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Tema: BEJJKOBOE IINTAHUE. IEPEBAPUBAHUME BEJIKOB,
BCACBIBAHHME ITPOAYKTOB PACIIAJIA BEJIKOB

IleneBbie 3amadu:

1. 3naueHue OCIIKOB B JKU3HEACATEIBHOCTH Opranusma. JluHaMmude-
CKO€ COCTOSIHUE OCJIKOB B OpraHU3ME.

2. TumeBass LEHHOCTh OENKOB MUIIH. VICTOYHMKH aMUHOKHCIOT
KpOBH.

3. IlepeBapuBanme OCIKOB:

a) TIPOTEOIUTHIECKIE (PEPMEHTHI KEIYI0UHO-KUIIICTHOTO TPAKTA;

0) sHAOMENTHAA3HI U 3K30nenTHaa3bl. O0pa3oBaHKue aKTUBHBIX GOPM
(bepmeHTOB, cyOcTpaTHas crelu()UIHOCTh, MEXaHU3M JICHCTBUS (DEPMEHTOB
MeNTHa3 Ha IpUMepe KapOOKCHIICNITH/IA3 WU XUMOTPHUIICHHA,

B) MepeBapUBaHue OEIKOB B Kely/Ke. POib CONSHON KUCIIOTHI;

r) mepeBapuBaHue OCIIKOB B KHUIICUHHKE. [IPUCTEHOYHOE MIepeBapH-
BaHUC;

JI) peryJsiiusi MUIIEeBAPEHHs], BCACHIBAHUE AMHUHOKHUCIOT, HapyIle-
HUSI [IepeBapUBaHUsi OCIIKOB.

4. BcacbiBaHKe TPOJYKTOB pacrajia OelKOB U IMyTH MCHOJIb30BaHUS
AMHHOKHUCIIOT KPOBH B OpraHU3Me.

5. IlpeBpaiieHre aMUHOKUCIOT TOJA JIEHCTBHEM MHKPOQIOpPHI K-
LIEYHHKA. DBHOJOrMYecKd aKkTHBHbIC MENTHIBl M TOKCHYECKHE TMPOAYKTHI
THUCHHSI OEITKOB.

6. MexaHu3Mbl 00€3BPEKUBAHUS B IICYCHH TOKCHUCCKUX IPOTYKTOB
MPEeBpAICHUsS] AMUHOKHUCIIOT, BCOCABIIMXCS M3 KHIICUYHUKA!

a) peakiuy TUAPOKCUIMPOBAHNS,

0) peakiMu OKUCIUTEILHOTO Je3aMUHUPOBAHUS aMHHOB;

B) pEaKIUK KOHBIOTUPOBAHHSL.

7. Hapymenwust mepeBapuBanms OEITKOB.

Jureparypa
1. bepesos T.T., Koposxun I".@. buoxumus, 1990. -C. 318-337.

2. 36apckuti b.1., Hsanos U.H., Mapoawes C.P. Buoxumus, 1972, -
C. 342-371.



3. Mak-Mioppeii V. ObMmeH BemiecTB y denoBeka. - M., 1980. -C.
263-274.

4. Huxonaes A.A. buoxumus, 1989. -C. 303-308, 413-415.

5. Cmpoes E.H. buoxumus, 1986. -C. 178-181, 184-189.

6. Moxup FO.M. Metaboandeckue mytu. - Kaparanma, 1982,

3HAYEHMUE BEJIKOB B )KU3HEJIESATEJIBHOCTH OPITAHU3MA.
JUHAMHNYECKOE COCTOAHUE BEJIKOB B OPTAHU3ME

OOMeH OEnKOB 3aHMMAET BEIyIIee MECTO B OOMEHE BCILECTB B Op-
ranu3Me. buonorudeckue QyHKIUN OCIKOB CTOJIb MHOTOTPAHHBI, YTO TPYIHO
HAa3BaTh MPOLIECCHI, B KOTOPBIX OBl OHU HE MPUHUMAIH yYaCTHU.

