHOW monoctu. [Ipm KapumHouzae
Ha oOpa3oBaHME CEPOTOHMHA pacxomyercs 10 60% aMUHOKUCIIOTHI
Tpuntodana. [1oSBISIOTCS CHMITOMBI MEJJIarphl, TaK KaK B HOpME
OosiblIast 4acTh TpUNTO(paHa B OPraHu3Me HCIONb3YETCs ISl CHHTE3a
Butamuna B; (PP) u otpunarensHslit a3otucthiil 6ananc. CepoTOHUH
nof1 BiiustaueM DA J[-3aBrcrMoit MOoHOaMHUHOOKCH-11a3bl (MAQ) okuc-
JsieTcst 10 S5- MHAOIMIYKCYHOH kucnoTel (5-ONYK);

o)
I
C

__CHy
du

—_—

Ha

H

KOTOpast 9KCKPETUPYyETCd C MO“IOI‘/JI, SHA4YUTCIIbHO BO3pacTasd Ipu
KapiuHOUJIHOM CUHPOME.

3, 4-muokcudpenndTiiamun (JOD-amun)

JO®-amun obpasyercs B peakiuu AeKapOOKcuimpoBaHus 3.,4-
muokcnpenmnanannnaa (JJODA), karanuznpyemoit nekapOoKCHIa3oi,
AKTUBHOCTBH KOTOPOI OOHApYKEeHA B TIOYKAX, IIEICHU, HA/ITIOUYECIHHKAX,
CHUHANTHYECKUX 00pPa30BaHUAX U CTPUO-TIAJUTUAAPHON CUCTEME.
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CH;-CH-COOH HO CHACHNH
37 2" 2

off JO®A
6H
JOBAMUH

Ponp 1O®-amuna 3aki1t04aeTcs B CICAYIOIIEM:

1. IpenmiecTBeHHUK HOpaJApPEHAIMHA U aJpEHAINHA.

2. SIBnsercs MenuaToOpOM HHTHOUPYIOIIETO THUIIA OTHOTO U3 KPYTI-
HBIX MTPOBOJISAIINX ITyTeH (TeJIa HeHPOHOB, 00Pa3yIOIINX ATH TyTH, Ha-
XOIISATCSL B UepHO# cyOcTaHmmu (0a3ambHBIX TaHIIHUI), a aKCOHBI 00-
Pa3yroT CeTh B MOJIOCATOM TeJIe).

[Ipu Gomne3nm IlapkmHCOHAa — XpOHHMYECKOM 3a00JIEBAaHUH TO-
JIOBHOT'O MO3ra, CBsI3aHHOM c Aerenepanueil 1O D-aMuH3pruuecKoro
HUTPOCTPUAPHOTO IyTH HAOIIOAETCs TMOBBIIICHUE TOHYCA CKEJeT-
HBIX MBIIII, TPEMOpP KOHEYHOCTEH, THIIOKWHE3Us, Je30pTaHu3aIus
IBIOKeHWH. B KkadecTBe 3aMEeCTHTENIBHON Tepanuu TNPUMEHSETCS
a-JIODA, 1.x. JIOD-amMuH He TPOXOIUT reMaTo-3HIlehamTndeckuii Oa-

pwep.
v-amMmuHomacjaaHas kuciaora (FAMK)
I'AMK sBnseTcst TpOAYKTOM JeKapOOKCHIUPOBAHUS O-TTyTa-

MHHOBOH KuCOTHI. [Iporecc kaTanm3upyeTcsi BEICOKOCTICITN(DUIHOMN
ITyTaMareKkapOOKCHUIIa30M.

COOH COOH
| CO;, !
CH, CH,
| - , |
(]ZH By IyTamataekapbokcuiasza CH,
[
CH— NH 2 CH 2
| |
COOH NH,
O-IITyTaMUHOBas KUCJIOTa 'AMK

Y MPOTEKAeT MHTEHCUBHO B TOPMO3HEIX cuHancax ITHC.
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Buosornueckas poas TAMK

1. Meauarop, KOTOpBIN OKa3bIBAET TOPMO3AIIEe AeiicTBHE HA TIPO-
LECChl MPOBEACHUSI BO30YKACHUS B CHHANTHYECKUX O00pa30BaHUAX
HHC. O6pazoBanue TAMK conpoBoxkaaetcst nepexogom noHoB CI
B MOCTCHHANTHYECKYI0 MeMOpaHy, YTO BEJET K €€ THIepIosipu3a-
LUH, U3-32 Yero NPUXOASAINNA HUMIYJIbC MO0 HEPBHOMY OKOHYAHUIO
HE JIOCTUTAeT TIOPOTOBOTO YPOBHS U OKa3bIBAETCSI HECTIOCOOHBIM BbI-
3Batb BIICII, a renepupyercsa TIICII.

2. [IpumeHsieTcs B ICUXUATPHU [T CHATHSI BO30YKICHHS TIPH Cy-
JOPOKHBIX COCTOSHUSIX (STHIICTICHS]).

I'AMK ycrpansiercds B peakuuu IepeaMHUHHPOBAHUSA C OC-
OKCOTIIyTapOBOM KHCJIOTOW, YTO BeJEeT K 00Pa30BAHUIO B KOHEUHOM
cuete cykuumnara, Kotopblit okucisiercs B LITK (TAMK-myHT).

FOOH COOH COOH COOH
CH, tH, CH, &,
| | | |
|CH 2 + CH, > CH, + CH,
O |

CH, t-o = CH —NH,
| | ~H |
NH , COOH STHTAPHBIH COOH
'AMK 0-OKCOTTIyTapoBas [OJTyalbACT UL LIy TaMUHOBAst

KHCIIoTa KUCJIoTa

AHTapHAs KUCIOTa
v
HTK

BuoJsiornyeckas pojib METHOHUHA

MeTHoHNH — He3aMeHUMasi aMUHOKHCIIOTa, JIOJDKHA MTOCTYIaTh
B OpraHu3M ¢ nuiei. Mcnosap3yeTcss akTUBHO B MPOLIECCAaX CUHTE3a
OeJka, B peakiusIX TPAHCMETUIIMPOBAHHS MPH CHHTE3¢ OHONIOTHYe-
CK{ aKTHUBHBIX BELICCTB: aJipeHaliiHa, KpeaThHa, (GOCHOTHIUIXOIH-
Ha, KapHUTHHA.

AxTtuBHas (GopMa METHOHUHA — S — aJIeHO3WJI METHOHWH
(SAM), mpuCyTCTBYeT BO BCEX THIAX KJIETOK U CHHTE3UPYETCS U3 Me-
tnonnHa U AT® mpu ydactum pepmMeHTa — METHOHHH-aICHO3NI-
TpaHcepasbl:
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CH,-S-CH;4
| Pu Pu + Pu N~ | \>
CH, N/ lw N
n e CcH; N
MEMUOHUH - c-ls‘-H C
aoenosun .2 :
(le'NHz mpancgepasa CH,
COOH Nt - ¢t
COOH (R
MEMUOHUH S adenosun memuonun

B SAM crpykrypa (— S* — CH, -|— siBisiercst HecTaOMIIbHOM
1 ONPEAEISIET BBICOKYIO aKTUBHOCTh MeTHIIbHOM (CH;) rpymnibl.
AxktuBHas ¢opma MeTnoHHHA (SAM) HCTIONB3yeTCs B peakiusix
TPAHCMETWJIMPOBAHUS B CUHTE3€ ONPEACICHHBIX OMOIOINYEeCKUX Be-
LIECTB U IIPU 00€3BPEKMBAHIUM HEKOTOPBIX TOKCHYECKUX BEIICCTB.
Cxema

CuHTe3 KpeaTWHa,
KpeaThHHHA, ajpe-
HaJIMHA, A30THCTHIX
OCHOB&{HHI (KpoMme
SAM ¢ (xp

METUOHUH—— / THMHHA)  XOJWHA

KapHHTHHA

SAG
O6e3BpexuBaHUE TOK-

CHYECKTX BelecTB
(MeTaboONHTOB) H Jie-
KapCTBCHHBIX BE-
MECTR.

IIpouecc cuHTE3a KpeaTUHUHA M PEaKLMs TPAaHCMETUIMPOBAaHNUS
¢ yuactueM SAM

NHZ(%-NHZ
+ 1|\IH2 NH, NH/=C-NH2
ek -
(CHy); ?Hz TIUKONMAMIL L ‘(CH2)3 + NH epenocimea
6 cenamoyium
| H-NH, COOH tpancdepaza  CH-NH, |CHZ-COOH
COOH ’((i:;:lzﬁou OOH 2IUKOYUAMUH
apaunum 2NUYUH OPHUMUH
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SAM NH=C-NH, NH=C-NH~(P)

Merommrko- |
PG H3C-TTI ATRALI®  H;C-N —_—
CH,-COOH K®K CH,-COOH
B NcNm o
KK H;C-N
Cle-CO
KpeamuHux

Peaknuro TpaHCMETHIIMPOBAHUS OCYIIECTBIISICT (PEPMEHT METHO-
HUHDIMKOLIMaMUH-TpaHcMmeTna3a. Jlonopom CH; rpynmsl siBisieTcs
aKTHBHas popMa MeTHOHHHA (SAM).

B peakuumsx TpaHcmerunupoBaHus < SAM  mpeBpariaercs
B S-ameno3uiaromonuctensl (SAT).

NH,
N
7

Cf? 3 Nk | \> H,C—S—CH,
CH;—S=—CH, "~ N | e
i 6] J CH3 (\:Hz
<|3H2 ————  CH—NH,y\t_#H
(‘_‘,H —NH2 l " TpaHCMeTITa3a COOH OH OH
COOH OH OH
S-a1eHO3MIMETHOHNH S-a1eHO3UATOMOIIACTENH

S-a/1eHO3UATOMOIIMCTEH TOJBEPraeTCs pPACIICIUICHHIO ¢ 00-
pa3oBaHUEM aJ[CHO3MHA M TOMOIMCTEUHA. [OMOIUCTEHH MOXET
CHOBA TPEBPAIIATHCS B METHOHMH C y4acTHEM METHITETparu-
npodomara (Mmetun-TI'®K), Buramuna B,, n 6eTaHMHA; 2 MOXKET
BKJIIOYATHCSI B IPYTO# MyTh MpeBpamicHus. [OMOIIMCTEUH B3aUMO-
JEHCTBYET C CEPUHOM, 00pa3ysi MPOMEKYTOUHOE BEIIECTBO — IIH-
CTATUOHWH, KOTOPHIA THAPOIUTHYCCKH PACHICIUISICTCS HA [HCTe-
WH U TOMOCEPHUH, IIPEeBpallatoNIniics Yyepe3 TpPaHCAMUHHPOBAHUE
B 0-KETOOYTHpAT.

Cxema:
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METHOHMH > SAM

+———>CH
metun —TLOK
,«Z uren TTOK L' But By, é—j VL
.0
TrmK Bur B, (CHs) SAF‘/H“
TIIALAH CEepuH \ aZIeHO3UH
H,0O CEpHH romou‘xzﬂenn
Lluctenn
LUUCTAaTUOHHH
NH; H,0 TOMOCEPUH o —
a«etobyTupar
A mpouecce 3arMChbIBaACTCA:
§—‘— CH, SH ?HZ-OH
o) AUCHUH l
?Hz H,O )\, a/ICHO3MH CH, + (liH- NH,
|CH2 8 g COOH——
CHTN, oron CHNH,  cepus
COOH COOH
SAT comoyucmeun
Bur B5 HzO CHZ -S- CHZ 20 Bur B6 CHQ-OH CHz-SH

N/

HTHACTOTUOHHH-

CHUHTETa3a

| L\,I

?H? (fH-NHz nuctatuonaza CH, + (IZH-NHZ
1CH -NH, COOH (%H—NHZ COOH
COOH COOH  yucmeun
YUCTNAMUOHUH NH; 2oMocepuH
mpancamurasa
o kemobymupam

JedexT dhepmMeHTa MUCTOTHOHA3H! BENET K HAKOIICHHUIO IHCTa-

TUOHHUHA, KOTOPBIA BBIBOJUTCS M3 OpraHu3Ma ¢ mouoil. HaswiBaeTcs
— IUCTAaTHOHUHYPUEH.

ucTenH moxBepraeTcs qaTbHEHIIIEMY OKACICHUIO ¢ 00pa30BaHM-

eM CyTb(HUTOB, KOTOPBIC B TKAHIX OKHUCIISIOTCS 10 cylbdaroB. Cxema
MeTaboNn3Ma IUCTenHA!
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1 nyrs CH,-SH CH,-SO,H o kerormytapar riayramat CH,SO,H
Yy I 2 ¢’ I 2-50; w i )

- >

?H—NHZ yucmeun- |CH-NHZ TpaHCaMHHa3a CcC=0 —

COOH ouokcueenasza COOH COOH

yuc yucmeun-cyrounam [-eynvpunun
nupyeam

H,0 |CH3
—K‘—b C=0 + SO&— SO —> cyabdar (OCHOBHOI HCTO

Hecynopunaza COOH cynegpunasa 4HUK “S”)

nupysam

Hcnonk3yercst Ha 00pa3oBaHue:
1) cynedatoB u a3dupocynbdaros;

2) cynsatos B Buge PADC.
2 nyThb ?HQ'SO’ZH Yo 02 C|H2-SO;H C02 (|:H2-SO3H
~ 7
CH-NH, oxkcueenaza (liH-NHz Oexapbokcunaza CH,-NH,
|
COOH COOH maypuH
yucmeun-cynoghunam YUCMEUHOBAs KUCIOMA

Taypun HeoOX0OMM IJisi IOCTPOCHHUSI MAPHBIX KETUYHBIX KHCIIOT.
CuHTe3 TaypyHa B IEYEHN MOXKET UATH IPYTUM IyTeM (OCHOBHOM):

CH,-SO,H CO, CH»-SOH 20, (THz-SU_xH
v —

CH-NH, dexapbox (JJHZ-NHZ oxcuoaza  CH,-NH,

éOOH cunaza maypun

Lucmeun-cynopunam — eunomaypun

W3 nucrenHa wim ¢ ero yyacTHeM CUHTE3UPYIOTCS TaypHH, IVII0Ta-
THOH THodTaHoIamMuH, DADC.

AKTHBHAsI cCepHasi KHCJIOTa UCTIONb3YeTCs ISl CHHTE3a Cylb(daru-
JIOB, KUCIIBIX MYKOIIOJIMCAXapUIOB, a TaK)Ke 00€3BPEKUBAHHS TOKCH-
YECKUX BEIIECTB.

O0MeH ¢eHHIAIAHMHA U THPO3UHA

deHunaNaHuH, TUPO3UH — TOMOIMKINYECKHE aMHUHOKHCIIOTHI.
®ennnanannH — HezaMeHUMast AK, TOCKOJIbKY B OpraHu3Me He CHH-
Te3upyeTcsi OEH30JIbHOE KOJIbIO. THPO3WH — YCJIOBHO 3aMEHHMas
AK, Tak Kak sIBISieTCS OKMCIICHHBIM TMPOU3BOTHBIM (eHHIIATaHHHA.
OTH KUCIIOTHI HEOOXOAUMBI JUISI CHHTE3a OelKa U HEKOTOPBIX OHOJIOo-
THYECKU aKTHBHBIX BEIIECTB: TOPMOHBI IIUTOBUIHON YKeJe3bl U MO3-
TOBOTO CJIOS] HAIOYEYHUKOB, KATEXOJIaMHHBI.
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Merabonnueckuii mMyTh (eHUIATaHWHA HAYMHAETCS C TpoLec-
ca THIPOKCHIIMPOBaHMs ¢ oOpa3oBaHMeM THUpO3uHA. Peakumsi kxara-
JM3UPYETCS MOHOOKCHUTEHa30H — (eHHIaIaHUHTHIPOKCHIAa30H.
Kodepmentom storo ¢epmeHnrta sBISIETCS TETPOrHAPOOHONTEPHH
(TT'BII). [nst BOcCTAaHOBIEGHHSI 3TOTO KO(PEPMEHTa HCIOIb3yeTCs
HAJZ1® H,. Oxomno 90 % ¢enunnanannHa npeBpaiaeTcs B THPO3UH, KO-
TOPBII TpaHCaMUHHpPYETCs ¢ 00pa3oBaHHEM N-OKCU(EHUINUPYBATa.
[TapaokcupeHnAnupyBaT OKUCIAETCS 10 TOMOTEHTU3WHOBOM KHCIIO-
Tbl. CXeMa npecTaBIseTCs:

' %0, H,O TIBII  JTBII

AN 4 N

»> s BEE— 7 -
DeHUNaNaHAH — g P TI/[p03I/%"p03Hm_pamawmasa r;apaoKcH(peHnI
(MOT) OH
ur. C
UpyBatT CH.—COOH
n-oKCHpeHUTINpyBaT- 2
JMOKCHIEHa3a. OH

TOMOICHTHU3HHOBAs KUC/IOTA

deHmIaNaHuH, OABEPrasch peakui TPAaHCAMUHUPOBAHMS TIpe-
Bpamaercs B peHuI TUpyBaT:

coon COOH
|

- THz @ 4 oA
CH, ————* |

CH,—CH—COOH | ?  amusorpancepasa (|3H2 CH,
c—0 cC—o '
NH, | CH—NH,
DeHUNATAHUH COOH L |
o KT OOH COOH
DeHUIHpo ITyTaAMUHOBAs
BHHOrpanHas KHCNoTa

KHCNI0Ta

Peakmuu pacmaga TOMOTCHTH3WHOBOW KHCIOTHI 10 (hyMapOBOM
U alleTOYKCYCHOW KUCJIOTBHI.

OH
0, BT «C» 0‘ i
/:’\
" C/é \CH EE— c cH, —_—
CH,—COOH  Foworenmsuar- I C:‘iepca;ﬂOH d Eo—cn,—coon
~ 2 -~
OH (Ior) cooH HoOC
20Mozenmupenosast Maneuenrayemo dymapuenayemo
Kucroma VKCYCHas Kucioma VKCYCHas Kucioma
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TOMOT€HTHU3HHOBAA KUCJIOTA  MaJICHJI-alleTOYKCYCHas K-Ta (byMame-aueToaueTaT

H,0 COOH st
GH + c=0
CH |
i CH ,
COOH I
COOH
(ymapoBast Kuciora alleToyKCyCHast KUCIIOTa

ApoMaTHyecKoe KOJIbLI0O TOMOTEHTU3MHOBOW KHUCIIOTBI U JIpyTue
IIPOM3BOAHBIE OEH30IBHOTO KOJIbIIA PACIICIUISIOTCS JUOKCUTCHA3aAMH,
JUTsl pabOThI KOTOPBIX TpeOyroTcst kodhakTopbl Fe?" mnmm rem (st He-
kotopbix Cu*"), a Takke Butamus C.

KoHneuHsle MpoayKTHl pacnajga TUPO3UHA: (hyMapar 1 aleToanerar
WCTIONB3YIOTCS KIIETKOW Kak MCTOYHUKH 3HepruH, cropas B LITK ¢ 06-
pasoBanneM KoHeuHBIX TiponykToB (H,0, CO,) u sneprun. @ymapar,
KpPOME TOT0, MOXKET HCIIOIb30BaThCsl HA CHHTE3 TIIIOKO3bI (IIFOKOHEO-
TeHE3).

TuposuH okucisieTcst 1moj ACHCTBHEM CHenn(pUUecKOd MOHOOK-
CUIeHa3bl — THPO3MHTHIAPOKCUIA3bI, NPEBPAILAsCh B JHOKCH(EHH-
nanaauH (JO®DA). [lna okucnenns Tupo3nHa Heooxonumer O,, TeTpa-
ruapoduonTepuH, Fe?*. OOHapyxeH 3TOT (epMeHT TOIBKO B HAJIO-
YEYHHUKAX U KaTeXOJIAMUHEPIrHUECKUX HEeHpOHax.

TuposuHruapoKcuinasa — peryasiTOpHbIl (EepMEeHT, KOTOPBI
OIIpeeNsieT CKOPOCTh CHMHTE3a KarexoidaMmuHOB. llocnegnue pery-
JUPYIOT Tpolecchl 0OMEHa BELIECTB M JACATEIBHOCTh CEPICUHO-
COCYIUCTOH CUCTEMBI.

[IpeBpaiienne THpPO3WHA B KAaTEXOJIAMHHBI OCYIIECTBIISETCS
B MO3IOBOM BEIIECTBE HAAIIOYECYHNKOB M HEpBHOH TKaHH. CXxema mpe-
BpalleHUs] THPO3UHA

1T, @F bIT UZO

Tuposun— oo > nuokcupennnananud (JOPA)— >
nupuaokcanspochar O, TI'sI1 AFBII O, H,O
bocd : LA @ M

—» Jlvokcudpennnamut (JJODamun) >

>

JO®A- nexapbokcunasa
JHodamuHruapokcinasa

SAM SAG BHT. «C»

-
HOpaJpeHaMIH ——"» ajipeHauH
TpaHCMETHa3a

B nutoBHIHO# XKene3e TUPO3UH B COCTaBe OeKa TUPEOrIo0yIu-
Ha MOJBEPraeTcsi HOAMPOBAHHIO ¢ 00pa3oBaHUEM HONTUPOHUHOB (TH-
pokcuHa, Tpuiiogruponuna) (T, T,)
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B MenaHonMTax — NUTMEHTHBIX KJIETKaX KOXKH, CETUYaTKH IJ1a3 —
TUPO3UH SBJISIETCS IPEALUIECTBEHHUKOM [TIUTMEHTOB MEJIAaHUHOB.

DEHUIKETOHYpUST — BPOXKJECHHAS 1aTOJIOTUs, IIPU KOTOPOU BbI-
JensieTcss ¢ MOYOH (PeHUIMUPOBUHOTPAIHAS KUCIOTA. YCTaHOBICHO,
YTO HaKalIUBAIOLIMCA (EHUIMUPYBaT HEOOpaTUMO, OCOOEHHO
Yy MIIQJICHLEB, TOBPEXKIAET MO3L, YTO BEJET K YMCTBEHHOMY HEIOPA3-
BUTHIO, @ B HEKOTOPBIX CIIy4asiX, K rudenu pedeHka. PasBuBaercs ata
MaTOJIOTHS MIPU HEOCTATOYHON aKTHBHOCTH HJIU TTOJTHOM OJIOKE CHH-
Te3a GpepmenTa — penmnananud 4-MOI.

ATnKanToHYpHs — BPOXKJEHHAs MaTOJIOTHs, IPHU KOTOPOH ¢ MOYOi
BBIJICJISICTCS] IATMEHT aJIKanToH (00pa3yIoMMiACs 13 TOMOT€HTH3HHO-
BOM KHCIJIOTHI), MPUAAIONIMI MOue TeMHbIH 1BeT. [IpuunHa — Hemo-
CTaTO4Hasl aKTUBHOCTH (PEPMEHTA OKCHa3bl TOMOTEHTU3MHOBOW KHC-
JIOTBL.

AnbOMHHM3M — MOJIEKYIISpHAsl MATOJO0THs, 00YCIIOBICHHAS! HApY-
LICHWEM CHHTE3a MEJaHWHOB (HapylleHHe MUurMeHTauuu). [lpuanna
— OTCYTCTBHE B MEJAHOIMTAX OAHOTO M3 (PEPMEHTOB — THPO3HMHA-
3bl, yYaCTBYIOIIMX B CUHTE3€ MEIIAHUHOB.

Oomen nykneonpomeuooe

Hyxneonporenasl — clI0XKHBIE OEIKHA, COCTOSIINE U3 TPOCTHIX
0enKoB (MPOTaMHUHOB, TUCTOHOB) M IMTPOCTETHUECKHUX TPy — HYKJIe-
nHoBBIX kucnoT (PHK, JIHK). Jlokanu3yrorcs, B OCHOBHOM, B sizpe,
MEHBIIIE B MUTOXOHJPHX, nuToriazmMe. MyHKINSA 1€30KCUPUOOHY-
KJICOTIPOTEUHOB — XpaHEeHHe, epeiada U BOCIIPON3BEICHIE HACITE-
CTBEHHOU MH(pOpMAITUH.

HyxnenHoBbIe KHCIOTBI — BBICOKOMOJIEKYIISIPHBIE OHOITOIUME-
PBL, TIOCTPOEHHBIE W3 MOHOHYKJIIEOTHIOB, COSTMHEHHBIX MEXIY CO-
ooii 3-5" — dochomudrdupHbIMU CBsI3IMH. MOHOMEDPBI [TOCTPOCHBI
0 CIEAYIOIIEH CXeMe:

A30THCTOE OCHOBaHHE % YTIIEBOIHBIM KOMIIOHEHT HOCTAaTOK (GOCcHOPHON KUCIIOTH

ABOTHCTBIC OCHOBAaHHSI MOTYT OBITh TPON3BOAHBIMYU ITypUHA U TTH-
puUMHIMHA. A30THCTbIE OCHOBAaHHUS IYPHUHOBOTO psijia: ajieHuH (A),
ryanuH (I'); mupumuaunoBoro psiaa: ypamwl (Y), Tumus (T), uro-

3uH (L).

147



* N N H N
Dl w T T T
C\N/C\N HN C\N/C\\I o=C_ FH o=c_  cH

H H H H
AJTEHUH I'YAHHMH VPALIATT TUMUH

VYIeBOIHBIM KOMIIOHEHT IIPEJCTABJICH IEHTO3aMu: [-pr0030ii
U Je30KCUPHO0301.

HOH2WH HOH2WH

OH OH OH H

pubo3za d-pubo3a

CoOOTBETCTBEHHO MOHOHYKIICOTH/IbI, UCTIONB3YIOLIHECS] B ONOCHH-
te3e PHK u IHK crnenyioume: AM®, IM®, YM®, MO, TMO.

B cuntes JIHK Brimouarorcs: d AM®, dT'M®, dTMO, dIIM®,
a PHK — AMO®, IM®, YM®, [IM®. AKTUBHBIA CUHTE3 ITyPUHOBBIX
HYKJICOTH]IOB OCYIIECTBIsIeTCs B neyeHu. OHa cHaOXaeT mypuHaMu
HEKOTOpBIC TKAHU, IJIe CHHTE3 UX UJET MEIJICHHO (IPUTPOIUTHI, 10-

TuMop(HOSAEPHbIE neﬁKOHHTLI)

OPOHZ

20
iy

AMD I'MoD

OCHOBHOI TyTh CHHTE3a IyPUHOBBIX HYKIJICOTHIIOB HauKMHa-
ercs ¢ cuHTte3a S-pocpopudosun-1 nupodocdara (PPIID), xoto-
pBIi TOABperaeTcsi aMUIUpOBaHUIO ¢ yuyacthueM ¢epmenta OPIID-
amuaoTpancgepasoil u obpazoBanueM S-pochopudosun-1 - amus.:
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(Py0-HC "

H H

OH OH

B nanpHelneM cuHTE3€ MYyPUHOBOTO KOJIBLIA HCIIONb3YIOTCS Clle-
IOYIOIIUE COEAUHEHUS.

C N N, — acmaprar
C,C, — merennn-popmui-
N npousBojiHbie TT' OK
C N,N, — amuuHbIi a30T TIyTa-
C MHHA
C C 4C N, — mmume
N NH C, — CO,

B mpomecce cuHTe3a oOpasyercs mepBblid Hykieotun WM,
KOTOPBIM IyTeM ONpEAEICHHBIX IOCICAOBATEIIbHBIX PEAKLUUi mpe-
Bpamaercsi B AM® u ['M®. IIpouecc npespawienuss UMO 8 AMOD
n I'M®:

COOH COOH
CH, CH- CH,-COOH
CH-COOH TIT® TaePu NH

NN, M| S AN
9

AneHUIOCYKLIUHAT
CHHTasa N N - pué -()

AJCHUTIOCYKIIMHAT

on on CH-COOH NHy
H - COOH N
AeHWIOCYKUIMHATIINA3A N o N-pu6-®
AM®D
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" ) N ﬂ] v

®-0-cH, [

NM®-perunporenasa N N-pus-@®
KCaHTHJIOBas
H H KHCJIOTa
on  oH NH,
+QO-CH2-CH2-6H—COOH Mg*  AT® AM®+PuPH ¢ w
NH, \ \ /' o
I'M®-cunterasa HN
N N - pus -@)
'Mo

[lypuHOBBIE HYKJICOTHIBI CHHTE3UPYIOTCS «3allacHbIM ITyTEM»
13 a30THCTHIX OCHOBAHWH M HYKIJICO3UIOB. VICIIONB3yIOTCS TakkKe a30-
THCTBIC OCHOBaHUS, 00pa3yIomIrecs B Ipoliecce Karadoan3Ma HyKJe-
WHOBBIX KHCIOT. KaTanu3upyror 3Tu peakuuu (epMEeHTHI:

a) runokcanTuHpochopudoznaTpanchepasa;

0) ryanuadochopudozmTpanchepasa;

B) pexe aneHozuHpochopudozmiTpanchepasa.

Bropoli «3amacHblii IyTb» CHHTE3a HYKJIEOTHUAOB BKIIIO-
gaeT mpouecc (GochHOpHIMPOBaHUS HYKJICO3HIOB C IOMOIIBIO
AT®. Aneno3uH ¢ ygactueMm (pepMeHTa aJeHO3WHKWHA3KI TpeBparia-
ercsi B AM®. Yka3zaHHbIE TyTH PEyTUIN3AINHA HYKJICOTHIOB CHUXKA-
10T 00pa3oBaHue KOHEYHOTO MPOIYKTa pacnaia NoCIeTHHX — Moue-
BOM KHUCIIOTHI.

Perynupyercst cuHTe3 HYKIEOTHIOB ITypHHOBOTO Psijia COOCTBEH-
HO TponykTamu cuHTe3a (AM®, I'M®, UM®) no MexaHu3My OTpH-
LATEIbHOM 00PaTHOM CBSI3U.

MexaHu3M peyTHIN3aluKd CBOOOAHBIX ITyPUHOBBIX OCHOBAaHUH
BBITOJICH, TaK KaKk OTpaHWYHMBaeT cuHTE3 de novo, TpeOyrouuii 3Ha-
YUTETHHBIX YHEPTeTHUECKHX 3aTpat. Kpome Toro, HEKOTOpble KIETKH
(3pUTPOIMTHI, KJIETKH MO3ra) He CIOCOOHBI K CHHTEe3y de novo Iy-
PHHOBBIX HYKJICOTHIOB M MCIOJIB3YIOT TOJBKO MMEIOIIUECS TOTOBBIE
OCHOBaHWUSI.

OK30TeHHbIC (MTUIIEBBIC) HYKJICOMPOTEHIBI TIOBEPTalOTCs Kara-
00JIMYECKHUM MPOIeccaM B KeITyJOUHO-KUIIEUHOM TpakTe. B skemyake
(epMEeHTaTHBHOMY THAPOIN3Y MOJABEpraeTcsi OEJIKoBasi 4acTh CIIeL-
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n¢puueckumu npoteazamu. PHK u JTHK pacmensirorcss B TOHKOM
kuuieynuke crnenquduyeckumu Hykieazamu (PHK-aza, /IHK-aza),
HyKJIeoTHa3aMH  (IIeJI0YHBIMU  (ocdaTazamu), HYKICO3HIa3aMH
KHLIEYHOTO coKa. KoHeuHble MpOgyKThl (pepMEHTATUBHOTO paciie-
IUIeHUs (HYKJICO3HUbl, CBOOOIHBIC a30THUCThIE OCHOBAHMS, TIEHTO3bI,
¢dochopnas kuciora) abcopOupyrorcs sHTepouutamu. [locnennue
MOTYT BKJIIOYaThCsl B MPOLIECC CHUHTE3a IMOJH-, OJIUIO-HYKJICOTHIOB,
100 MOABEPraloTCs JalbHEHIIeMy pa3pyLLeHHIO.

TkaHeBbIe HYKJICONIPOTEUABI OABEPraloTCs pacnaay ¢ y4acTheM
cnerudrueckux 3k30- 1 3H10- JJHK u PHK-a3 10 MoHOHYKII€OTHIOB.
AM®, 'M® c yyactuem pepMeHTa HyKJICOTH1A3bI JIUIIAIOTCS OCTAT-
ka (hocOpPHOI KHCIOTHI, TpeBpaasch B HyKJIeo3uasl. JlanpHeinme
mporecchl Kataboan3Ma BKIIOYAIOT: Ae3aMUHIpoBaHue, hocdoponu-
THUYECKOEe OTIIeIUIeHHe pr0030-1-docdara, MHOrOKpaTHOEe OKHUCIE-
HUE ITyPUHOBOTO Apa 10 MOYECBOI KHCIIOTHI.

KoHeuHbIM NpOAyKTOM Kara0onn3Ma IMYpPHHOBBIX HYKIJICOTHJIOB
B OpraHU3Me YeJIOBeKa SIBISITCS MOYEBast KUCIOTA, KOTOPast BHIBOAUT-
cs ¢ Mouoil. CozreprkaHne MOYEBOM KHCIIOTHI B CBIBOPOTKE KPOBU KO-
nebnercs 0,15-0,47 Mmore/ i B HOpMe, a B cyTouHoi Moue 400-600 mr.
MoueBast Kkuciora — ciadast OpraHudeckas KUcioTa, II0X0 pacTBO-
pumas B miuasme Kposu. lloBermenue ee koHuentpauuu ao 0,47-1,1
MMOJIB/N (THIIEPYPUKEMHs) CIIOCOOCTBYET KpHUCTATU3AlMU ypaToB
B CHHOBHAJILHBIX 000JI0YKaX CYCTaBOB, CBSA3KAX, & TAK)KE B MOYCUHOM
JIOXaHKe.

[Tpr4nHBI TOBBIIEHUS] KOHLIEHTPALUU MOYEBOH KUCIIOTHI B KPOBU
U pa3BUTHS COOTBETCTBEHHO Nozarpsl 1 Cunapoma Jlema-Huxana:

a) NOBBIIICHUE aKTUBHOCTH (PePMEHTa KCAHTHHOKCUAA3HI;

0) HECOCTOSTENBHOCTh MPOLECCOB PEYTHIIM3ALMH, CBSI3aHHOU
C MaJioll aKTUBHOCTBIO HJIM TIOJIHBIM OTCYTCTBHEM (hepMEeHTa THIIO-
KCaHTHH-TyaHUH-(pocdopudozunrpanchepasbl.

Huskast akTHBHOCTH (DEpPMEHTOB «3allacHbIX MyTei» cHHTE3a Iy-
PUHOBBIX HYKJICOTHAOB MPUBOIMT K BHICOKOW aKTHBHOCTH (pepMEHTa
— amupodochopudozunTpancepasbl, KaTaTu3UpyoLe odpa3zosa-
nue gocpopudo-3undochoamuna. [locnequuii qaetT HaYaIO CHHTERY
de novo HyKJICOTHIIOB, IPH pacmage KOTOPhIX oOpasyercsi ModeBas
KHCJIOTA U ee KOHLEHTpauus cranoButcs 6omnee 1,1 Mmoinb/i1. 910 cro-
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Ilpoyecc kamaobonuzma AM®D

N, P NH, H:0  NH
N 7 . N/,

HYKJIEOTH1a3a aZIeHO3UH
JIe3aMHHa3a
H-0@) H,-OH
H H
CH,-OH
AM®D H OH
OH  OH aneHo3UuH
[e) (¢}
| Pu  Pub6-1-¢oc Hz()\ O, H,O,
HYKJIEO3H KCaHTUAHOKCHIa3a
¢docdopunaza (DAL, Fe, Mo)
N CH,OH N
H
THITOKCAHTHH
HMHO3UH
OH H
o)
\ H,O 02 H202
H x \ /
O/ KCaHTHHOKCH/1a3a o/
W NH (AL, Fe, Mo)
KCaHTHH MoOuYeBasi KMCJIoTa

coOcTBYeT 00pa30BaHMIO KPUCTAIIIOB MOYEBON KHCIIOTHI U €€ Colel
B 00J1aCTH CYCTaBOB U BHYTPEHHUX OPraHOB C 3aMeIJICHHBIM KPOBO-
TOKOM. YKa3aHHbIC CHMIITOMBI XapaKTepHbI 4715 moparpsl. OTcyTCcTBHE
(epMeHTa TUMOKCAaHTUH-TyaHHH-QochopudosunTpancdepassl (Mo-
JIeKyJIsipHas IAaTOJIOTHs1) BEACT y AeTell K pa3BUTHIO 3a00JIeBaHUS —
cuapoma Jlema-Huxana. 3aboneBanue MposBISETCS] HAapyIIEHHEM
HEBPOJIOTHYECKOTO M MICHUXMYECKOTO cTaryca. Y JeTel HapyllaeTcs
KOOpAMHAIMS ABHKCHUH, IOSBISETCS arPECCUBHOCTD, YAaCTO HaIpaB-
JICHHAsI TPOTUB ceOsl.
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Jleyenune nmogarpsl OCHOBaHO Ha OTPAHMUYCHHUHU B MUILEBOM PaLlio-
HE MPOAYKTOB, COJACPIKAIIMX MHOTO ITyPUHOBBIX HYKJICOTHIIOB (MSICO
U MSICHBIE TTPOAYKTHI), yIOTPEOIICHUH IETOYHBIX TUTHEBBIX BOJ U CO-
JIeH TUTHSI, TAIOMIUX PACTBOPUMBIE COJIM MOYEBOM KHCIIOTHI, Ha3Have-
HUH JIEKAPCTBEHHOTO MpernapaTa ajloypruHOJIa, CXOAHOTO MO CTPYK-
Type ¢ THIoKcaHTHHOM. [loj JelicTBMEeM KCaHTHHOKCHIA3bl ajlIoNy-
PHHOJ B OpraHu3Me MpeBpalaeTcsl B aJUIOKCAHTHH, WHTMOUPYION I
(epMeHT KCaHTMHOKCHIA3y. PekomeHayeTcsi Ha3HayaTh U TOPMOHBI
(xoptH3oi, xkoptu3oH, AKTI), cnocoOcTByoIME BBIICICHUIO MOYe-
BOM KHCJIOTBI C MOYOH.