SIBNISAACH MPOJYKTOM BOCIIPOU3BEACHUS TCHETUYECKOHN MPOTrpaMMEI,
Oenku 00pa3yIOT MHUKpPO- W MakKpPOCTPYKTYPY CYOKJIETOYHBIX 0Opa3oBaHUM,
BBITIOJTHSS PSAZl YHUKAJTBHBIX (QYHKIHHA, ONPEACISIOT CIE(HUKY KIETOK, Op-
TaHOB W TKaHeW opranm3ma. Kakoi Ob 0OMEH BEIIeCcTB MBI HE paccMaTpUBa-
nu: OyAb TO YTIIEBOAHBIN, JTUMUIHBIN, HYKIEHHOBBIX KHCIOT, BOJHO-COJICBOM
H T.I., OSIKOBBI OOMEH SBIIIETCS CTEPKHEBBIM IPOIIECCOM MHOTOO00OPa3HBIX
TIpeBpalleHn BEIIEeCTB, CBOMCTBEHHBIX KUBOW MaTEpPUU.

[Mnactuyeckass poib OENKOB B OpraHHM3aIlMHM Pa3HOOOpPa3HBIX Kile-
TOYHBIX CTPYKTYp, OOpa30BaHHM TAaKUX BAXKHCHUIINX OHOIOTHYECKH AKTUB-
HBIX BEUICCTB, KaK OCIKH-TOPMOHBI, (DEPMEHTHI, HIMMYHHBIC TeJa, TPAHCIIOP-
THBIC OenKu, OeNKOBbIC Oy(epHBIC CUCTEMBI U MHOTHE APYTHE HE3aMCHHMA,
TaK Kak OCJKU B 3TOM OTHOIICHUU HENB3s 3aMEHUTh KAKHMHU-JIINOO IPYTHMHU
BCIIECTBAMHM, BXOJSIIMMH B COCTaB OpraHM3Ma WM TOCTYMAIOIIAMHU W3
BHEIIHEH Cpejibl, TOTJa KaK OOJbIasi 4acTh OPraHUYECKUX COeqUHEHUH (Y-
JIEBO/IbI, JIUMH/IBI, HYKJICHHOBBIC KUCIIOTHI, TOPGHUPHUHBI U JIp.), 38 UCKIFOYe-
HHEM  OCCEHIMANBHBIX  JKMPHBIX  KHCIOT ¥  BHUTAMHHOB, MOTYT
CHHTE3MPOBATHCSI B OPTaHM3ME H3 IPOMEXYTOUYHBIX MPOAYKTOB OEIKOBOTO
oOMmeHa.

Takum 00pa3oM, UMEHHO OCIIKOBHIN OOMEH OTpeeNsaeT CTPYKTyp-
HYHO OPTaHH3al{I0 )KHUBBIX CHCTEM, PETYIUPYET U MHTETPHUPYET MHOTO0Opa-
3We XMMHYCCKUX MPEBPAICHUN B LEJIOCTHOM >KHBOM OpTaHH3MeE, MOJUHHSST
€ro 3ajadaM COXpAHCHHUs BHIA, O0CCIIcUYMBas TEM CaMbIM HETPEPHLIBHOCTH
JKU3HH.

[TockoNBKY B OCHOBE BaYKHEHIINX ()YHKIIMOHATBHBIX MEXaHU3MOB H
PeryIIIUN BCEX IMPOIECCOB OOMEHA BEIECTB JICKAT CTPYKTYPHBIC OCIKH
KJIETOK OPTaHOB M TKaHEW, (epMEHTH U ApYyrHe (YHKIHOHAIEHO-aKTUBHBIE
Genkn (Takue, KaK TOPMOHBI, TEMOTIIOOHH, HYKJICHPOTEHABI U PSII OPYTHX
OMOJIOTMYECKH aKTUBHBIX BELIECTB), OEIKOBBI 0OMEH UIPaeT MEPBOCTENEH-
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HYIO POJIb B IWHAMHYECKOM COCTOSHHH CTaOMIBPHOCTH XUMHYECKOTO COCTaBa
LIEJIOCTHOTO OPTaHM3Ma, YTO SBISETCS PE3yIbTATOM CYIIECTBOBAHHUS OTpEe-
JICHHOTO PaBHOBECHSI CKOPOCTH CHHTE3a M PACIaia ATUX BEIIECTB.

Bce aieMeHTHI KJICTOK OpraHM3Ma HaxXOIITCA B HENPEPHIBHOM IIPO-
mecce oOHOBICHHMS. [laske TIPH COCTOSIHUY TMOKOS B KJIETKaX M TKaHIX COBEP-
LIaeTcs HENpepBIBHBI OOMEH BELIECTB M OJHEPIMU C OKpYXKalomled ux
cpenoil.

Kaxymeecst cTanimoHapHOE COCTOSHHE OpraHu3Ma 00yCJIOBJICHO I10-
CTOSIHHBIM TOCTYIUICHUEM W yJAJICHUEM SKBUBAJICHTHOTO KOJIUYCCTBA MOJIC-
Kyl B KICTKM W3 KICTOK OpraHu3Ma, IPYTUMHU CIIOBAMH, BCE 3JICMEHTHI
KJIETOK HAIlIEro OpraHn3Ma HEeNpPephIBHO HaXOJSITCS B Ipoliecce OOHOBIICHNUS,
TIpH KOTOPOM pacraj] ypaBHOBEIICH CHHTE30M.

OG6HoBIIeHHE OETKOB B OpPTaHW3ME YeJIOBEKa MPOTEKAET TOCTATOYHO
OBICTPO: OCIIKK MeUYeHU OOHOBIISIOTCS HanosioBuHy 3a 10 cyrok. ITonmynepuos
pacraza aHTHUTEN W psfa OpYrux OEIKOB KPOBU YEIIOBEKA COCTABIISIET IPH-
MepHo 12-14 nueii. Benku maasMbl KPOBH MOBEPratOTCs MOCTOSHHOMY CHH-
Te3y W pacmaay, HamosoBuHy oOHOBisirorcs 3a 20-40 gued. MemneHHO
OOHOBIISIFOTCSI OCITKK MBIIIIL, KOXKH, MO3Ta.

OCHOBHBIM Y BXHEWIIMM IJJACTUYECKUM MATCPHAIIOM, CITYXKAIIHM
JUIs. OOHOBIICHNS] TKaHEBBIX OEJKOB, SIBJISIIOTCS OENIKM MHUINHM, KOTOphIe obec-
MIEYUBAIOT OAHY TPETh HEOOXOAMMOIO KOJIMYECTBA aMMHOKUCIOT KPOBH, HC-
M0JIb3YeMbIX B CHHTe3e OeskoB. J[Be TpeTH OOIIero KoJIM4ecTBa aMHHOKHC-
JIOT KPOBH TIOCTYTIAIOT U3 SHIAOTCHHBIX HCTOYHUKOB 3a CUET MPOTEoIn3a Oel-
KOB TKaHEW ¥ CHHTE3a 3aMEHUMBIX aMHHOKHCIIOT B TICUCHH.

Buonornyueckas IIEHHOCTh OEIKOB IHIIH OTMPEAEISIETCS PAIOM KpH-
TEpPUEB - HAIMYMEM HE3aMCHHUMBIX (ICCEHIIMATbHBIX) aMUHOKHCIIOT: BaJIMHa,
JednnHa, W30JEUIMHA, TPEOHMHA, METHOHWHA, JIM3WHA, (eHMIIATaHMHA,
TpuntoaHa, KOTOpEIE B OpPraHU3Me YeIIOBeKa HE CHHTE3UPYIOTCS, a IS JIe-
Tel MePBBIX JICT )KU3HU HE3aMEHUMBI TAK)KE TUCTHIUH U apTHHUH.