CuHTEe3 NHPUMUANHOBBIX HYKJICOTHOB OTIINYAETCSI TEM, YTO HJET
B ocHOBHOM de novo. Jlokanu3zyeTcs mporecc B UTOIMIa3Me U 3aBep-
mraercsi 00pa3oBaHHEM OpoTaTa, Ha KOTOPBIN hepMEeHTOM opoTardoc-
¢dopudozunTpancdepassl nepeHocutcst GPIID. O6pazyercs HyKiI€0-
THUJI C NANbHEHIINM JeKapOOKCHIMPOBAaHUEM U JaJIbHEHITHNM 00pa3o-
BaHueM YMO.

Ilymoy cunmesza YM®

NH, CH,COOH b
Py H
2ATQ JAID 4 L + cmcoon =24,
NH;+CO, > I KapGamonn
Kap6amonn 0/ \ H, docar-
. bocdarcun- o~® acraprat TpaHchepasa
Tetasa II KapGomaun
COOH docpar It
C
NH, ¢H, H,0 RN HAL __ HAJH,

- | HN CH,

l Jerumnpo- { Juruapooporar

/ C\ H-COOH oporasa c 00 ﬂemnporeﬂasa
/ ¥

o 3 o/ N

H nmeruapoopotat

Kap6amoun
acriaprar
I o ?
o ! co: '
VRN OPII®  PuPu AN AN
HN  CH Z HN HN ”
| ” opomam | || OM® - oexap- |
0//C\ /C_COOH pocopubo- 0// N / GOOH 5 cunasa O// N /
N sumpancpepasa N\ N\
pub -@ puob -
opomam opomuodun -5- pocham YpuouH -5- pocpam
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YMO® nop neidcTBUEM COOTBETCTBYIOIIMX KHUHA3 IIPEBPALLACTCS
B YI® — VTO.

Cunre3 LI T® ocymectBisiercs ¢ yuactueM pepmenta LITD cun-
TeTa3bl, KOTOpbIA mpeBpamaer Y TP ¢ MCnoab30BaHUEM aMHIHOU
Ipynmnsl DyTaMuHa U dHepruu ATO.

i AT® i1y J® 4Pu
VTp—a—>a Pl /‘A il [T®

LT® cunrerasa

Boccranosnenne Bcex HYKJICOTHIOB KaTaJlM3UpPyeT PUOOHYKIIEO-
THUJI PEIyKTa3HbIH KOMIUIEKC, BKIIOYAIOLINM TPH OeJIKa: THOPEIOKCHH,
THOPEIOKCHHPEYKTa3a, pHOOHYKJICOTHAPEYKTA3a.

TuopenokcuH — TepMOCTaOMIIBHBIM OEJIOK, copepsKalluil JBe
cBoboxanble SH (cynbdruapunbheie) rpynmnsl. OH JETKO NMEPEXOAUT
B OKHCICHHYIO S-S ¢dopmy. Boccranasnmusaer stor Oenox DA/I-
cozepKaluil pepMeHT — THOPEIOKCHHPEIyKTa3a, TpeOyomuii Ha-
naus BocctanoBiennoro HAJI® H(H™)

HAJIOH*(HY) HAJI®

1). Tuopenoxcun S, THOpeAOKCHHPEAyKa3a  ~ Tuopemokcun (SH),
T, S, T> (SH),
¢ 1
HN HN
2) o N CH, 0@ TZ(SIiIZ)Z T/zﬂsz }‘I}O o N cH,0-®
PUOOHYKIIEOTHIpeTyKTa3a
H H H H
o T L by d-YM®

st cuaTe3a TM® HeoOX0aMMO METHIMPOBAHHOE TIPOU3BOIHOC
ypaiuia — TUMHUH. B kietkax umeercst (PepMEHT TUMUAUIIATCHHTE-
Taza, KaTaJM3UPYIOUINI METHIIMPOBaHNE HECBOOOIHOTO ypanuia, a d
YM®. JIoHOpOM METHIILHOM IPYIIIbI B 3TOW PEAKIIMU SBIISIETCA METH-
JICHITPOU3BOIHOE TeTparuapodonrueBoit kuciaotsl (T DK).

KittoueBpiMEu epmMeHTaMK CHHTE3a THPUMHUINHOBBIX HYKJICOTH-
TIOB SIBIISTIOTCST KapOamomndocdarcuaTerasa Il u acmaprarrpanckap-
Oamomnaza. Perymsamus stux epMeHTOB ocymecTBisgercs: | — WH-
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ruoupyercst YT u aktuBupyercs OPIIOD, 2 — unrudupyercs L[TO,
HO akTtuBupyercst ATO.

o
|

i N *N"merunen FHy(nurumpo-  av cH,
| FH, —7 ¢onar)
o
ct,0-® o’
N CH,0-@®
TUMMIWIATCUHTETa3a
A-YM®D
HAI® HH' HAJI®
H H
H OH  JIT®K d-TM®
&-YM® > TI'oK oo

tonarpenykraza

Opomamayudypus — HACIEICTBEHHAS MATOJIOTHS, TIPHU KOTOPOH
obHapyxuBaercs aedekt oporar OPIID-rpancdepassl, mpu 3TOM Ha-
pyiaercs nmporecc npespaiieHus oporata B YMO®. VY Takux 00IbHBIX
¢ Mo4oM BbIeNsieTcs A0 1,5 © oporara U pa3BUBaeTCs HEJOCTATOY-
HOCTh MMPUMHIUHOBBIX HYKJIEOTHIOB.

[IupuMuIUHOBEIE a30THUCTBIE OCHOBAaHWS MOTYT TpeBpallaTh-
Cs B HYKJICOTHIBI «3allaCHBIMU IyTIMH». DEepMeHTHI, y4acTBYIO-
I|e B 3TOM TIporecce: MUPUMUIUH-Pochopudo3miITpancdepasa
Y yPUAUH-TIUTHIMHKAHA3A.

B opranmsme NHUpPUMHIMHOBBIE HYKJIEOTHIBI pa3pylIaroTCs
JI0 TIPOCTEUIIINX COeTMHEHHIA: MOYEBHHY, YIIEKUCIBIN Ta3, B-aJaHuH
WK J-aMHUHOM300yTHPAT, IEHTO3bI, HEOpraHudecKuil ocdop.

Cxema npejcraBlieHa:

NH,
(¢}
N Puo-1 HAL®
HOH s \ o0 N0y x
Lutann aesa- YPUIHH- e >
MUHa3a Gocdopu- paypauut
naza r
|
Lutiaun  pub ypuau ]l;m() ypauun H
O
H,O
COOH MOYEBHHA
P ZOOH
H,O \ \ N5 /VCOZ |
H H, NH, CH, X~ o ZH
JUrHAPO- CH,
MUPHUMHIHK- 1 \ "H
C CH, Hasa N A T
7 : S S NH,
IeTHIpay- g KapGaMommIpo- H B- wnanmH

pauui NHNOHOBAaA KHCIIOTa
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[pu xarabonmmzme TM® — KoHEUHbIE MPOAYKTHI: aMMHAK (MOYEBH-
Ha), CO,, B-aMmrHON300yTHpAT, IEHTO3kI, 0CTaTOK (hocdopa. Bee coemu-
HEHUs, 00pa3yroImecs B Iporecce karabommu3Ma pacTBOPUMBI B BOIE.
[-amaHuH HaXOAWTCS B CBOOOJHOM COCTOSHMU B KPOBH M TKaHSX, & MO-
JKET BKJIIOYAThCS B COCTAB MBIIIECUHBIX MTENTUAO0B KAPHO3WHA U aHCEPH-
Ha. bakrepuanpHble KIETKH MCHONB3YIOT P-allaHMH Ha CUHTE3 MaHTO-
TEHOBOW KHCIOTHI, BXozsiei B coctaB HS-KoA. B-amunonzoOyTtupar
MOYET BBIIEIATECS ¢ MOYOM, HO MOYKET MPEBPAIIATHECSA B METHIMAIIO-
ani Ko-A, a 3atrem B cykuunami-KoA — B LITK cropaer.

Kpome Toro, B-amaHuH MOKET BKJIIOYAThCS B MPOLIECC TPaHCAMU-
HUPOBAHUS ¢ MUPOBUHOIPAJHON KHCIOTON, IPEBPAIASICH B O-aJITaHUH
1 hopMUIIATIETAT.

H, -NH, H; H; HO
H, + G=0 B H-NH, -+ H,
OOH OOH TpaHcdepaza OOH OOH
B-anaHuH IBK OL-aJIaHuH thopmun
arerarat

O-aJlaHWH BKJIFOYACTCS B CMHTE3 Oelika, a (hopMHUIIaleTaT MoJBEp-
raercsi OKHCIHMTEILHOMY JIEKapOOKCHIMPOBAHUIO C 00pa3oBaHUEM
CO, u anetni-KoA.

Oomen zemonpomeuoos

I'emonporenabl — cIOXHBIE OCIIKH, KOTOPBIE COCTOAT U3 IPO-
CTOTO Oeika M HeOETIKOBOIO KOMIIOHEHTA (IIPOCTETUYECKON TPYIIIBI),
MPEJICTaBIEHHOU reMOM.

K remonporenaM OTHOCSTCS TeMOTTIOOUH, MUOTJTIOOHH, IIUTOXPO-
MBI, KaTanasa, nepokcujasa. | eMoroOMH 1 MHUOITIOOUH BBITOJIHSIOT
IpIxatenbHyo QyHKuo (Tpancnoptupytor O, u CO,), TUTOXPOMBI
— o0ecIieuuBaroT TPAHCIOPT JIEKTPOHOB B IbIXAaTEIbHOM Lenu, Ka-
Tanasza v MepoKcHaa3a 3alluarT KIeTKy oT u3obitka H,0,.

CuHTe3 reMoro0MHa MPOUCXOIUT BO BCEX KIIETKaX, HO Hanbosee
AKTHBHO OH WJET B IEYEHH U KPaCHOM KOCTHOM MO3Te.

Jns mpouecca CMHTE3a reMOrNIo0MHa He0OXOIUMbI aMUHOKHCIIO-
ThI, 0OCCIICUNBAIONINE CUHTE3 OenKa (III00MHA), JIUIsl CHHTE3a IPOCTe-
TUYECKOM Tpyninbl — remMa — cyKuuHwI Ko A, IMUMH U HOHU3UPO-
BaHHOE KeJe30.

B opranusme uenoseka copepxkurcs 4,5-5,0 r xenesa. OHO 110-
CTyMaeT YK30TeHHO U dHIoreHHo. CoepkaHue Kele3a B OpraHu3Me
perynupyercs IJIaBHBIM 00pa30M HHTCHCUBHOCTBIO BCACHIBAHUS B KU~
LIEYHUKE, MOCTYMAIOMIEro ¢ nuuiel xene3a. OOBIMHO BCachIBACTCS
He 6omee 10% xenesa mumu. JKene3o, 0cBOOOXKIarOMIEeCs MPH T10-
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CTOSIHHOM pacrajie 3pUTPOLUTOB (25MI B CYTKH), MOXKET TIOBTOPHO
HCTIOJIb30BATHCS U1l CHHTE3a TeMOTIIO0HHA.

Xene3o B KHUILIEUHMKE BCACBIBACTCS B BHJE HEOPraHHUYECKOTO
JIBYXBaJICHTHOTO MOHA, HO TIPEXKJIC OHO OCBOOOKIAETCS U3 OpTaHHye-
CKHUX COJIeH MUY B IPUCYTCTBUH aCKOPOMHOBOW KHCIOTHI (BUTAMHUHA
C), KoTOpas SIBISICTCS OKCHJIA301 ¥ CIIOCOOCTBYET MpeBpamiennto Fe*
u Fe?". B aHTepoInTe jKele30 CBI3bIBACTCS C OSITKOM arno-heppuTHHOM
n oOpaszyercsi cTaOMIBHBIA KOMIUIEKC — (EPPUTHH, SIBIISIOIIUICS
JIeTio JKene3a B opraHusMe. JKene3o mocrymaer B KpoBb, rae ¢ep-
MeHT (DeppoOKcHIa3a OKUCISET €ro, KeJe30 CBA3BIBACTCS ¢ OEITKOM
B-rnoOynuHOBON (Ppakiuu — TpaHCHEPPUHOM U TPAHCIIOPTUPYETCS
B I1€YECHb, I7I€ CBSI3BIBACTCS € al0()EPPUTUHOM U ACTIOHUPYETCSI B BUAE
(depputuna. XKenezo peppurrHa B 1aabHEHIIIEM MOKET ObITh HCIIOJb-
30BaHo B kietkax POC s npouecca OMocuHTE3a rema.

@DeppuTHH — 3TO BBICOKOMOJIEKYJISIPHBII  BOIOPACTBOPHMBIH
0eloK, B KOTOPOM COnIep:KaHue >Keyie3a cocTamisier oT 17 mo 23%
(B cpemrem 20 %). OH cocpenoTOYCH, IIaBHBIM 00pa3oM, B CEIe3CH-
K€, KPaCHOM KOCTHOM MO3T€e, IEYECHH, BBIIOIHSAS POJIb JICHO JKejle3a
B opranusme. JKeneso B (heppUTHHE HAXOAUTCS B OKUCICHHOW (hopme
B COCTaBE HEOPraHUUECKOTO JKeJIe30COIePKAIETO COSANHEHHUS, TIPH-
YeM, LeNY HEOPraHHYECKOro MOIMMepa HaXOAATCS MEXIY MeNTHI-
HBbIMH LICIISIMHU OCJIKOBOH YacTu (anodeppurrHa).

I'emocunepun 00pazyeTcsi py HEKOTOPBIX 3a00IeBaHUAX (HApu-
Mep, reMoxpomarose). M30bITOK Kene3a OTKIIAAbIBACTCS] B KIIETKAX
cucTeMbl MakpogaroB (B pPETHKYIODHIOTEIMONUTAX IEUYECHH U Ce-
JIe3eHKH) B BUJE TEMOCHACPHHA, KOTOPBI B OTIHYHE OT (eppUTHHA
SIBJISIETCS. BOZOHEPACTBOPHMBIM XKEJIE30COACPIKALIMM OCIKOBBIM KOM-
IIJIEKCOM U B CBOEH CTPYKTYpe COAEPKHUT 25 % HYKICOTHUIOB U yIJie-
BOJIOB.

Cunmes zema

CuHTe3 reMa HaYMHAETCS B a3POOHBIX YCIOBUSX (B MUTOXOHAPH-
ax). [Ipoucxogut konaeHcanusa cykiuana Ko A u mumuaa ¢ oOpa-
30BaHUEM G-aMHUHOJIEBYIMHOBOM kucinoThl (6-AJIK). Karanusupyer
JaHHYIO peakuuio (GepMeHT G-aMUHOJIEBYJIMHAT CHHTETa3a, Kodep-
MeHT nupuaokcainbpocdar (akTuBHas QGopma BUTaMHHA Bg). DTO
KItoueBOM QepMeHT cuHTe3a rema. OH aJuIoCTepUUECKUil, oTpUla-

TENLHBIM (P PEKTOPOM SIBIISIETCS TeM. AKTUBUPYETCS C Y4acTHEM CTe-
POHIOB U TIpemapaTaMu 0apOUTYPOBON KHCIIOTHI.
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G-aMHHOJICBYJIMHOBAsE KUCJIOTa IMOCTYyIAaeT B IMTOILIA3MYy, TIIe
MIPOUCXOAUT KOHJEHCaIusl NByX mojekyn o-AJIK ¢ obGpazoBanuem
nopdodunuHorena. Karaausupyer AaHHyr peakiuio (EepMEHT —

nopGOOHIMHOTEHCUHTETA3a.

OOH NH, HS KgA C/Qz
H, OOH ©- aMHHOJIEBYIHHAT c -AJIK cunTeTaza
=0 CHHTeTa3a (nexapborcuanpyro
S KoA DIIHH i mas)
Cykuunun KoA NH, OOH
oL aMUHO-[3-KeTo
aJITTMHOBAST KHCIIOTA
OOH
OOH OOH OOH g\}_’lz
H, Hs H, GH:
— CHy + H, B - g}[
= = mophoOuITHHO-
H, H, reH CUHTeTa3a HZ\NH -
H, H, NH,
o - AJIK o- AJIK nopdoOuIHHOreH

4 nopdobuaMHOreH

VIII" cunTasa
VIII" kocuHTa3a NH;
yponopdphipunoren (YIII) 111

YIII' nexap6oxk-
cunasa CO,
konpornoppupunoren I (KIII)

KIII" nexapbox- o

cunasa 2CO,
S 4H

4

nporonopupunoren IX (I

[T okcupaza Na

6H"
npoTofopbupuH IX
reM CHHTeTa3a el

(tbeppoxenarasa)

T'em
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Esxecytouno moxBepraercsi pacraay okoio 1% 3pHUTpOLHUTOB
1 BBIJENAETCS 7,5 T TeMOIIO0OMHA B KJIETKAaX PETUKYI0IHIOTENNATh-
HO¥ cUCTeMBbI (KpacHBIM KOCTHBIA MO3T, celie3eHka, kieTku Kymndepa
B IICUCHM).

I'eMorIOOHMH OKHCISAETCS B PUCYTCTBUH (DepMEHTA FreMOKCUTCHA3bI.
B a’pobuBIX ycrmoBmsx B MUKpocoMax ¢ yuactaeM HAJID-muroxpom
C pemykTazHOH cuctembl U P,5. B pesynmbrare peakiuu MpoOHCXOIUT
pa3phIB 0-MEeTUHOTO MocTUka MeXy [ u II mupposibHBIMU KOJbIIAMH,
Beigessiercst CO u oOpasyeTcst BepAOIIOOHH (XONErTo0MH) — MUTMEHT
3€JICHOTO I[BeTa. BepaornoOnH CIIOHTaHHO pacramaeTcs Ha OeloK —
JIOOWH, JKelne30 W OWIUBEpAWH. BWIMBEpIWH BOCCTAaHABIMBACTCS
B nipucyTcTBuH HAJI® 3aBricuMoit OMTMBepAMHPETYKTa3hl H 00pasyeT-
Csl HeNpsIMOU OMITMPYOUH (OCHOBHOM JKESITYHBIN IMUTMEHT y YEI0OBCKA).
CH,
Il

CH, Q, CO,
Il CH;  CH
CHj H
T'emooxcurenasa (HAJID) —
X ¢ penykTasHast cucTema P on
450 (OT) CH—‘ ~ c 1
CH— H Cl; N CH,
Hs XN CH: v \1/
3 : N Fet
Bl N ) CHCH,
H, | NN/ CH=Cy [ = = CH
| HC—~ = _CH CH,
CH, \ I
| N COOH —
COOH rio6uH N CH,
CH; CH; T'eM B cocTase IH
T'em B cocTaBe CH, BEPAOrI06HHA ? 2
TeMOTJI00HHA [ COOH
COOH
COOH COOH
CH, H, H, CH.