Benku numm K0KHBI COAEpKaTh B CBOEM HaOOpe BCe HE3aMEHUMBbIE
AMHHOKHUCIIOTHI B COOTHOIICHHSAX, PUOIMKAIOMINXCS K COOTHOIICHHUSIM UX B
opranmsme (cM. Tabi. 2) npeasoxkeHHbie Beemuproii Opranusanueit 3apaso-
oxpanenus (BO3).

BTopeiM KpuTEpHEM IMOJHOICHHOCTH OEJKOB INHINM SBISETCSA CTe-
TIeHb YCBOCHHS Oenka, 9TO 3aBUCHUT OT 3((HEKTHBHOCTH €r0 PaCIICIICHHS
Ol BIMSIHUEM (DEPMEHTOB JKEITyIOYHO-KUIIEYHOTO TPaKTa, M TOJHOTA BCa-
chIBaHUS B KpoBb. OnIHAKO, HE BCe OCNIKM MUIIEBBIX MPOAYKTOB MOTYT OTBE-
4aTh TaKUM TpeOOBaHUSAM. ITO OENKHM MATEPUHCKOTO MOJIOKa, OCNKH
KYPHHOTO SIHIa, UKpa PBIO, MO3T XKMBOTHBIX, HO OHH HE MOTYT OBITh B €XKe-
JHEBHOM paruoHe. [loaToMy UIsi DOCTATOYHOTO OOECHeyYeHUs! 37I0pOBOTO



OoprannisMa IOJHOLICHHBIMHA OeKaMu B CyTO‘-IHBIﬁ panroH YCIOBEKA HOJI>KHBI
BXOOUTH OciKu PAa3JINYHBIX MUIICBBIX IIPOAYKTOB.

Tabauya 2
HopMmaTuBbI CyTO4YHOM NOTPEOHOCTH YeT10BEKA
B HE3aMEHHMbIX AMUHOKHCJIOTAX
Mr/KT Beca Tena [MotpebHOCTD
AMHHOKHCIOTA B3pocibie | Jern 10-12ner Tpynubie WHAHBALYYMA,
JeTH r/cyT
ApruHuH B3spociibie U feTH cTapiiero 26 1,8
T'uctuaun BO3pacTa HE HYKJAIOTCs 14 0,9
M3oneinma 18 37 35 0,7
Jleuu 25 56 80 1,1
JInzun 22 75 52 0,8
Mertuonun+L{ucrenn 24 34 29 1,1
denunanaHuH+ o5 34 69 11
Tuposun
Tpeonun 13 44 44 0,5
Tpunrodan 6,5 7,5 8,5 0,25
Banun 18 41 47 0,8

buonoruydeckasi 1IEHHOCTh Oelika, B KOTOPOM OTCYTCTBYET XOTsl Obl
OJlHa HE3aMEHMMas aMWHOKHUCIOTa, MHMHHMaibHa. B coBpeMeHHOM Mupe
BOXHEHIIyI0 TpOoOJeMy B IHTaHWH, MO-BUANMOMY, COCTaBJISIET OEJIKOBas
HEIOCTaTOYHOCTh. B pe3ynbTare moTpeOJeHus Na)ke AOCTATOYHO KallOpHid-
HOH, HO OeqHOM OeKaMy THIMY Y YeJIOBEKa pa3BUBAETCS OSIKOBAsi HEIOCTA-
TOYHOCTh, YTO XapaKTEPU3yeTCS pPa3BUTHEM OTPHULATEIBHOIO a30THCTOTO
OanaHca, TUMONPOTEHHEMHUEH (CHMKEHHEM KOHIIEHTPAIlMH OEIKOB B CHIBO-
potke kpoBu 10 50-30r/n npu Hopme 65-85r/1) 1 HapylICHHEM KOJJIOHIHO-
OCMOTHYECKOTO U BOJHO-COJIEBOTO 0OMeHa. [Ipu Tspkenbix hopMax MUIeBbIX
quctpoduii, HapuMep, MU KBAITHOPKOP - 3a00JIeBaHNH, PaCPacTpaHEHHOM
cpeau OeTeil B pa3BHBAIOIIMXCS CTpaHax, HAOIIONAIOTCS TSIKEJbIC IOpaxe-
HUSI TIEYEHH, OCTAHOBKA POCTA, Pa3BHBACTCS aHEMHS, CHUXKAETCS CONpPOTUB-
JSIEMOCTh OpraHu3Ma MH(EKIUSIM, Pa3BUBAETCS aTOHUS MBIIIL, HapyIIaeTcs
¢bynkuus kumeyHrka. CMEpTHOCTh TaKHX JIeTel OYeHb BBICOKA: OHH IOTH-
0aroT OT OCTPHIX HH(DEKITHH, XPOHUIECKUX 3a00JIeBaHUH TICUCHH.