Fe? Fio6un I lé 1 o, HANID
H

CH; CH, CH:  CH; CH

i :Vi CH CH 5
Cron- -
Gunupy6un -
TaHHO c oH c pedykmasa
—— CH ¥
A OH

COOH COOH
ﬁH %:H_» %:Hv le{z
CH
CH CH > CH CH,  CH; CH,___CH
X~ — CH CH,- Cl
HY X X OH
H H
SuIHpySuH
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O6pazoBaBIuuniics B KJIETKax CUCTEMbI MakpodaroB OUIMpyOHH
BBIJICJISIETCS] B KPOBb, IJIe COCIMHSCTCS € aJIbOYMHHOM U TPaHCIIOP-
TUPYETCsl K TeNaTouuTy. DT0 CBOOOAHBIN OMINpPYyOHMH-TeMHUYECKUH,
nperenarnyeckuii, HEKOHbIOTUPOBAHHBIH, OH T'HAPOPOOHBIHA, BbI-
COKOTOKCHYHBIH, HEMPSIMON — J1aeT HENpsIMyI0 PEaKIHio C AHa30-
peaxtrBoM Dpnuxa. OH XOPOILO pacTBOPSIETCs B JIMIUAAX, TPOHUKA-
eT 4epe3 remMaro-sHIedaInyecKuil 6apbep U KJIETOUYHbIe MEMOpaHbI,
HO He (pUIBTPYyeTCs B MOYESUHBIX KITyOOUKax.

Peaxnuu, obecnieunBaroniye 00e3BpeKUBaHue OUITUPYOHHA!

1. 3axBar OMIMpPyOMHA TENaTOLUTOM.

2. Tpancnopt B Mmukpocomsl (D11C).

3. Konstoramus ¢ Y/®-mmokypoHOBOI KHUCIOTOM.

4. DKcKpeuus U3 rernarouuTa B KeTUHbIE KaluIIIpHL.

Ob6e3BpexxuBanne OunupyOMHAa MPOMCXOOUT B TENaTOLUTAX.
CBOOO/IHBIN OWIMPYOHH OTIIEIUIAETCS OT albOyMHHA, 3aXBaThIBACT-
Cs TeMaTOLUTOM, B IIUTOILIa3ME CBSI3BIBACTCS C TPAHCIIOPTHBIMU OeJI-
KaM¥ JIMTaHMHAMH U JOCTABISETCS B MUKPOCOMBI, T/I€ TPOUCXOIUT
ero koHbtoranus ¢ Y/1® rimokypoHOBOI KUCIOTOM (OTHON Wi ABYMS
Monekynamu). Karanusupyer nannyro peaknuio ¢pepment YD miro-
KypOHWI TpaHcdepasa.

2 VI®I'K 210
OnmpyouH 6Py OUH-TUTITIOKY POHUT
(HEepacTBOpHUMSBIi B BOzE) JD- Tmo- (pacTBOpPHMEIH E BOZE)

KypOHWI TpaHce-
pasa

BunupyOrH-TUTITIOKYpOHUT — 9TO KOHBIOTUPOBAHHBIA OWIIH-
pyOMH, MpsMOM (HAIOMIMH TPSIMYIO PEaKIHI0 C JUa30peakTHBOM
Opinxa), CBA3aHHBIM, TeaTUYeCKui, OH rUAPO(GUILHBINA, HETOKCHY-
HEI, MOPOroBOe BEIIECTBO (MOPOr — 15 MKMOJIBb/JT).

[psmoii OMIMpyOUH BHIBOAMTCSI BMECTE C KEIYbI0 B TOHKUH KH-
LIEYHHK, T7I€ OT HEeTO OTIIEIUIAETCS IIIOKYpOHOBAs KHUCJIOTa (KaTaju-
3UpYeT peakuuio GepMeHT — [} — IIIOKYpPOHH1a3a), U MIPOUCXOTUT
€ro BOCCTaHOBIICHHE C MTOCIIEI0BATEILHBIM 00pa30BaHUEM ME300HITH-
pyOuHa 1 Me300mIMHOreHa (ypoOurHoreHa). HesnaunresbHast 4acTh
ypOOMIIMHOTE€HA BCACKIBACTCSI B KPOBb U IO CUCTEME BOPOTHOM BEHBI
C TOKOM KPOBH 3aHOCHUTCS B TI€YEHb, I7I€ OKUCIIAETCS JO MOHO- U M-
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nuposutoB. OCHOBHAsI YacThb YpPOOWJIMHOTEHA MOCTYMAET B TOJCTHIH
KHIIEYHUK, TJI€ BOCCTAHABIMBAETCSA 1O CTEPKOOMIMHOTEHA C yd4a-
cTieM (hepMEeHTOB MUKPO]IOPHI, BHIACISIETCS ¢ KaJOM U Ha BO3IyXe
OKHCIISIETCS IO CTEPKOOMIMHA (C KaJIOM B CYTKH BbiensieTcs ot 280
10 300 Mr), 9acTh CTEPKOOMIIMHOTEHA BCACHIBACTCSl B HUKHEM OTIe-
JIe TPSMOM KHUIIKU U TI0 CHCTEME TeMOPPOUIALHBIX BEH IMOMAIacT
B ITOYKH ¥ BBIAEIACTCS ¢ MOYOH (1-4 MT" B CYTKH).

B kpoBu conepxurcst o0muit ounupyoun — 1,7-20,5 MKkMob/ 1,
Ha JIONI0 HenpsaMoro nipuxoantest 75 % — 1,7-17,1 mxmons/m, a 25 %
Ha jioi1to nipsimoro — 0,86-4,3 MKMOJIB/J1.

C kanom B cyTku Boiensercs oT 280 1o 300 Mr crepkoOUIMHOTEe-
Ha, a ¢ MOYOH 1-4 MT B CYTKH.

Kearyxu — 3TO CHUMOTOMOKOMJIEKC 3a00JIeBaHNM, KOTOPBIA Xa-
pakTepu3yeTcs MOBBIIIEHHOW KOHIIEHTpanueld OWInpyOWHa B CBHIBO-
POTKE KPOBH — THNEPOMIINPYOMHEMHUEH U TOSIBIICHUEM KEITYXH.

[l'unepOunpyOrHEMUS MOYKET TIOSBISATHCS B PE3YIIBTATE YBEINYE-
HUS KOHIIEHTpaIyuy OnanpyOnHa BCIIeICTBUE YCHIEHHON €T0 MPOIyK-
1uu (TIOBBIIIEHHOTO TEMOJIH3a SPUTPOIUTOB), HAPYIICHHS (PYHKIINO-
HaJBHOHN CITOCOOHOCTH MEYEHN U HAPYIIEHHS OTTOKA YKETIH T10 YKeITd-
HBIM KaIlWJUISPaM.

[To ximaccudukarym bitorepa kenTyxu neisTcs Ha:

1. HaamedeHounsle (reMOJIUTHYECKHUE).

2. IleyeHouHbIe (TAPEHXUMUTO3HBIE, TEIIATOICIUTIOISIPHEIE).

A. IPEeMHUKpPOCOMAJbHEIE;

b. MuxpocomanbHble;

B. moctMukpocomanbHble.

3. TloameueHounsle (MEXaHUUIECKHE, OOTYPAIIOHHEIC).

emonuTHYecKue KENTyxXW pa3BUBAIOTCS B PE3yJbTare ITOBBI-
IICHHOTO T'eMOJIN3a SPUTPOLUUTOB. [IpUUHMHBI pa3BUTHS MOTYT OBITh
BpOXKJICHHBIC (()EPMEHTONATHH, CBS3aHHbIC C JAE(PEKTOM (EPMEHTOB
TTI0K030-6-ocdar " u hepMEHTOB IITHKOIN3a, TEMOTIIOOMHOTIATHH
(TeMOTTIOOMHO3bI, TallACCEMHH, CEPIIOBUIHO-KICTOYHAS aHEeMUsi),
(HapylIeHHsT B CTPYKTYpe MeMOpaH 3PUTPOLMTOB) M MPHOOpETEH-
HbIC, PA3BUBAIOTCS MPU JCHCTBUM TE€MOJIMTHUCCKUX SJI0B (HUTPUTHI,
nH(pEKINN), TTPH UCTIOIB30BAHUN HEKOTOPBIX JIEKAPCTBEHHBIX IIpe-
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MapaToB, CHMKAIOUIMX PE3UCTEHTHOCTh 3PUTPOLUTOB, MPH OOJIE3HH
Annucona-bupmepa.

Cpenu reMOJMTUYECKHUX SKeNTYX BBIICISIOT (PU3HOIOTHYECKYIO
JKENTYXy HOBOPOXK/IEHHBIX — OHA YaIlle BCETo CBA3aHa CO CMEHOM (e-
tanbHoro remornoonna (HbF) na remorno6un B3pocioro HBA, MeHb-
el pe3MCTEeHTHOCTRIO DPUTPONIHTOB, coxepxkammx HbF; HecoBme-
CTHMOCTBIO 10 pe3yc-(PaKkTopy U OCHOBHBIM arriOTHHOTEHAM; HE/I0-
cTaTouHbIM 0OpazoBanueM Y/ID-rmokypoHunTpancepasbl, CHIKE-
HUEeM 0aKTepHaTbHOW JAerpajaliiy Ha YpOBHE KulieuHuka. [Tpoxomut
OHA K KOHILY 2-OH HeJIeNIN MOCIIe POXKICHHS.

[Ipu reMoOUTHYIECKOM JKENTyXe HAOIIOMACTCs THTIEPOUITHPYOHE-
MU 3a cueT (paKkLuu HempsiMoro, cBoOoAHOTO. B pesynbrare ycuieH-
HOTO TeMOJIN3a 3PUTPOLUTOB 00pa3yeTcss OOJbIIOE ero KOJIMYECTBO,
OH JIOCTaBISIETCS K TENarolUTaM B TIOBBIIIEHHOM KOJIUYECTBE, TJIE
MIPOMCXOJHUT €ro 00e3BpeKMBAaHUE M 00pa30BaHUE MPSIMOTO OMInpy-
6una. OHAKO HE BeCh OMIMPYOMH yCTieBaeT KOHBIOTHUPOBATH U TIOBBI-
hr1aeTcs cofepkaHue HEMpsIMOro OUITUPYOHHA B KPOBH).

— HaOmomaeTcss HapymieHue Mopdoyiorun  neprudepruaecKon
KPOBU — MOTYT OBITh OOHApYKEHbI B HEW MOJIOAbIE (POPMBI SPUTPO-
LIUTOB, CJIEAOBATEIbHO, TIOHIKAETCSl KOHIIEHTPALMSI TeMOITIO0HHA.

[Tedenounast mpeMuKpocomMabHas KeNTyxa CBsI3aHa C HapyIIeHH-
€M IPOHUIAEMOCTH TeTaTOIMTA JJIsi HEMpsIMOTo OMIMpyOrHa (Hapy-
IIaeTCs 3aXBaT OMIMPYOHHA TEMaTOIUTOM ) HIIH €T0 CBSI3BIBAHUE C JTU-
ranuHamu. B pesynprare ormeyaercsi runepOnnpyOnHeMus 3a cueT
¢pakunyu HenpsiMoro OmnupyonHa. OJHAKO MOHMKAETCS] IKCKpeUus
MMUTMEHTOB (CTEPKOOMIIMHOTEHA) ¢ MOYOH M KaJloM, TaK Kak B rerna-
TOLUTE HE MIPOMCXOIUT KOHbIoranus OnnnpyOuHa.

Bonesnsr Kpurnepa Haitsipa — sBisierca naubosee pacrpocrtpa-
HEHHOU (POPMOil IPOSIBIICHUS TIEUEHOYHOH MUKPOCOMAJILHOM JKENTY-
xH. OTO TsDKeasi BpOKICHHAs KEITyXa, KOTopasi CBs3aHa C MOJIHbIM
orcytcTBueM Qepmenta Y D-rrokypoHunTpancdepassl. OHa HOCHT
ceMelHbIi xapakrep. KimHnueckue nposiBIeHUsI COCTOSIT B PE3KO BbI-
PAKEHHOM JKENTYXe C TSHKEITBIMH HEBPOJIOTHICCKHUMHU HAPYIICHUSIMHU
— cynopor, napainu4u. J[etu oTcTaioT B CBoeM (PU3NIECKOM U TICH-
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XMYECKOM Pa3BUTHH U OBICTPO MOrudarot. B pesynsrare HapylieHHs
KOHBIOTAINK OMIHpyOrHAa HAOII0MaeTCs pe3Koe TTOBBIIICHUE KOHIICH-
Tpauuu obmiero OmMpyOuHa 3a cyeT Gpakiuy HENpPsSIMOTO.

[MocTMHEKpOCOMabHAS MTEYEHOYHAS JKENTYyXa:

Pasnuuaror BpoKICHHYIO U IPUOOPETEHHYIO (OPMBI.

Bpoxnennas — cunapom Potopa (XpoHuueckasi ceMeiHas Here-
MOJIUTHYECKAsI )KeNTyXa) u 0one3np Jlyonna — J[»oHCOHAa — XpOHU-
yeckasi uauonaruyeckas xkenrtyxa. [Ipenmnonararor, yTo OHU CBSI3aHBI
C DH3UMHBIM J1e(DEKTOM B TPAHCOIMPTHOW CHUCTEMe, KoTopasi o0ecre-
YHBAET CEKPELUIO OMITUPYOHHIITIOKYPOHH/IOB Yepe3 KICTOYHYIO MEM-
OpaHy B JKEITUHBIC KaUJJISPHL.

[IproOperennas pa3BuBaeTCs MPHU renaTuTax pa3inuyHON ITHOIO-
I'HH, Yallle IPH BUPYCHBIX (XoJecTaTuyeckas opma).

B pesymbrare muronm3a mpsMol OWIMpyOMH 3a0pachiBaeTcs
B KPOBb M3-3a MOBBIIIEHHON MTPOHUIIAEMOCTH KJIETOUHOW MEMOpPaHBI,
TO €CTh OTMeuaeTcs runepommpyonnemusi. OHa TPUBOIUT K OWITH-
pyOouHyprn (Mo4ya mpuoOpeTaeT TEMHO-KOPHUYHEBBIH OTTEHOK). B pe-
3yJbTaTe HapyIICHUs LEeJIOCTHOCTH IelaToUTa U3MEHETCS MpoLece
OKHCIIEHUS YPOOHUIMHOTEHA JI0 MOHO- ¥ TUTTHPOJUIOB, U OH BBIIETISET-
Csl C MOUOM — OTMeuaeTcsl ypoOmInHoreHypus. B kane nmoHmkaercs
cojiepKaHHne CTePKOOMITMHOTeHa, OH CTAHOBUTCS CBETIIBIM. J{71s1 Goee
TOYHON AMAarHOCTUKH B KPOBH MPOBOAAT UCCIEIOBAHNE OPraHOCIIe-
LUGUIHBIX (PEPMEHTOB — PH3UMOAMATHOCTHKY.

[TomneueHownas sxentyxa pa3BUBAeTCS MPU TUCHYHKINN KeIrd-
HOTO TPOTOKA, CHABJICHHH OOLIET0 >KETYHOTO MPOTOKA OMYXOJSIMH
[I€YCHH, TOJIOBKU IOKEIYIOYHON 3Kee3bl, 12 NMepcTHON KHILKH,
3aKyTlOpKe OOIIETO >KEITYHOTO MPOTOKA MPH JKETYHO-KAMEHHOW 00-
JIe3HU, nsaMOnaro3e. OTMedaeTcss MOBBIIEHHE KOHIIEHTPAIMK OO01Ie-
ro 6mmupyOunHa 3a cdeT (PpaKIuy MPSMOTo, HO paHee YBEININBACTCS
KOHILEHTpALUsl B KPOBU JKEITYHBIX KHCJIOT, B pe3ysbTaTe y OOJNBHBIX
TIOSIBJISIETCST KOKHBIN 3yA. [IpsmMoit OnmupyOnH BBIACISIETCS ¢ MOYOM
— OunmupyOuHypusi. B Moue u Kane OTCyTCTBYET CTEPKOOMIMHOTEH
(axonMMuHBIN CTYM).
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PA3AEJ VII. OBMEH BOAbl H MUHEPAJIbHBIX
COEZIMHEHHH

B opranmsme B3pocnoro ueigoBeka Ha BOAy npuxoautcs 2/3
(58-67 %) maccel Tena. OKOIIO TIOJIOBHHEI €€ 00beMa COCPEIOTOUCHO
B Mbimax. [lorpedHOCTE B Bojie cocTaBiseT 2,5-3 1. B CYyTKH | T10-
KpBIBAaeTCA 3a CUeT MocTymieHus ee B Buae nuths (700-1700 mun),
pepOpMHUPOBAHHOM BOJIBI, Bxosmiel B cocTas mumy (800-1000 o)
1 BOJIbI, 00pa3oBaBLIeiicsl B opranniMe npu oomene seuiects — 200-
300 mi.

braronaps MOCTOSIHHO HPOMCXOISIIMM OO0SI3aTEIbHBIM BOTHBIM
MOTEPSIM BHYTPEHHUH OOBEM KHMIKOCTH B OpPraHU3ME COXPaHSETCS
Hen3MeHHbIM. K 4Hciay Takux morepb OTHOCST peHanbHble (1,51)
U JKCTPapeHaJIbHbIE, CBA3aHHBIE C BBIIACICHUEM >KUIKOCTH dYepes
KETYIOYHO-KUIIeUHbIH TpakT (50-300 mur), nOpIxarenpHbIE ITyTH
u KoKy (850-1200 mur). B 1iemom o0beM 0053aTeNBHBIX TOTEPh BOJIBI
cocTaBisieT 2,5-3 1.

VYdacTtue BoIbl B MPOLECCax KU3HEACATEILHOCTH pa3HOo00pa3Ho:
OHa SIBJIIETCS] PACTBOPUTEJIEM MHOTUX COEAMHEHUH, HETIOCPEICTBEH-
HBIM KOMIIOHEHTOM psifa (DU3NKO-XUMHUYECKHUX M OMOXMMHUYECKUX
MpEBpaIeHU, TPAHCIIOPTEPOM SHAO- U IK30TCHHBIX BEIIECTB; OHA
BBIMOJTHSET MEXaHUUECKYIO (DYHKIIUIO, YyHaCTBYET B TEPMOPETYIISLIUHY;
MOJAEPKMBAET TOMEOCTa3.

B opranusme uenoBeka BbIIEINSIOT:

- cBOOOAHYIO (MOOWIBHYIO) BOLY — COCTaBISIET OCHOBHYIO
4acTh BHYTPUKJIETOUHOHN KUIKOCTH, KPOBH, TUM(BbI, HHTEPCTULIH AT~
HOM JKHIKOCTH,

- BOQY, CBA3aHHYIO THAPO(UIBHBIMU KOJUIOMIAMH;

- KOHCTUTYLIMOHAQJIBHYIO, BXOSIIYI0 B CTPYKTYpy MOJEKYI
0€JIKOB, KHPOB U YIJICBOAOB.

B opranmsme B3pociioro 4enoBeka MMEETCS BHYTPHUKJIETOUHAS
BOJA, COCTAaBJISIONIAs BHYTPHUKIETOYHBIN cekTop (cBoOOmHas Boaa
W BOJA, CBsA3aHHAsl TUAPOMUIBHBIMU KOJJIOWAAMH) M BHEKJIECTOUHAS
BOJA, COCTABISIOIIAS BHEKJICTOUYHBIH CEKTOp (BHYTPUCOCYAUCTAS
KHUIKOCTb, BOZAA IMOJOCTEH — OpPIOIIHOW, IUIEBPaIbHOM, MEepHUKap-
Ja U T.J.). BHyTpucocyaucTsii cektop oOpas3oBaH IiasMoi (2,8 1)
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n quMdoii. MaTepcTHMaibHas Boga BKIOYAaeT B ceds cOOCTBEHHO
MEXKJIETOUHYIO BOAY (CBOOOIHAsI MEXKKIETOYHASI KUAKOCTB) U Op-
TFaHW30BaHHYIO BHEKJICTOUHYIO KHUIKOCTh (BOAA CBSI30K, CYyXOXKUIIUH,
(acuuii, xpsmien u T.1.)

BHyTpeHHss cpella opraHusma 4eiaoBeKa MPEeACTABIEHA KPOBBIO,
MO, TPOTOILIa3MON KIETOK, MOYOM, CIIFOHON | Ap.

XUMHYECKHUHN COCTAB ILIA3MbI KPOBH

H,0 -90-91 %

Cyxoro BemiecTa -9-10%

OO61wmit 6eok - 65-85r/n
ABOYMHHBI -40-50 r/n
[moOynuHbL -20-30 r/n
dudupuHOTEH -2-4r/n
OcTarouHbIi a30T - 15-20 mmomb/a
MoueBuna - 3,3-6,6 MMOJIL/TT
MoueBast KHCIIOTa -0, 18-0,24 mmonb/n
Kpearunun - 0,06-0,16 MmO/
Kpearun -0, 08-0,11 MmMomB/1
A30T aMUHOKHCIIOT -2,9-4,3 MMOIB/ 1
Unnukan -0,001-0,004 MMomB/1
I'moxo3a - 3,6-5,5 MMoman/1
OO01ue JTUIn B -3,8-6,7 r/n
XonecrepuH - 3,9-6,5 MMomn/1
TpranunmunepuHsl - 1,2-2,8 Mmmomnb/ 1

KeronoBsle Tena

BunmupyOuH o0mwmii

- 0,2-0,6 MMOJIB/JT B TIEpEeCUETE HA
alETOH
- 1,7-20,5 mxmob/n

MuHepanbHbIi COCTaB KPOBH

Cpenu Maxkpo3JIeMEHTOB 0COOOr0 BHHUMAHHUS 3aciy’KMBAeT HC-
CJIEZIOBAaHUE COZIEP)KaHUS HATPHs M KaJIUsA B IUIa3ME€ U B DPUTPOLUTAX
KpOBH.

Kanuii — 0CHOBHOI BHYTPUKIIETOUHBIH KaTHOH.

l'unoxkanuemus- yMEHbBLIEHHE KOHLEHTpALMM Kalus B IJIa3Me
KpPOBU HIKE 3,5 MMOJB/JI — MPHUBOIUT K TKEIBIM HAPYLICHUSIM
B opraHusMe uyesioBeka. OCHOBHBIE KIMHUUYECKHE CUMIITOMBI THITOKa-
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JUEMUH: 001Iasi MbILIEYHasl caboCTh, JIETKOE YTOMIJICGHHUE, TaXUKap-
Jusl, DKCTPACUCTONH. [ UIokamueMus 0TMeYaeTcs Mpu HeA0CTaTou-
HOM [IpUeMe Kajus C MUIIEH, XPOHUYECKOM IOJI0JaHuH, JUIUTEIBHOM,
B OOJBLIMX KOJIMYECTBAX BBEIECHHH PACTBOPOB C HEJOCTATOYHBIM CO-
JIepKaHUEM STOr0 MOHA; YCWJIEHHOM BBIJCICHUU Kajlus ¢ MOYOU —
[I0J BIAUSHUEM JUYPETUKOB, IIPU KAHAJIBLIEBOM allU103€, HEA0CTATOY-
HOCTH (PYHKIIMHU TIOYEUHBIX KaHAIBIEB U T.JI.

T'unepranuemus — yBeJIIMYEHUE KOHLIEHTPALUU KAJIUs B ILIA3MeE
KpOBH BbIIIE 5,6 MMOIIb/J1. COMPOBOXKIACTCS OILYIICHUEM «ITOI3aHHS
MypalieK», HCYe3HOBEHHEM CYXO)KUJIBHBIX PEQIIECKCOB, «OAepEBEHE-
HHUEM» KOHEYHOCTEH, MapaaIudyoM JbIXaTeJIbHbIX MBIIIL, CEPACUHBIMU
CHUMIITOMaMU: Taxy- ¥ OpaaguKapauel, 4acTo apuTMHIMHU.

Harpuii — 0CHOBHO BHEKJIETOUHBII KaTHOH.

T'unonampuemusi — yMEHBIICHUE KOHLEHTPALMKA HATPUS HUXKE
134 mmonb/n — 00yClOBIMBAET CHMIITOMOKOMILIEKC, XapaKTepH-
3YIOLUICS MTOSBICHUEM allaTUH, IOTEpEN almneTuTa, TOUHOTOU, pBO-
TOH, HapyIIeHHEM peQIIeKCOB, TaXUKapAuel, aHyprel, THIOTeH31eH,
[ICUX03aMH.

Paznuuatot abconiommuyio u omuocumenvyio TAIOHATPUEMHUIO.

Abcontomnas, Uau CUHAPOM COJIEBON HEOCTATOYHOCTH, BO3HUKA-
€T IIPU YMEHBIICHUH NTOCTYIJIEHUS HATpUS B OPTaHU3M U IOTEPSIMHU
HaTpHs Yepe3 HKeTyI0YHO-KHIICUHBIA TPAKT, C MOYOH, KPOBBIO, 00JTb-
LIUM KOJIMYECTBOM YAAIAEMOU ACLIUTUYECKOU NI OTEYHOM )KUIKOCTH;
rUIIepHaTpUypusi HalmonaeTcst y OOJIbHBIX, CTPAAOIIUX TIEPBUYHBIM
U BTOPUYHBIM THIIOKOPTHUIIM3MOM, THIOAJIbAOCTEPOHU3MOM, Hedpo-
MaTUsIMU ¢ TOTepsMU cosieil. OHa MOXKET OBITh PEe3yJABTaTOM ACTOHH-
pOBaHUS HaTpUsl B TaK Ha3bIBAEMOM «TPEThEM MPOCTPAHCTBE» (TIPH
MAacCHBHOM BBITIOTE B IUIEBPY, OBICTPOM pa3BUTHUHU aCLUTa, OTEKOB).
K cHmwKeHuIo comepxaHusi HaTpUsl MPUBOIAT U CBSI3aHHBINA C ITy0O-
KHMH METa00JIMYECKUM HapyLIEHUSIMUA CUHAPOM «yCTaIOCTH KIIETOK
IpY KOTOPOM HCTOIIAETCS MEMOpPAHHBIH HAaTPHEBBI HACOC, U MOHBI
HAaTpHUs 110 TPAJUEHTy KOHLICHTPALUU HAIIPABIISIFOTCS BHYTPb KIETKU.

Omnocumenvhas TUIOHATPUEMHUsST (GOPMUPYETCSl TIPU BBEICHHUU
B OPraHU3M JKUAKOCTEH, He COAEPIKAIINX NEKTPOIUTHI, YTO CIIOCO0-
CTBYyeT pa3BefeHHI0. K OoTHOCUTENbHON T'MIIOHATPHEMHMU MPUBOAUT
U CUHJPOM HEAJCKBAaTHOU CEKPELIMA aHTUUYPETUYECKOIO TOPMOHA.
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T'unepnampuemus — yBEeTUYEHUE KOHIIEHTPAlMM MOHOB HaTpHs
BbIIIe 169 MMOIB/JT — COMPOBOXKIACTCS TSHKEIBIM OOIIUM COCTOSIHU-
eM OOJIbHBIX, TTOBBIILICHUEM TeMIIepaTyphbl Teja, TaXUKapAnueH.

Abconromnas THNEpPHATPUEMHUST MOXKET OBITH OOycCJIOBIIEHa 3a-
JIep>KKOM MOHOB 3JIEKTPOJINTA B TJIa3Me KPOBH Y OOJIbHBIX C ITOBBIIICH-
HOW (yHKIMEH KOpbhl HAIMOYEUHUKOB (IIPH TUIIEPAIBI0CTEPOHU3ME,
cuHapoMe u Oone3nn Muenko-KymmHra), ycuiaeHuem BblIeIeH s Ha-
TpHs U3 TKaHEH B I1a3My B IIpoliecce aKTUBALMK METa00IM3Ma Y JIUII,
CTpaIalONIMX THOHHO-CENITHUECKUMH 3a00J€BaHUsIMU, CYAOPOTaMH,
JUXOPAJKOH; MK U30BITOYHON TEpaniK CONEBBIMU PACTBOPAMH.

Ommnocumenvnas TUNEPHATPUEMHUS] BBI3BIBACTCS IOBBILIEHHOMN
notepeil BoAbl yepe3 Koxy (mpody3HbBI TOT), JerKue (IuTenbHast
THIIEPBEHTHIISIINS), JKEITYAOUHO-KUIICUHBIH TPaKT (TsKemasl pBOTa),
MOYKH (TIOIMYPHUUECKUE COCTOSTHUS )

Kajnbumio npuHaane:xuT BecbMa BaKHAS POJIb B OCYIIIECTBICHUT
MIPOIIECCOB KHU3HEACATEIbHOCTH. OH BIMSET Ha MTPOHULIAEMOCTH OHO-
JIOTHYECKUX MeMOpaH, BO3OYAMMOCTb HEPBOB M MBIIII, y4acTBYET
B HEPBHO-MBIILICYHOH Tepeiaue, COKpPAIeHHH U paccialOlieHud My-
CKyJIaTypsbl, POPMHUPOBAHUN KOCTH M XPsIIa, BO3JCHCTBYET HA OOMEH
BEIIECTB B KJIETKaX, CEKPEIHI0 TOPMOHOB, CEKPETOPHYIO AEATENb-
HOCTB JKEJTy/Ka, SBISETCS BAXKHBIM (PaKTOPOM CBEPTHIBAHUS KPOBH.

VYpoBeHb Kanblus B I1a3Me KPOBH 3aBUCHT OT:

1) xonnvecTBa KaJblMs, OCTYAIOUIETO B OPraHU3M;

2) BENWYHMHBI YKCKPEIHH;

3) cocTosHMS MPOIIeCCOB 0OMEHA KaIbLIUS MEXK/TY KPOBBIO U KOCT-
HOH TKaHbIO.

B HOpMe KoHIeHTpauusi 00IIero Kajblivs B TUIa3Me KojieOmercst
B nipezenax: 2,25-2,75MMoib/ 11 (3pUTPOIUTHI cofiepkaT — okoio 0,5
MMmob/ 11 Ca?*, meWKOnUTHl — OKOJI0 2,5 MMOIT/ 1), Bosbiast uacTh
Kajpuus (44-46%) cBszaHa ¢ OeIKaMM TUIa3MBbl, TIPEUMYILECTBEHHO
C aJIbOYMHHOM.

Coneprkamuiicsi B CBIBOPOTKE KPOBU KaJbLIUI TI0 CBOEMY COCTaBY
HEOJTHOPOJICH:

1) cBs3anHblid ¢ Oenkamu (MIPEUMYIIECTBEHHO aIbOYMUHOM):
KOJUTOWAANBHBIN, HenupQyHIUPYIOUHHA, cocTaBisomuid okoio 0,9
MMOJIB/ II;
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2. muanuupyromuiics kaneiuii — 1,6 mmons/ 1. B ero cocras
BXOJIUT MOHU3UPOBAHHBIN M CBSI3aHHBIA ¢ THAPOKAPOOHATOM, LIUTpa-
TOM M APYTMMH aHUOHAMH;

HawuGonbiee pusnonorniyeckoe 3HaueHUE UMEET HOHU3UPOBAHHBIN
KanbLui, cocTapisomuii 50 % Bcero KoJIn4ecTBa KajlbLUs KPOBH.

Tunepranvyuemus ObiBaeT (PU3NOIOTMUECKOHN U MATOJIOTHIECKOH.

duznonoruyeckasi THIEPKaILIUIEMUsT UMEET MECTO Y HOBOPOXK-
JEeHHBIX (mocie 4-ro JHS KU3HU), Y HEJOHOILICHHBIX, a TaKXKe y He-
KOTOPBIX JIUL] TTOCJIC IPUHSTHS MTUILH.

B marojornyeckux yCIOBHSAX THIEPKaJbIIMEMHUs] HAOIIOAAETCs
[pu Tunepnaparupeonu3Me (10 7,25 Mmonb/ J1) BeieacTBue MOOH-
JU3alMK MOHOB Kalblus U (pocdara u3 KocTeil; CTAMYIMPOBAHUH Pe-
abcopOLuMy KaJbLKs 1 TOPMOKEHUH 00paTHOro BecachiBaHus Gocdar-
HMOHOB KJIETKAMHU KaHaJIbLIEBOTO ITUTEIHS [TOYEK.

Tunoxanvyuemuss OTMEYAeTCsl TOPa3lo dYalle, YeM THIepKallb-
uuemusi. OcoOeHHO OOJbIIOE 3HAYEHHE MMEET B JETCKOM BO3DPacTe
THITOKAJIBIMEMUs TIpU criazMouinu (Teranun). [lpu sBHOH cniazmo-
¢wmy ypoBeHb KalblM B KPOBH MajgaeT A0 1,5 MMOIb/ 11 U HHKE.
[Ipu ckpeiToit popme 3a0o0eBanus OH BapbHUpyeT B mpeaenax 1,5-2,0
MMOJIb/ J1. 'HrmokanbIueMueil COnpoBOXKIAIOTCS U HEKOTOphIE 3a00-
JIEBaHUS MOYEK, 0COOCHHO XpoHHYeckre. OHa BO3HUKACT MPH XPO-
HUYECKOH MOYEYHON HEAOCTATOYHOCTH, MOPAKEHUH POKCUMAIIbHBIX
W JUCTANbHBIX KaHAJbIIEB MOYEK, [IUPPO3€ IEYEeHH, [IUCTHHO3E, Jie-
pe, 0CTEOMAJISILIHH.

Maruuii — 3JIeKTPOIUT, MEeTaboIU3M KOTOPOTO TECHO CBSI3aH
c oomeHoM Kajbuusi. OO1iee copepkaHre MarHusi B OpraHu3Me B3poc-
noro venoseka 20-30 r, 1/3 U3 KOTOPOTO COCPEAOTOYEHA B KOCTSIX,
3y0ax, 1/5 - B mplmmax. Marauii moctymaeT B OpraHu3M 4YeloBeKa
C PAaCTUTENBbHON MHUIIEH, MICHBIMH NPOAYyKTamMu. MHOTO ero B 6aHa-
Hax, arnejbCUHAaX, IoKonane, Munaane. [10qo0HO Kanuio MarHuil sB-
JSieTCsl BHYTPUKIIETOYHBIM KATHOHOM.

Cpenu 3a00JeBaHUM, COMPOBOXKIAIOIINXCS CHUKEHHUEM YPOBHS
MarHus B KPOBU Pa3INyaroT:

1) >kenmynoyHO-KHUIIeYHbIe (TOTpeOieHHEe MUILK C HU3KUM YPOB-
HeM Oenka, AJTUTEIbHAs Tuapesi, CHHIPOM HapyLIEHHOTO BCAChIBAHHS
MarHus B KHIICYHUKE, OIyXOJIN KUIICUHUKA);
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2) cepeuHo- COCYIUCTHIE;

3) moyeyHsle;

4) PHIOKPUHHBIE pacCTPONCTBA.

Knuanveckasi ciMIToMaTuka eunomactuemuu (TIPOSIBISIETCS TIPU
KOHIIeHTpauuu Maruus 0,5 MMOJIb/JI U MEHEE) — MBIIICUHbIC TO/IEP-
TUBaHUsA, CyaOpOTry, KOHBYJIBCHU U IICUXUYCCKUEC paCCTpOﬁCTBa.

T'unepmaenuemuss 0OYCIIOBINBAaET COHJIHMBOCTH, KOTOpas CHH-
MaeTcsl BBEICHHEM HWOHOB Kamblus. [Ipn moBwimenHOM (Oomee 1,2
MMOJTB/JT) COEP)KaHWU WOHOB MarHusi B KPOBH MOTYT HACTYIHTb
YTHETEHHE JIBIXaTebHOTO IIEHTPa, KOMa, HapyIIeHUEe MPOBOIUMOCTH
MHUOKapja, OJ0KaJia ¥ OCTaHOBKa cepiua. | nmnepMaraueMus: HaOro-
JIaeTCsl MPH OCTPOM M XPOHHUYECKOH IMOYEYHOH HEIOCTaTOYHOCTH,
aHypUH, YPEMHHU, TUTIOTHPEO3E.

XJ10pUA-HOH — INIaBHBII BHEKJIETOYHBIM aHUOH. XJIOp HAXOUT-
csl B OpraHM3Me B MOHM3MPOBAaHHOH (opMme: B BHJEC aHMOHOB COjel
HaTpus, Kajind, KaJbUusd, MarHus. XJIOpI/II[I)I BBIBOJATCA U3 OpraHu3Ma
B ocHOBHOM (mioutn Ha 90%) ¢ MO4YOH, a TaKKe C MOTOM M KajoM.
Tunoxnopemus pa3BUBaeTCs MPU yMEHBIICHUN KOHIICHTPAIUH HOHOB
XJopa B 1uiazmMe Hmke 95 mmonn/n. OHa BeTpedaercs npu dopMax
00€3BOJKMBaHUS, CBI3aHHBIX C U30BITOYHBIM MTOTOOT/IEIICHHEM, YaCTO
TTOBTOPSIONTUMHUCS TIOHOCAMU, IITUTEITHFHON PBOTOM.