A30THCTBIH 0aj1aHC
ABOTHCTHIN OaaHC XapaKTepU3yeT COOTHOIICHUE aHa0OoIM3Ma U Ka-

Tabonu3Ma Oelka B OpraHusMme. HC,HOCTaTO‘IHOG COACPIKAHUC XOTA OBI OHHOﬁ
HEe3aMEHHUMOMN aMHUHOKHCIIOTEL B palroOHE NPUBOAUT K TOMY, YTO B OPTraHU3MC
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paspymiaetcsi 0oJpIie Oesika, YeM CHHTE3UPYETCs, U TIOATOMY OOJIBIIE BBHIBO-
JITCSI a30Ta, YeM ycBauBaeTcs. Takoe COCTOSHUE MPHUBOAUT K OTPULATEINb-
HOMY a3oTHUCTOMYy Oamancy. OTpHUIATENbHBIM a30THUCTBIA OallaHC TaKXKe
HAOIIOAAaeTCsl IPH M3HYPUTENBHBIX 3a00JIEBaHUAX, HETOJHOLEHHOM OeKO-
BOM IHUTAHUH, TIPU JUTUTEITHHOM TOJIOAaHHH.

[TonoXUTENbHBIA a30TUCTHIN OallaHC HAONIOMACTCS TPU 3aJCPIKKE
a30Ta B OpraHu3Me, KOorja MOCTYIUICHUE C MHIICH a30Ta MPEBBIIIACT €ro BbI-
BEJICHUC W3 OPraHM3Ma, YTO CBUACTEIBCTBYET O MpPeoOIaJaHhK MPOIECCOB
cuHTe3a Oelika B OpraHu3Me HaJl ero Karabom3MOM. DTO MPOUCXOJNT B JIET-
CKOM BO3pacTe B MEPHUOJ] pOCTa, IPH OCPEMEHHOCTH, B IEPHOJ PEKOHBAJIEC-
LICHIMH TIOC)Ie OOJIC3HU.

Jlnsa obecrieueHusi OMOCHHTE3a OcliKa HEOOXOAMMO HAJIMYHE BCEX
MIPUPOHBIX AMHHOKHCIOT. J[JIsl B3pOCJIOTo 4elioBeKa, MOTPEOIISIONIEero 10c-
TaTOYHOE KOJIMYECTBO MOJHOLEHHOTO OeJika, B HOPME XapaKTePHO COCTOSIHUE
A30THUCTOr0 PABHOBECHS, KOTAa OPraHM3M HCIOJIB3YeT JIMIIb TAaKOe KOJUYe-
CTBO OETKOBOTO a30Ta IMHIH, KOTOPOE HEOOXOIUMO JJIsi BOCIIONHEHHS (ep-
MEHTOB, OCJIKOB-TOPMOHOB U CIIOKHBIX OCJIIKOBBIX KOMITOHCHTOB KIICTOYHBIX
CTPYKTYP, KOTOPBIC M3HAIIMBAIOTCS B XOJ€ HOPMAJBHBIX MPOIECCOB JKU3HE-
JCSTENBHOCTH. B COCTOSHMM a30THCTOrO pPaBHOBECHUS OOJbINAs YaCTh IO-
TpeOisieMoro Oellka TOABEpPracTCcs pACIICIUICHHIO Ha aMHUHOKHCIOTHI,
KOTOPBIC HMCHOJB3YIOTCS KaK MCTOYHHMK MOJYYCHHS SHEPTHH U U CHHTE3a
OHMOJIOTUYECKH aKTUBHBIX COCMHCHUIA.