T'unepxnopemusi (OTHOCUTENbHAS W a0CONIOTHAS) BOZHUKAET MPHU
KOHIICHTPAIIUHY XJIOPH/-HOHOB B I1a3Me cBhiie 105 MMOITb/J1 ¥ TECHO
CBsi3aHa ¢ rHIepHarpueMueii. OHa BO3HUKAaeT MpU 00€3BOKHBAHUH,
BBI3BAHHOM HEAOCTATOYHBIM IMOCTYIUICHHEM KUIKOCTH, HapyIEHUEM
KOHUEHTPALMOHHOW CIIOCOOHOCTH MOYEK.

Heopranuyeckuii ¢ocgop miasmsl (CHIBOPOTKH) KPOBU TPEa-
CTaBJIIET COOON KOMITOHEHTBHI KHCIOTOPACTBOPUMOM (pakiuu ¢oc-
¢bopa, Brirovaromieii B cedst Takxke upodocdarsl (ATD, AID u np.),
rexco3o-, rmmepodocdarsl u T.4. KucimoropactBopumsiii docdop
BMECTE C KHCIIOTOHEPACTBOPUMBIM ((hochop HYKICOPOTEHHOB H JTH-
mua0B) o0pa3yeT Tak HaszbIBaeMbIil oOmmi (ochop mia3mMbl KPOBH.
Konmnenrtpanuss Heopranudeckoro (ochopa B CBHBOPOTKE KPOBH
BO MHOTOM 3aBUCHUT OT (PYHKIIUHM TapaIlUTOBHIHBIX, ITUTOBUIHBIX
JKelle3, BIUSHUS Ha ero oOMeH ButaMuHa D, yHKIMH ovex.
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Tunepgocghamemusi BcTpedaeTcss NPU MOYEYHOH HEJOCTATOY-
HOCTH, TUMONApaTHPEOHIU3Me, aKpOMeTraluu, caxapHoM auadere,
KeTo3e, mpueme OonblmMx 703 BUTamMuHa D, Y®-o0myyennu, cnas-
Moduiuu. ['mnepdocdaremust cBOWCTBEHHA TEPHOAY 3a’KUBIICHHS
KOCTHBIX MEpeoMOB (OmaronpusiTHeIN Mpu3HaK). MblieuHast paboTa
COIIPOBOXKIACTCS TIOBBIIICHUEM COZICPKaHMsI HEOpraHudeckoro doc-
(dopa B pe3ynbrare pacuierieHus] OpraHndecknx GpochopHbIX coenu-
nennii (AT®D, kpearundocdar).

Tunogocghamemus B 1eTCKOM Bo3pacTe HAOIIOAACTCS TIPH paxuTe.
BaxxHO OTMETHTB, YTO CHW)KEHHE YPOBHS HeOpranudeckoro ocgopa
B CHIBOPOTKE KPOBU OTMevaeTcsi B panHeil craguu paxura (0,19-0,97
MMOJIB/J), KOTJa KIMHUYECKUE CUMIITOMBI eIlé HeJ0OCTaTOYHO BhIpa-
JKCHBI.

3amacel Kejie3a B OpraHU3Me COCPEIOTOUCHBI B IEOHUPYIOLIHX
opraHax, IJie OHO HaKalUIMBaeTcs B BUE KeJe30CcoaepiKallero Oenka
(¢epputnHa, a Takke B BuAe remocuaepuna. OeppuTuH npencTas-
nsieT co0ol YHUBEpPCANbHBIA ACTIOHUPYIOIIUH Kene30 OeNoK, Mpu-
CYTCTBYIOIIMI BO BCEX KIJIETKAaX M TKaHIX opranu3Ma. KoHueHtpauus
(depputuHa 1 MKI/JI COOTBETCTBYET COJCPIKaHUIO 8 MI' pEe3EpPBHOTO
(3amacHoro) *ene3a B OpraHu3Me.

CHuoicenue copepanus (eppUTHHA CHIBOPOTKH OTMEUaeTcs
pu:

* JKene30 Ne(UIMTHBIX COCTOSHUSIX W 3a00JICBaHMSX, CBSI3aH-
HBIX C HAPYLICHUEM MeTa00IM3Ma JKele3a;

* aHEMUsIX, COMPOBOXKAAIOMINX OEPEeMEHHOCTb.

Tosvuuenue copepxxanus GeppuTHHA CHIBOPOTKU HAOIIOIACTCS:

1) BciencTBHe nepepacnpeneneHus GOHI0B XKee3a Mpu:

* 3a00JeBaHUsX, CBA3AHHBIX C HApYHICHUEM KPOBOOOpAICHHUS:
WHCYJbTaX, HH(apKTe MUOKap/a;

* OCTpBIX M XPOHHYECKHX 3a00JICBaHUSX, CBSI3aHHBIX C MTOpaKe-
HUEM MEYCHOYHBIX KJIETOK: TelaTuTax, Uppo3ax pasiIuuyHON 3THONO-
T'HH, aJTIKOTOJIbHBIX TTOPaKEHUSX TIEUCHH;

* CHCTEMHOMW KpacHOU BOJTYaHKE, pEBMATOUIHOM MOJIMAPTPUTE;

* OHKOJIOTHYECKHX 3a00JICBaHUAX: pPaKe MOJOYHOW JKENEe3bl,
nuMdorpanyneMarose u JIp.

2)  BCJEACTBUE HEKPOTHYECKHX M HEKPOOHMOTHYECKHUX MPOLIECCOB.
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7Kej1e30 — OIMH M3 BAKHEHIINX OJIMTO3IEMEHTOB.

CHudiceHue KOTMYECTBA )KeJie3a B OpraHu3Me U Tia3Me KPOBU MO-
JKET OBITH BLEI3BAHO:

1) HemoCTaTOYHBIM TOCTYIUICHHEM C MUIIeH, Hampumep, Npu
JUTATEIIBHOM MOJIOYHO-PACTUTEILHOM TUTAHUU;

2) MJIOXHM YCBOCHHEM B JKEIYI0YHO-KUIIIEYHOM TPAKTE: P aHa-
LUHBIX U THITAUIHBIX TACTPUTAX, PE3CKIIUH KETyIKa U KUIICUHUKA,
IIPY TIUCTHBIX UHBA3USIX;

3) yCHJICHHOH yTHJIM3allMel OpraHaMuy ¥ TKaHSIMU: ITpu OepeMeH-
HOCTH, OBICTPOM POCTE OpraHu3Ma, MOBBIIIEHHON (PH3MUECKOM aKTHB-
HOCTH;

4) motepel kese3a: MPU KPOBOTCUCHUSX, TUCQYHKIIMOHATHHBIX
MaTOYHBIX KPOBOTCUCHHSX, (PUOPOMHOMAX, BCICICTBHE AKTUBAIUMH
KJICTOYHBIX AJIEMEHTOB CHCTEMbI (DarolUTUPYIOIINX MOHOHYKIICAPOB;

5) BpEeMEHHBIM IepepacipeeiicHHEeM Kelie3a B OpraHu3Me: Ipu
CHUCTEMHBIX 3a00JI€BaHUSIX COCAUHUTEILHON TKAaHM, 3JI0KAYECTBEH-
HBIX HOBOOOPa30BaHUSIX;

Jledhuyum xene3a MOKET ObITh:

* CKpPBITBIM — XapaKTEPU3YETCS YMEHBIICHHEM COJEPIKAHUS
WM OTCYTCTBUEM PE3EPBHOTO XKelie3a, HOPMaIbHBIM YPOBHEM T'€MO-
IJIOOMHA U jKeJie3a B KaKOH-TO MPOMEXKYTOK BPEMCHH;

* OTHOCHTEJIbHBIM, OOYCIIOBICHHBIM TEpPEPACIPEICIICHUEM Ke-
Jie3a TIPU BOCHAIUTENBHBIX POIeccaX, MHPEKIMOHHBIX 3a00JIeBaHu-
sIX, HEKPO3aX U OITyXOJISIX;

*  a0COIIFOTHBIM, XapaKTEPU3YIOIIHUMCS OTCYTCTBUEM PE3EPBHOIO
JKelle3a, CHIDKEHUEM YPOBHSI CBIBOPOTOYHOTO JKeje3a, TUIIOreMOTIIO-
OuHEMHEI;

ConeprkaHue ChIBOPOTOUHOTO JKejIe3a KPOBH 3HAYUTEIBHO YMEHb-
IICHO TIPY KeJe30 JeUIIUTHON aHeMUH.

Meab CONEPKUTCS KaK B APUTPOLIUTAX, TAK U B TUIA3ME KPOBH.
Oxono 90% menu mina3mbl BXOAUT B cOCTaB lepyiomiazmuHa (CH-
anb(a-2-r1o0yJTMHOBOTO KOMIUIEKCa), HE3HAYUTENIbHAS YacTh HUOHOB
MEIHM HaXOAUTCS B CBOOOJHOM COCTOSIHMUA. Melb HIpaeT Ba)KHYIO
OMOJIOTMYECKYIO POJIb, TAK KaK SIBJISETCS COCTABHOM YacCThIO psijia
(hepMeHTOB, y4acTBysl B 0OMEHE BUTAMHUHOB, TOPMOHOB, OCJIKOB, yIJIc-
BOJIOB, & TAKXKE B HEKOTOPHIX UIMMYHHBIX MTPOIECCax.
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Bospacmanue xoHueHTpanuu Meau (a Takke LEpyJIOoIIa3MHHA)
OTMEYAETCs MPHU COCTOSHUSX, CBS3aHHBIX C PacHajoM KIETOYHBIX
AJIEMEHTOB: MEPHULIMO3HON, METajao0JaCTHUECKON U arlaCTHYCCKOM
AQHEMUH, OCJIOKHEHHUSIX TeMOINaIN3a, OOJBIION 1 MaJIoH TalacceMuH,
neiko3ax, auMdorpanyineMmarose, 3J10KayeCTBEHHBIX HOBOOOpa3oBa-
HUSX KEIyA04YHO-KUILIEYHOTO TPAKTA.

CHudicenue cofiepXkaHus MEIU W aKTUBHOCTH LIEpYJIOIIa3MUHA
B 1U1a3Me (ChIBOPOTKE) KPOBU OTMEYAeTCs Mpu Oosie3Hn BuibcoHa-
KonoBasnosa (renaroneHTHKYISPHON JiereHepannn), HepoTHIeCKOM
CHUHIpPOME, OKOraX, XPOHHYECKOW HWIIEMHYECKOH OoJe3HH cepiua
1 HEKOTOPBIX JKeIe301e(DUIIUTHBIX AHEMHUSIX.
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PA3AEJ VIII. BBAUMOCBA3b U PEIYJISALIHUA
[MPOLIECCOB OBEMEHA BELLIECTB
B OPTAHU3ME

MEXAHH3M JAEUCTBHSA BEJIKOBO-
NMENTHAHBIX TOPMOHOB

Ponp munumoB B perysasiini akTHBHOCTH MEMOpaHHBIX (epMeH-
TOB.

buonornueckne MeMOpaHsbI, SBISSCH YPE3BBIUYANHO aKTHBHBIMH,
MOCTOSTHHO (DYHKIIMOHUPYIOMIHUMHE (pepMEHTHBIMU KOMITJIEKCaMu, 00e-
CIICUUBAIOT TPOTEKAHHUE U PETYIISALHUIO Psijia METa0OIMYECKUX ITyTeH,
a TaKk)Ke OCHOBHBIC MPOSIBIICHUS KU3HEISSTEIFHOCTH KIETKH U Opra-
HHU3Ma B LEJIOM.

[Tpexae Bcero cymiecTBEHHOE 3HaYCHHE IS TeUeHHs OOMEHHBIX
MPOLIECCOB MMEET MPOCTPAHCTBEHHOE pa3/eNICHUe MM KOMIIaPTMEH-
Taju3alys cyocTparoB, KohakTopoB, 3¢ (GeKTOpoB U (PepPMEHTOB BHY-
TPU KJICTKH, BKJIFOYAIONIEEe MEXaHH3MbI POHUIIAEMOCTH KJICTOYHBIX
MeMOpaH.

Byny4n xoonepaTHBHBIMH CHCTEMaMH, JUISI KOTOPBIX XapaKTepHa
CBSI3b CTPYKTYpBI M (D)YHKIIMH, & CTPYKTYpHAsi OpPraHU3aIis, B CBOIO
odepesib, onpeneseTcs GU3NKO-XUMUIECKUMH CBOMCTBAMHU COCTaB-
HBIX KOMIIOHEHTOB, OMOMEMOpaHbI PEryINpyIOT aKTHBHOCTH (hepMeH-
TOB HE TOJBKO IyTE€M KOMIAPTMEHTAIN3AlUH, HO M COCTOSHHUS JIH-
MTUTHOTO MaTPUKCA, PELETITUBHBIX M KOHTAKTHBIX CBOMCTB KJICTOYHBIX
TIOBEPXHOCTEH U JIp.

[TepeMeHHBIMU MapaMeTpaMH JIMITUIHOTO MaTpPUKCa SBISIFOTCS
JUTMHA YTJIEBOJOPOIHBIX IeTel XUPHBIX KHCIIOT, CTeNeHb UX pas-
BETBJICHHOCTH, TPUPO/IA CBSI3HU C TIOJISIPHOI YaCThIO JIUIHIHOM MOJIe-
KYJIBI, CTETICHb OKHCICHHOCTHU JKUPHOKUCIOTHBIX ocTarkoB (I10JI),
a TaKKe CTENeHb METHIMPOBAHHOCTH, (ochopmIMpoBaHHOCTH
U JPYTUX MOCTCHHTETHYECKUX MoAuduKanuii. [IocKkonbKy TUmumab
YUYacTBYIOT B 3aKpeIUieHHH ()epMEHTOB B MEMOpaHe M CIIyXaT He-
MOJISIPHON Cpelol JUTsl )KUPOPACTBOPUMBIX CyOCTpaToOB, HOCHUTEIEH
1 KO0(aKTOPOB, TO OHH MOTYT ONPENENIATh OPUCHTAIHIO, 00YyCIOB-
JUBATh KOH(GOPMAIIMOHHBIC W3MEHEHUS (EPMEHTOB, W BBICTYHATh
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B KauecTBE MOIYJISATOPOB WM PEryIATOPOB (epMEHTAaTUBHOHN aK-
TUBHOCTH. BBIABHHYTa THUIIOTE3a O POJIM JIMIIKUJOB KaK Marepuaa,
MepeJaloniero BAOJb TOBEPXHOCTH MeMOpaH BO30yXAeHHUE, KO-
TOpOE BO3HHMKACT NMPU M3MEHEHUH KoH(popmanuu OenxoB. s oT-
JeJIBHBIX (PEPMEHTOB CYILIECTBYIOT TOUTH cnenuduueckue dhocdo-
JUTH/IBI, KOTOpbIe 00ECTIeYUBAIOT MpOsBICHUS (QYHKIMHA (epMeH-
toB. Tak, Na*, K*- AT®a3a no4yex u Mo3ra KpoJIMKOB, TIOJy4EHHas
B JICIMITUAMPOBAHHON PAaCTBOPUMOM J1e30KCHX0JiaTe HAaTpus popme,
MPaKTHYECKH HEAKTUBHA U PEAKTHBHPYETCS PocaTuInICEPHHOM.
DochaTnaAUITNHO3UTONB MEHSIOT YYBCTBHTEIBHOCTD aJICHUIIATIIH-
KJIa3bl K HOpaJpeHaluHy, a pocaTuauiICeprH BOCCTAaHABINBALT €€
PEaKTUBHOCTH K mokarony. CienoBareiabHO, MEMOpaHbI OKa3bIBa-
10T CYLIECTBEHHOE BIMsHUE Ha KHHETUYECKUE TTapaMeTpbl MeMOpa-
HOCBSI3aHHBIX (PEPMEHTOB.

T'opMoHbI M MeaTOpPBI

B opranu3Max >KMBOTHBIX CYLIECTBYIOT [BE CHCTEMbI Iepenauu
XMMUYECKOH MH(pOpMalMU MEXAY KIeTKaMH M TKaHsMH. HepBHas
cucremMa o0ecreunBaeT Iepeady CUIHAJOB Ha 3HAYMTENIbHBIE pac-
CTOSIHUS 32 KOPOTKHE NTPOMEKYTKH BPEMEHH U FOPMOHAJIbHAs!, KOTO-
past xapakTepusyeTcs 0ojee HU3KOH CKOPOCTBIO NEpeAadyn CUrHaa,
0fHAKO 3(EKThI, BBI3BIBAEMBIC ITOH CHCTEMOM Peryssiiuy, sIBISIOT-
Csl 3HAYUTEJIbHO Oosiee AMUTeNbHbBIMU. OYyHKIMOHUPOBAaHUE HEPBHON
1 TOPMOHAJIBHON CHCTEM PETYJISILINU XapaKTepU3yeTCs TECHBIM B3au-
MOJICUCTBUEM U SBIIAECTCS UEPAPXUUHBIM. I1o1 KOHTpOJIEM HEpBHOM
CHCTEMBbI HAaXOAUTCSI CHHTE3 TOPMOHOB BBICOKOT'O YPOBHS, a T€ B CBOIO
odepeb KOHTPOJIMPYIOT OMOCHHTE3 APYTHX TOPMOHOB.

TepMuH «TOPMOH» OT TPEUECKOro hormao — TOOYXKIaro, ObLT
BBezeH B 1905 V. Beitnuccom u O. CTapiauHIoM Npu U3yYeHUH MU
cekpernHa. CrienupuuecKuMu 0COOEHHOCTSIMHU SIBJISIIOTCSI:

1) TOpMOHBI POSIBIISIIOT CBOE OMOJIOTHYECKOE JIeHiCTBUE B HUUTO-
KHO-MaNbIX KoHIeHTpausx (ot10° 1o 1072 Momb);

2) ropMoHajbHbIE 3(P(PEeKTH peanusyroTcs uepes OeIKOBbIE perer-
TOPbI U BHYTPUKJIETOUHBIC BTOPUYHBIC TOCPEIHUKU (MECCEHLKEPHI);

3) TOPMOHBI OCYILECTBISIOT CBOE JACHCTBHE IyTEM YBEIUUCHUS
CKOPOCTH CHHTEe3a (pepMeHTOB de novo MM M3MEHEHHEM CKOPOCTU
(hepMEHTAaTHBHOTO KaTaln3a;
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4) nelicTBHE TOPMOHOB B YEIOBEYECKOM OPraHU3ME OIpeaessieT-
Csl B U3BECTHOM CTENEHU KoHTponupyromuM BiaustaueM LITHC;

5) KUBOW OpPraHU3M U IIPOAYIIUPYEMbIE UM TOPMOHBI COCTABIISIOT
€IMHYI0 CUCTEMY, TECHO CBSI3aHHYIO MPH MOMOIIM MEXaHU3MOB M-
MOW ¥ 00paTHOH CBS3EH.