MHOTOYHCIEHHBIMHA HCCIIEIOBAHUSMH YCTAHOBIICHO, YTO B3POCIHBIN
yenoBek mociie 8-10 aueii 6€30e1K0BOro MUTaHus, JOCTATOYHOTO IO OOIEMy
KaJIOpaXky, HAYMHAET BbIJCISITh OCTOSIHHOE KOJMYECTBO a30Ta, Oiin3koe k 53
MI' B cyTKd Ha 1 Kr Beca Tesa, 4To AJsl 4eioBeka BecoM B 70 Kr cocTaBiser
3,761 azora, wmm 23,21 Genka. DTO MUHUMAIBHOE KOJIMYECTBO O€JIKa, I10-
CTOSIHHO pPacIajaronierocs B opraHu3Me, HazBaHo PyOHepoM "koadduriieH-
TOM WM3HAIMBaHUA". J[Js YCTaHOBIICHHUS a30THCTOTO PAaBHOBECHUS] OPTraHU3MY
Heobxoaumo okoio 40-50r Genka. DTOT MHHAMYM Oelika, HEOOXOUMBIN IS
TOT0, YTOOBI MOACPKUBATH a30TUCTOC PABHOBECHE HA PAIlMOHE, TOKPBIBAIO-
IeM 3HEPTreTHYCCKHUE MOTPEOHOCTH OpraHM3Ma M IIEJIOCTHOCTh €ro KICTOY-
HBIX CTPYKTYp, TOJYYHI Ha3BaHHE "(PU3HOJIOTHYECKOT0 MUHUMYMa Oenka'.

Jlyist coxpaHeHHsT a30TUCTOTO PABHOBECHsI, COXPAHEHUsI 3/I0POBbs U
BBICOKOHW pabOTOCTIOCOOHOCTH €XKEJHEBHO YEJIOBEKY HEOOXOJMMO TaKoe KO-
JIMYECTBO IMOJHOIIEHHOTO OeNka, KOTOPOE MOKET OOECIe4nTh BOCCTAHOBIIE-
HHUE W3HOCA KIETOYHBIX CTPYKTYp OpPTaHOB M TKaHEH, aKTHBHBIX CBOOOJIHBIX
OMOMOJIEKYN 1 00ECIeUCHNE YHEPTETHUECKUX TPAT KaK B €CTECTBEHHBIX, TaK
U B OKCTPEMANIbHBIX YCIOBHSX.



Hopwmpbl Geika B nUTaHUN

Omnpeznensiorcs psAnoM (HakTOPOB - BO3PACTOM 4eJIOBEKa, Maccou Te-
Ja, II0JIOM, POZOM 3aHATHH, KITUMAaTHYECKUMH yCIOBUSMH IIPOKUBAHUS U T. .
Oco060 HEOOXOIUMO TOYEPKHYTh, UYTO MPH JIOOBIX YCIOBUAX ONTHMAILHBIH
YpPOBEHb" aMHHOKHCIIOT B IIUTAHUM YEJIOBEKA HE SIBJISICTCS MOCTOSHHBIM. [1o-
TPEeOHOCTh PA3IUYHBIX aMUHOKHUCIOT MOKET HEPAaBHOMEPHO BO3pacTaTb IpH
HEKOTOPBIX (PU3HONOrHYECKUX (OEpEeMEHHOCTD, TAKTALUS) U HATOJIOTHICCKIX
(urbexunoHHbIe OONC3HU, aBUTAMUHO3bI U 1Ip.) cocTostHUAX. OTCIoNa Cceay-
€T, YTO B NIUTAHUH YEJIOBEKAa OrPOMHOE 3HaUYCHHUE UMEET NoAOop OENKoB Iu-
M TaKuM 00pazoM, YTOOBI OIYYHIICS ONTHMANIBHBIN COCTaB aMUHOKHUCIIOT,
HEOOXOOUMBIX Ul TOJICP)KAHHUS M COXPAHCHHS T'apMOHUH CTPYKTYPHI U
(YHKIMH KICTOYHOH OpraHU3aluy OpraHn3Ma.