B HepBHBIX KIETKaxX CHHTE3MPYIOTCS TOPMOHOMOIOOHBIE Belle-
CTBa, KOTOPbIE BBIMTOIHAIOT (DYHKIIHIO HEMPOMEANATOPOB HITH HEHpo-
TOPMOHOB. B psizie cityqaeB Mex 1y HEHPOrOpMOHAMHU U HEWpoMeua-
TOpPaMH CIIOKHO TPOBECTH IPAHUILY, XOTs (DYHKLHUEH MEPBbIX SBIISCT-
csl Tepeqaya XMMUYECKOTO CHTHAJa Ha PacCTOsSHHE OT MecTa obpa-
30BaHUS U BBIICJICHNS, a BTOPBIE 00ECIIEUNBAIOT Mepeiady HEpBHOTO
HMILYJIbCA COCEIHEN KIIETKE.

IT'opMoHasbHBIE CHUTHANBI PACIO3HAIOTCS TOJNBKO TEMH KIIETKa-
MU, KOTOpBIE COJepKaT Crenu(puiecKkne MOJNEKYIbl — PElenTOpEL.
KieTkn MoTyT OJHOBpEMEHHO 001a/1aTh pelenTopaMu JJIsl HECKOIb-
KHX Pa3INYHBIX TOPMOHOB, B 3TOM Cllydae MeTaboInYecKue mporiec-
CBI B KJIETKE OyIyT HaXOAUTHCSI IO MHOKECTBEHHBIM TOPMOHAIBHBIM
KOHTpoJieM. Hanmn4ane penentopoB K TOPMOHY B HECKOIBKHX Pa3JInd-
HBIX THUTaX KIJIETOK JIeJaeT BO3MOXKHBIM KOHTPOIb METabOINYeCKUX
MIPOIIECCOB OJTHUM H TEM K€ TOPMOHOM B Pa3JINYHBIX KJIETKaX.

PenienTopbl TOpMOHOB IPEACTABISIOT COOO0M OEITKOBBIC MOJIEKYJIbI,
B CTPYKTYpE€ KOTOPBIX UMEIOTCS YYaCTKH, CIIEIIU(PUIESCKH CBSI3bIBAO-
e TopMoH. Jlokanmm3aius penenTopoB HE SBISETCS OJHOTHITHOM.
Tak, perenTopsl Ui KaTeXOJIaMHUHOB M OEJIKOBO-TIENTHIHBIX TOPMO-
HOB PACIIOJIOKCHBI Ha BHELIHEH MOBEPXHOCTH MEMOpPaHBl KIIETKH,
a pelenToPbl, CBSI3BIBAIOININE CTEPOUIHBIE M THPEOUIHBIE TOPMOHBI,
JIOKAJIN30BaHbl BO BHYTPHKJIETOYHOM 00beMe (COOTBETCTBEHHO B ITH-
TO30JI€ U SIACPHOU (QPaKIIUH).

CrenoBarenbHO, AeHCTBHE OSIKOBO-NIENTUAHBIX TOPMOHOB U Ka-
TEXOJIAMHHOB Ha KIIETKH-MHIIEHH OCYIIECTBISIETCS Yepe3 perenTo-
PBL, JIOKQTM30BaHHBIE Ha MTOBEPXHOCTHOW MEMOpaHe KIIETKH.

Peanuzanus 3¢ ¢exToB paccMaTpuBacMbIX TOPMOHOB BO3MOXK-
Ha C TIOMOILBIO0 HECKOJBKUX MEXaHHW3MOB, BBI3BIBAIOIIUX 00pa3oBa-
HUE BHYTPHKIIETOYHBIX MEIUATOPOB TOPMOHAIBHOIO CHTHana — 3,5
TAM®, Ca*" (BTOpHYHBIX TOCPEAHUKOB). Cpen TakKMX MEXaHU3MOB
aJCHIIATIMKIA3HbINA (All) U TyaHmIaTnukiazaeid (I'1m), rme B kade-
CTBE BTOPUYHBIX MOCPETHUKOB BBICTYNAIOT MOJIEKYJIbI [IMKINYECKOTO
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3,5 anenozuamonodocdara (LAM®) u (um) ryanHozuHMoHOOCchara
(uI'M®); xanplueBslid, pabOTAIONINA C WCIIOIF30BAaHHEM XEMOUYYB-
crBuTeNbHBIX Ca’’-KaHalloB (B KaJdbIIMEBOM MEXaHWU3ME BTOPHIM II0-
CPEHHMKOM BBICTYIIAIOT MOHBI Kajblus). Perentopsl 00ecreynBaroT
cnenu(UIHOCTh TOPMOHAILHOTO CUTHAJA, T.€. MPH B3aUMOJCHCTBUN
C PEeleNnTOpOM JOCTUTAETCS OTOOP MOJIEKYJIBl KOHKPETHOTO TOPMOHA
Cpem MHOXKECTBA XMUMHUYCCKHUX CHTHAIOB (MOJIEKYJ-PETYIITOPOB).
B pesynbrare crieriugpuueckoro B3auMoIeHCTBUS TOPMOHA U PEIEITO-
pa (mepenocunka [1) 0Opazyercsi FOpMOH-PELIENTOPHBIN KOMILIEKC, CY-
[IECTBOBaHME KOTOPOTO HEOOXOIAMMO ISl aKTUBAIIMH MOJEKYISIPHBIX
obpazoBanmii (I'TD, ces3pBatomux N OenmkoB; kKanpMomyinHa CaM,
nporenrdocdoknnaz [1DK), odecneynBarommx MpoBeIeHNE TOPMO-
HaJpHOTO curHaina. CeqoBaTeNbHO, PEenTop HEOOX0UM HE TOJILKO
JUTS pACTIO3HABAHUSI TOPMOHA, HO TaK)KE SIBIISIETCS BAYKHBIM DIIEMEHTOM
MeXaHu3Ma, 00eCTIeYNBAIOIIETO OHOIOTHYEeCKHE YPPEKTH TOPMOHA.

nazmatnieckas membpana

o i, i e e e

HeaxrusHasn AxTVIBHAS
IPOTEUHKHASA NPOTEUHKMHA33
g e —
PerynaropHuniit - g’aﬁﬁug ' |
Genok - N\ perynaTophauit |
! v 6enok |
ATP ADP

MexaHu3M OeiicTBHS TOPMOHOB, OTIOCPEIOBaHHBINH cAMP.
R — HapyxHBII KIETOYHBIH peLenTop; A — aIeHUIATIUKIA3a;
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XOTsl TOPMOHBI MOTYT CBSI3BIBATHCS C PA3JTUYHBIME OSIIKOBBIMHU MO-
JIeKyJlaMHd, OJHAKO, UX B3aUMOJCHCTBUE C PELENTOPAaMU YHUKAIBHO,
ITOCKOJIBKY XapaKTepU3yeTCsi BRICOKMM CPOJICTBOM M M30UPATEIILHO-
CTBIO MO OTHOLICHUIO K TOPMOHY, a TAKXKE OTPAHUYEHHOM CBS3bIBAIO-
et eMkocThio. CpoacTBo penentopoB k ropmonaM B 1000-10000 pas
BBIIIE MO CPABHEHHUIO CO CPOACTBOM K TOPMOHAM, MPOSBIISIOIIMMCS
CO CTOpPOHBI Hecrnenuuueckux OeNKOBBIX MoJeKyil. KoHueHTpanus
PEIENTOPHBIX MOJICKYJI B KJIIETKE HEBBICOKA. DTHM OOYCIIOBIICHA HU3-
Kasi EMKOCTb CBSI3bIBAaHHUSI TOPMOHOB PEICITOPAMH U OBICTPOE MOJTHOE
HACBIIIICHHUE PELIEITOPOB TOPMOHAMU. bRICTpOE HACKIIIEHHE PELIETITO-
POB SIBIISICTCS] BAXKHBIM JIEMEHTOM MEXaHHU3Ma OBICTPOTO OUOJIOrHYe-
CKOTO OTBETA Ha MOBLIIICHUE KOHIICHTPALMU FTOPMOHA B KPOBHU.

Heiipomeouamopul

Heilipomenuatopsl — 5TO XMMHUYECKUE COCAUHEHHS, C TOMO-
LIBI0 KOTOPBIX OCYIIECTBISICTCS XUMUYECKas mepeaada B CHHAICaXx.
buocunres nelipoMeanaropa NpOUCXOAUT B IPECUHANITUYECKOM OKOH-
yaHuu HerpoHa. CylIecTByeT MEXaHH3M, OOCCICUMBAIOIIUN HAKO-
IJICHUE HeMpoMmenuaTopa B CUHANTUYECKUX My3bIpbKax. Brinenenue
HelpoMeauaTropa U3 IpPeCUHANTUYECKOTO HEMpOHa B CHHANITUYECKYIO
LIEJTb MPOMOPLIMOHATIFHO CUJIE IIEKTPUUYECKOro cCTUMYya. B neiictBun
CUHANTUYECKOTO KOHTAKTa CYIIECTBYIOT MEXaHH3MbI, 00CCIICYHBALO-
e (Q(QEeKTUBHYIO HHAKTUBAIMIO HEUPOMEIUATOPOB.

Heiipomennaroppl, B3auMOIEUCTBYSI C MOCTCUHAITUYECKON MEM-
OpaHOH, M3MEHSIIOT €€ DJIEKTPUYCCKHE CBOWCTBA. Bo30yxnmaroriue
HEHpPOMEIUAaTOPhl BBI3BIBAIOT JACTONSIPU3ALUIO,  TOPMO3AIINE — TH-
MIEPIIOSAPU3AIMI0 TIOCTCHHANITHYECKOH MeMOpaHbl. Jlenomisipu3sarius
MeMOpaHBbI CBsI3aHa C YBEIIMYCHUEM TIPOBOJAMMOCTH JIS HOHOB HATPHS,
a TUMNEpHoJsIpU3ausg — I HOHOB Kadusl U XJIopa. AUETHIXOIUH —
BO30Y)K/IAIOUIMI MEIUaTop Uil NPEraHIIMOHAPHBIX HEHPOHOB, MO-
TOHEUPOHOB CKEJIETHBIX MBI U HEKOTOPBIX OTICIOB LIEHTPAIbHOM
HepBHOU cucTeMbl. HepBHBIE OKOHUAHUS, COAEPIKALIUE ALCTHIIXOIUH,
Ha3bIBAIOT XONMUHEPTrudecKuMu. [IoMuMo aneTUiIXoanHa, XoauHepruye-
CKHE HEPBHbIC OKOHYaHUs O0raThl (PepMEHTaMU METa00JIM3Ma alleTHII-
XOJIMHA — XOJIMH-aleTHATPaHC(epa3on U alleTHITXOIMHICTEPA3OH.

WNuakTuBanus aneTUiIXoJWHA B CHHANTUYECKOM IIENU OCYIIeCT-
BIISIETCSI C TIOMOIIBIO IPOLIECCa aKTUBHOTO OOpPAaTHOTO TPaHCIOPTa
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C BBICOKUM CPOJICTBOM K PACUICIUICHUIO KOHTPOJIUPYEMOTO alleTHII-
XOJIMHACTEPA30u.

OOpaTHBI TPAHCTIOPT SBISCTCSI BBICOKOCTCIIU(PUUESCKHM aKTHB-
HBIM TIPOIIECCOM U MOXET OBITh MOJTHOCTHIO MHTHOUPOBAH IMPHU UC-
MOJIb30BAaHUH META0OIIMYECKUX SJI0B U COCAMHCHUH, TOPMO3SIIIUX
TPAHCIIOPT HOHOB HATpHUs Yepe3 IPECHUHANTHYCCKY0 MeMOpaHy.
B mporiecce 00paTHOrO TpaHCHOPTa alETHIIXOJIWH BHOBB ITOCTYIACT
B MIPECHUHANITUYECKOE HEPBHOE OKOHUAHHUE.

B mocrcuHanTryeckoit MeMOpaHe aleTHIXOJIMHACTEpa3a KaTalu-
3UpYeT pacHICIUICHUE alleTUIIXOJIMHA 10 XOIMHA U YKCYCHOM KUCIIOTHI.

HopaapenanuH, 00pasyronuiics 3 aMUHOKHUCIOTHI TUPO3HH, M-
JIUATOP B MOCTTAHIVIMOHAPHBIX BOJOKHAX CHUMIIATUYECKOW HEPBHOM
CUCTEMBI U B paznuunbix otaenax [THC.

B mnocrcunantuyeckodl MeMOpaHe JIOKaJIM30BaHbI crenuduye-
CKHE PeLenTOPbI JJIs HOpaJpeHalnHa. AJIPeHOPEIENTOPHI ObLTN pa3-
JICJICHBI HA JIBA TUIA: 0. ¥ [} — aJpeHOPEIENTOPHI.

[Ipu axTuBamuu o-agpeHOPEIEITOPOB YBEIMUYUBACTCS MPOHU-
[aEMOCTh KJICTOYHOW MEMOpaHBI JIJIi MOHOB KaJbIUS. AKTHBAIIHS
B-agpeHOpErenTopoB CBsi3aHA C aKTUBAIlUCH aJICHUJIATIMKIIA3hl
U YBEIUYCHUEM BHYTPHUKICTOUHON KOHICHTPALMU ITUKINYCCKUX HY-
KJIEOTHIOB.

Ceporonun (5-okcutpurnramuH). OYHKIIMOHUPOBAHUE HEHpOMe-
JIMaToOpoB cepoToHMHA cBs3biBatOT ¢ BH/I. McTouHuk cepoToHnHa —
amuHOKHcaoTa Tpuntodan. [locineqauii mogBepraeTcs OKUCITUTEb-
HBIM TIPEBPAILCHUSM C 00pa30BaHUEM S5-OKCUTPHUITO(AHA, KOTOPHIH,
B CBOIO OY€pe/lb, MOJIBEPracTcs PepMEHTATUBHOMY JIEKapOOKCHUIHPO-
BaHUIO C 00pa30BaHUEM S5-OKCUTPUNITAMHUHA (CEPOTOHHUHA).

B sanuduze cepoToHUH SABNISETCS MPENIIECTBEHHUKOM OMOCHHTE3a
TOPMOHA MEJIaTOHUHA.

HepBHble KiIeTKH, COpepIKaIIie MEAUATOP NT0(PaMHUH, Y4acTBYOT
B LIEHTPAJIbHOM KOHTPOJIE TOHKUX JIBUTATCIILHBIX (PYHKIIUH.

JodhaMuHOBBIH perentop B MOCTCHHANTHYCCKON MeMOpaHe Cco-
MIPSDKEH ¢ aICHWIaTIuK1a301. [Ipu B3auMoielicTBuu TopaMuHa ¢ pe-
LIETITOPOM MIPOUCXOIUT aKTHBAIIUS aJCHUIATIIUKIIA3HI U MTOBHIIIACTCS
koHIeHTpanust TAM® B MOCTCHHANTHYECKOM HEHpOHE, BCIE 3a KO-
TOPBIM (pochopunupyroTcst OENKN MOCTCHHANITUYECKOW MEMOpPaHBI.
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B oprannsmMe KMBOTHBIX HCTOYHHKOM MEIUAaTOpa FMCTAMHUHA SB-
nsieTcs He3aMeHUMasi aMMHOKHCIIOTa THCTUANH. [ ucramun oOpasyer-
csl IpH @ — JIeKapOOKCHIMPOBAHUH T'MCTUANHA, SIBISCTCS MEAUATO-
POM HOLMIEIINH U PeakUnii CCHCUOMIN3alUKN Oprann3Ma K pa3ind-
HBIM aJulepreHam.

y-amuHoMacisiHas kuciota (FAMK) — ocHOBHO# TOpMO3HO# Me-
nuatop B [IHC mo3BoHouHbIX. OOpazoBaHue 3TOrO COSAUHEHHUS MPO-
UCXOAUT TpPU METabOIMUYECKUX MPEBPAILEHHUIX O-KETOIITyTapOBOH
KHCJIOTHI B Y-aMUHOOyTHpaTHOM 1myHTe. O6pazoBanne [AMK moxer
OCYIIECTBIAThCS TaKXkKe U 13 AnaMuHa mytpeciuuHa. TAMK BrI3biBaeT
B TIOCTCHHAaNTH4Yeckoil MeMOpaHe BosHukHOoBeHue TIICII B pe3yibra-
T€ TUIEPHIOJIIPU3ALIUHN.

I'muuye — MenuaTtop TOPMO3HOIO IEWCTBHSI B CIIMHHOM MO3I€
1A B CTBOJIE TOJOBHOIO MO3ra. ITIMIIMH OKa3bIBa€T TOPMO3HOE JEH-
CTBHE, CTUMYJIUPYS IPOHULIAEMOCTH MOCTCUHANTHYECKOH MeMOpaHbI
JUIsL HIOHOB XJIOPA, YTO BBI3BIBAET THIIEPIOJISIPU3ALIAIO [TOCTCUHAITH-
4eCKOM MeMOpaHbI.

Jiist MHOTHX HEHpOMeIuaTopoB XapakTepHO H3MEHEHHEe MeTabo-
JIN3Ma B KJIETKAX, HA KOTOPBIE OCYLIECTBIISIETCS XMMUUYECKas Iepena-
4ya HEPBHOI'O UMIIYJIbCA, 38 CUET U3MEHEHMSI BHYTPUKIETOYHOU KOH-
neHTpauuu TAM®. B HepBHOH TKaHU aJJleHUIATIUKIIA3y aKTUBUPYIOT
HOpaJpeHanrH, 10haMUH, THCTAMUH U CEPOTOHUH.

CTEPOHAHBLIE TOPMOHbI

CreponHble TOPMOHBI CEKPETHPYIOTCS HECKOJIBKUMU HKeJIe3aMu:
KOPTUKOCTEPOUIbI — B KOPKOBOM CJIO€ HAJIIOYEYHHKOB, MYXKCKHE
1 JKEHCKHUE 1107108ble 20pMOHbl — B TIOJIOBBIX XKene3ax. CTeponHble
TOPMOHBI — COEAMHEHUS JINMTUAHON PUPOJIBI.

Xonecmepon — TpEAIIECTBEHHHK CTEPOMJIHBIX TOPMOHOB
KaK B Ha/IMOYEYHUKAX, TaK U B APYTHX *keJe3ax. s Onocunresa cre-
POUAHBIX MPOM3BOAHBIX, B TOM YHCIE, U 00IaIaloUIMX TOPMOHAIIb-
HOM aKTUBHOCTBIO, XOJIECTEPOJI IOJIKEH IPOHUKHYTh B MUTOXOHAPUH,
B KOTOPBIX JIOKaJIM30BaH AECMOJIa3HbIi ()epMEHTATHBHBINH KOMILIEKC,
HEOOXOIUMBIH 115 KaTann3a Ha4aJbHbIX CTaIUi IPEBPaIleHUH.

Kopmuxocmepoudwl. B KOpKOBOM Cl10€ HAaJIIOUYCUHHUKOB CHHTE3H-
PYIOTCSI KOPTHKOCTEPOUIbI, KOHTPOJIMPYIOLIUE IUPOKHIA KPYT 0OMEH-
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HBIX TIPOLIECCOB: OOMEH YIIICBOOB, JTUMUOB, OCIKOB, MUHEPAILHBIX
BEIIECTB.

[lo neificTBuI0 Ha OOMEH BEHIECTB KOPTUKOCTEPOMIBI pa3ielisi-
I0T Ha JIB€ TPYHIIBL 2I0KOKOPMUKOUObl U MUHEPATOKOPMUKOUObL.
[ MIOKOKOPTUKOWABI BIUSIOT TIIaBHBIM 00pa3oM Ha OOMEH yIJIEBOOB,
0CJIKOB, JIUMHUIOB M HYKJICHHOBBIX KUCJIOT. OCHOBHBIC MpPEACTaBU-
TEJIM TIEPBOM TPYIIBI — KOPTH30J, KOPTH30H, KOPTUKOCTEpOH, 11-
Je30KCUKOpTH30I, 11-geruppokoprukoctepon. Hanbonee akTHBHBI
KOPTH30J1 U KOPTUKOCTEPOH.

MUHEpaTOKOPTUKOUABI ~ PETryJAUPYIOT BOAHO-COJIEBOM OOMEH.
Ux mnpencraButenn — anbaoCTEpoH, 11-THU30KCHKOPTHKOCTEPOH,
KOPTUKOCTEPOH, 18-0KCHae30KCHKOPTUKOCTEpOoH. Hanbonee akTuB-
HBI — AJIBIOCTEPOH.

Buonornyeckuit 3QQPekr MHHEPaTOKOPTUKOCTEPOUAOB IPOSB-
JSIeTCS B PETYISLUKN YPOBHSI JIEKTPOIMTOB B OMOIOTHUECKUX YKHI-
KOCTSIX OpraHu3Ma. AJIbIOCTEPOH M JI€30KCUKOPTUKOCTEPOH CTHMY-
JUPYIOT 00paTHOE BcachblBaHHE MOHOB HATpHs, XJopa, OnkapOoHaTa
B TMOYKAX, MOTOBBIX M CIIOHHBIX KeJe3aX, B CIU3UCTOH JKEIyI0YHO-
KHIIEYHOTO TPaKTa.

[Tpu Bcem MHOTrOOOpa3zuu MeTabomuueckux 3PQPeKToB JIeicTBHE
KOPTUKOCTEPOUIOB ceUU(PUIHO. ITO 0OYCIOBICHO B3aMMOCHCTBU-
€M FOPMOHOB CO CIIeIU(PHUECKUMH perentopamMu. Penentopaelie 6en-
KH /17151 KOPTUKOCTEPOUIOB HAXOJATCSA B LIUTOIUIA3ME KIIETKH, U TOP-
MOHBI CBSI3BIBAIOTCS] C HUMH IIOCIIE POHUKHOBEHHS Yepe3 T1a3MaTH-
YECKYH0 MEMOpaHy.

Kommiekesl TiOKOKOPTHKOCTEPOHI-PELICTITOP MOCHIE aKTUBALIUU
MPOHMKAIOT B SAPO M, B3aUMOJICHCTBYS C XpOMAarWHOM, BBI3BIBAIOT
HW3MEHEHHUE ero aKTUBHOCTH. B3anmMoreiicTBue KOMILIEKCOB CO CIIel-
npuueckumu ydactkamu Mmonekyn JHK nmemaer mx gocTynmHbIMH
it PHK-nonumepasel, 4To mposiBisieTcss B aKTUBAMM OMOCHHTE3a
MPHK. [I0KOKOPTHKOMABI, KaK MOJaraloT, He SBJISIOTCS IEPBUYHBI-
MU UHAYKTOpaMH T'eHOB. B siape cyiiecTByeT 3HaYUTeNbHbIA H30BITOK
aKIENTOPOB JJIsl KOMIUIEKCOB TIIFOKOKOPTUKOUA-PELETTOP.

SInepHble aKIENTOPHI OCTAIOTCS HE3alOJHEHHBIMH Ja)Ke MpH Ha-
CBIIICHUH TOPMOHAMH IUTOIJIa3MaTHYECKUX PELENTOpOB. SnepHbie
aKIEeNTopbl, OYEBHIHO, MPEACTABISAIOT COOOH crenuduieckue mo-
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cnenoBarenbHocTu Monekyn JIHK, umeromue ompenenennyio mpo-
CTPAHCTBEHHYIO OpHEHTalMI0. B3auMoAEeiCTBUE TIIIOKOKOPTUKOUI-
peuenTopa ¢ SAEpPHbIMU PELENTOPAMHU MPUBOAUT K aKTHUBALMU XPO-
MAaTHHA 3a CUET YBEJIWYEHHUs YMCIIAa MECT CBSI3bIBaHMS ISl MOJIEKYII
PHK-nonumepassl.

CBs13bIBaHUE C SACPHBIMU AKIIEITOPAMH KOMIUIEKCOB TIIFOKOKOP-
TUKOUJI-PEICTITOP BbI3bIBACT KOBAJICHTHBIC MOAU(DUKAINN OEIKOB
XpOMaTHHA 3a cueT uX (HochOpUITHPOBAHUS, METHIUPOBAHHSI, allCTH-
mupoanus, AJl®-prubo3unrpoBaHusl.

[TFOKOKOPTUKOUIBI CHIOCOOCTBYIOT CHW)KEHHUIO TPOHHIIASMOCTH
MEMOpaH KICTOK KOXH, JKAPOBOH TKaHH, JTUMQOUIHBIX OPraHOB,
COCIMHUTEIBbHON TKaHU JIJIS TIFOKO3bl M aMHUHOKHUCIIOT. Takum oOpa-
30M, B nepu(eprUueCKUX TKAHSIX CHUKACTCS IMOIVIONICHUE TITFOKO3BI.
[rokokopTHKOCTEPOU B 00TAIAOT SIPKO BRIPAXKEHHBIM KaTa0OIMye-
CKUM JENCTBUEM B MBILIEYHOW, IKUPOBOU U COEITUHUTEIILHOM TKAHSX,
MIPOSIBJISIFOIIIEMCSl B OTPHIIATSILHOM a30THCTOM OajlaHCe, yCHIJICHHH
AKCKPELMU C MOUYOM aMUHOKHCIIOT, aMMHaKa, MOYEBHUHbI, YMEHBbIIIE-
HHUH MaccChl Tela.

[roKOKOPTUKOUIBI CLIOCOOCTBYIOT WHTCHCU(DHUKAIIMK KaTaOoH-
YECKUX MPOLECCOB B MEPUPEPUUYCCKUX TKAHSAX, B PE3YIBTATe Yero
B HUX MIPOUCXOJUT 00Pa30BaHUE aMUHOKHCIIOT U TIIUIICPUHA, TO €CTh,
COCIMHCHHM, U3 KOTOPBIX TPU TIIFOKOHEOT'eHE3e 00pa3yeTcs ITHKO3a.
OOHOBPEMEHHO C 3TUM IO/1 BIUSHUEM ITIOKOKOPTHUKOUIOB BO3PACTAET
MIPOHUIIAEMOCTh MEMOPaH KJIETOK MEUEHU JIS TITFOKO3bI U CyOCTPaTOB
[JIFOKOHEOTeHe3a. B UpOBOW TKaHU WHTCHCU(DUIIUPYETCS JTUTIONH3,
YTO TPUBOJUT K POCTY KOHIEHTPAIIUH CBOOOJHBIX KHPHBIX KHUCIIOT,
OKHCIIEHUE KOTOPBIX CIOCOOCTBYET COXPAHCHHIO 3alacOB TJIFOKO3BI.
OO01ast HanPaBICHHOCTh META0OIMUYECKUX MPOIECCOB B TKAHSAX Opra-
HHU3Ma I10]T KOHTPOJIEM TIIFOKOKOPTUKOUIOB CIIOCOOCTBYET THUIIEPITIH-
KEMHUU.

JleiicTBHE TIIFOKOKOPTUKOMJIOB PA3IMYHO [0 META00IMYECKON Ha-
MPaBJICHHOCTH B IIEYCHU U Nepu(eprueCKux TKaHsIX. B redenu miro-
KOKOPTUKOCTEPOU/IBI OKa3hIBAIOT aHA0OIMYECKOE JICHCTBUE, B TO BPE-
Ms KaK, B Iepu(hepHUSCKUX TKAHIX — KaTaOOJIMYECKOe.

AHOpo2eHbl — MYKCKHUE TIONIOBbIe TOpMOHBI. OCHOBHOM TIpe/ICcTa-
BHTENb aHAPOTEHOB — TeCTOCTepoH. HemocpencTeeHHOe MecTo Ono-
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CHHTE3a TECTOCTEPOHA B CEMECHHUKAX — KJIeTku Jleiiaura narepcTu-
IAaIbHOM TKAHU.

CriocoOHOCTh aHJIPOr€HOB METa0OJIMPOBaTh B TKAHSIX-MHUIICHSIX
SIBIIICTCS UX XapaKTePHBIM CBOMCTBOM. TecToCTEpOH U ero MeTadou-
ThI MOTYT B 3HAUUTEIILHOU CTEIICHU Pa3lIN4aThCs CTEIICHBEO OMOJIOTH-
YECKOW aKTUBHOCTHU, XOTSI CIIOCOOHOCTh TOJICPKUBATH MPOSBICHUS
MY>KCKOTO TOJIa XapaKTepHa TOIBKO JJIs1 OAHOIO TECTOCTEPOHA.

Metabonuieckue MpeBpalicHus aHAPOTSHOB MIPUBOMAT KaK K I10-
BBIIICHUIO AKTUBHOCTU, TaK U K MHAKTUBAIMU. AHIPOTEHBI OTBET-
CTBEHHBI 32 (pOpMUPOBaHUE, pa3BUTHE U (DYHKIIMOHUPOBAHHUE PEIIPO-
JTYKTUBHOM CHUCTEMBI B MY>KCKOM OPTaHU3ME.

lopmMoHanbHYI0 aKTUBHOCTH TMPOSIBISIET HE CaM TECTOCTEPOH
7, a HamOosiee aKTHBHBIA €ro METaOOJUT S5-JAUTHAPOTECTOCTEPOH.
Cunrtaercs, 4TO B MEXaHU3ME ITPOSIBIICHUSI OMOJIOTUIECKOTO ACHCTBUS
AHJ/IPOTCHOB, Ba)KHAS POJIb OTBOAMUTCS peakiusiM (HhochOopruIInpoBaHus
SIIEPHBIX OCITKOB U PETYIISIUU aKTHBHOCTH XPOMAaTHHa.

OCOOCHHOCTBIO OUOJIOTUYECKOTO JICHCTBUS aHIPOTCHOB SIBIISCTCS
CIIOCOOHOCTh BBI3BIBaTh 3(P(HEKThI, KOTOPHIC PA3BUBAIOTCS Yepe3 He-
CKOJIBKO JIHEW IMOCJIe BO3ACHCTBUS aHAPOTEHOB. YKa3aHHas CIOCO0-
HOCTbh TOCJIETHUX OTIAUYAET UX OT JIPYTHUX CTEPOUTHBIX TOPMOHOB.
K OnoxuMHU4YecKUM TIOSBICHUSM JCUCTBUS aHIPOTCHOB TAKOTO Poja
CJIEJIyeT OTHECTH UHAYKIHUIO psiia PepMEHTOB.

B kpoBu TecTOCTEpOH HUPKYIUPYET B KOMIUIEKCE C OCIKOM-
niepeHocurkoM. [loce mpoHUKHOBEHMSI Yepe3 MeMOpaHy KIISTKH B ITH-
TOILJIa3ME TECTOCTEPOH MOJIBEPracTCss META00INIESCKUM IPEBPAICHH-
sIM. AKTUBHBIA METa0OJIHUT TECTOCTEPOHA — Sa-TUTHIIPOTECTOCTEPOH
CHOCOOCH 00pa30BBIBATH KOMIUICKC C IUTOILUIA3MATHUECKUMU PEIeTI-
Topamu. Komrieke aHaporeHa ¢ MUTOIUIa3MaTUYECKUM PELEITOPOM
AKTUBUPYETCS, YTO COMPOBOKIACTCSI KOHPOPMAIIMOHHBIMY U3MEHEHH-
SIMH CTPYKTYpPBI KoMILIeKca. [lociie akTuBaluyu KOMILIEKC aHAPOTCH-
penentop mpuoOpeTaeT CIOCOOHOCTh TPAHCIOIMPOBATHCS B SPO.
[TocTynneHue KOMIUIEKCA aHAPOTCH-PEUEHTOP B SAPO CTUMYIUPYET
MaTPUYHYIO aKTUBHOCTh XPOMAaTHHA. 32 CUET CBSI3BIBAHUS C aKICIH-
TOPHBIMU MECTaMH KOMILJIEKC aHJIPOTCH-PELENTOp YACPKUBACTCS
B saape 16-18 4. B3aumozaeiicTBuE KOMIUIEKCOB aHAPOTCH-PEIEHTOP
C aKLENTOPaMH B SIPE MOXKET OBbITh HEMOCPEJCTBEHHBIM U KOCBCH-
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HbIM. B mepBoM ciydae B3auMOJEHCTBHE TOPMOH-PELENTOPHBIX
komiuiekcoB ¢ JIHK npuBomuT Kk akTtuBanuu crenupuveckoi Io-
CJIeZIOBAaTENIbHOCTH HYKJIEMHOBOM KHUCHOTHI. [Ipu HemocpencTBeHHOM
B3aMMOJICHCTBHH TOPMOH-PELENTOPHBIX KOMIJIEKCOB C aKIENTOPaMu
BEPOSITHO TAK)KE M3MEHEHHE CTPYKTYPBI OSITKOB XpOMaTHHa, TPUBOIS-
mee K TKaHecrenudruaeckol akTuBanuu nocieaoareabHocTa JJHK
B KJIETKax-MuIIeHsX. [Ipy KOCBEHHOM B3aMMOJECHCTBUU BO3MOKHBI
TaKKe JBa MexaHu3Ma. Tak, akLenTopoM MOXKET CIYKUTb TKaHe-
cnenu(puuecknii HETHCTOHOBBIM OeoK, KOH(OPMAIMOHHBIE W3-
MEHEHHSI KOTOPOTO CIIy’)KaT OCHOBOW CHEenU(UYECKOro OTBETa
KJIeTKU-MuIeHd. Kpome Toro, B kauecTBe akIENTOpa MOXKET BBICTY-
natb TKaHec-nenquduyeckas odJacTe XpoMaThHa, akTHUBALMSI KOTOPOH
JIOCTUTAETCs B3aUMOJIEHCTBHEM KOMIIIEKCA aHIPOT€H-PELENTOp C I'H-
CTOHOM.

Ocmpoeenvt M npozecmunbl — KEHCKUE IOJIOBBIE TOPMOHBI.
K HUM OTHOCSTCS: 3CTPOT€HbI — 3CTPANOI, ICTPOH, ICTPUOI U TOP-
MOH JKEJITOTO TeJla HJIi 0€peMEHHOCTH — TPOTECTEPOH.

BrocuHTe3 5CTPOreHOB OCYMIECTBISIETCS B IMUHUKAX M HAIIOYEY-
HHUKaX. B 3ToM ciiyqae OMOCHHTE3 — ITUKINICCKUAN TIPOIiece, TECHO
CBSI3aHHBIN C IOJIOBBIM LIMKJIOM. BO BpeMsl MOCIEIHErO MPOUCXOAAT
LUKJIAYECKUE U3MEHEHUS B CTPOCHUM SIMUHUKOB, COIPOBOKIAIOLIUE-
Cs1 UBMEHEHHEM B CIIEKTPE CUHTE3UPYEMbIX TOPMOHOB.

OyHKIUS KeJe3, CEKPETUPYIOMIUX 3CTPOreHbl, KOHTPOIUPYETCS
2OHAOOMPONHLIMU TOPMOHAMHU. DONIUKYIOCIUMYAUPYIOWULL  TOP-
MOH THMO(H3a BBHI3BIBAECT YBEIHYCHUE CKOPOCTH pocTa (OJLTUKYIA.
st mposiBiieHust GOIUTMKYIIaMH CTEPOUA0TeHHOH (DyHKIIMU HEO0OXO0TH-
MO BO3/IEHCTBHE JTIOTENHU3NPYIOLIETO TOPMOHA. Jliomeunusupyiowu
TOPMOH CTUMYJIHPYET 00pa3oBaHHE ICTPOTEHOB.

OcHOBHOE OHMOJIOTHYECKOE JICHCTBHE KEHCKUX ITOJIOBBIX TOPMO-
HOB COCTOHUT B 00€CTICYCHUH PETPOAYKTUBHON (DYHKITH OpraHU3Ma.

LuTormasMarudeckie perenTopsl ACTPAIHONa CHOCOOCTBYIOT
YIAEP’KaHUIO 3CTPOTEHOB B KJIETKE-MUILLIEHU U B3aUMOJICHCTBUIO TOp-
MOHOB C PEIEeNTOPaMH BBICOKOTO CPOJICTBA, CTIOCOOHBIX TPaHCIIOIH-
pOBaThCs B COCTaBE KOMILIEKCA ACTPOreH-pelenTop B sapo. Uepes He-
KOTOPOE BpeMsI MTOCIIE MOCTYIICHUS KOMILIEKCA 3CTPAIUONI-PELICHITOP
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B spo TaM HaOmromaercst aktuBauusi PHK-nonmumepasel, mpu sTom
3HAYUTEIBHO BO3PACTAET YMCIO MECT MHULIMALIUN TPAHCKPHITLIUH.

Cumnraercs, 4TO ACTPOreH, MPOHUKIIUI B KIETKY TKAHU-MULICHH,
CBSI3BIBACTCS CO CIEUUPHUECKUM BHESIEPHBIM OCIKOM 3CTPO(HIIH-
HOM, B pe3ynbTare 4ero oopasyercsi FOpMOH-PELENTOPHBIN KOMILIEKC;
[0CJIe aKTUBALMM MOCIETHUN TpaHCIOUUPYETCs B AAPO, Ie BCIEA-
CTBHE CBSI3bIBAHHS C XPOMATHHOM MPOUCXO/ST U3MEHEHUS B OMOCHH-
teze PHK, xapakTepHble 11 TOpDMOHYYBCTBUTEIBHON TKaHU.
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