Jist B3pocioro uenoBeka npu tpare sHeprun B 2500kkan cyrouHast
motpedHOCTh cocTaBisieT He menee 100 T Oenka, a B )KapKOM KJIMMAaTe - HE
menee 1201 (mo ®oiity, 1881, 118r Genka B cyrku). IIpn HEOOCTATOUHO
MEXaHM3UPOBaHHOM (u3nueckoM Tpyne Ha Kaxzaple 500 kkan mpoOaBo4HO
HeoOxoaumo 10T Genka. [TorpeGHOCTE B Oesike 3HAYUTENBEHO BO3pacTaeT Ipu
OepeMeHHOCTH, JaKTaluu. [1oBbILICHHBIE TOTPEOHOCTH B OEJIKOBOM NMUTAHUH
HCIIBITHIBACT B 3aBHCUMOCTH OT BO3pacTa PACTyLIMH OpraHu3M. Y IeNbHbBII
Bec OENIKOB B palyioHe aered goipkeH cocrabisith 10-15%cyrouHoro kaso-
paxa. /lo 1 roxa npu ecTecCTBEHHOM BCKapMJIMBaHUM HOpMa O€JIKa COCTaBJIs-
er 21 Ha 1 Kr Beca Tela, IpH HCKYCCTBEHHOM BCKapMIlMBaHuu - 41 (tabi. 3).

Tabauya 3
Hopmpbl 0e1K0BOro NUTAHUSI A5 JeTell pa3HOro Bo3pacra
Bospacr neret, ITorpebHOCTS, Copeprkanue Genka >KUBOTHOTO

JeT r Oesnka Ha 1 Kr Beca | IPOMCXOXK/ICHUSI B CYTOYHOM pauunone, %
1-3 4 80-84

3-6 3,5 70
7-12 2,5-3 65

15 1,5-2 60-65

BeakoBble pe3epBbI OpraHu3Ma

B opranmnsme Het "pe3epBHBIX" OCIKOB B TOM CMBICIE, KaK 3TO I10-
HUMAIOT [UTSI PE3ePBHBIX YIIIEBOAOB (TIMKOTEH IICYCHH M IPYTHUX OPraHOB)
WIH PE3ePBHBIX JKUPOB (TPUALMITINALEPHIb], ACTIOHHPOBAHHbBIC B aHUIIOLH-
Tax). B okcTpeManbHBIX yCIOBHAX ([UIHTEIbHOE GEIKOBOE TOJIONAHKE, TSDKE-



Joe WHPEKIHNOHHOEe 3a00JIeBaHNe, TKENas WHTOKCUKAIHS, TOTepsl KPOBU U
T.I.) OPraHu3M CIOCOOE€H MOOMIIM30BaTh "CKPBITHIE OEJIKOBBIE PE3EPBHI,
KOTOpPBIE CITy’KaT ITOCTAaBIIMKAMH aMHUHOKHCIOT, HEOOXOAMMBIX IS CHHTE3a
(epMeHTOB, TOPMOHOB, KOMIIOHEHTOB KJIETOYHBIX CTPYKTYp oOOecredeHus
HOPMAJIBHOM JESITEIBHOCTH XU3HEHHO BaXKHBIX OPTaHoB (MO3T, Cepille, JH-
JIOKPUHHBIE XKeJIe3bl U T.]1.).

"Pe3epBHbIe” Oenku - 3T0 HE 0COOBIC OTIIOKCHHS OCIKOB, a 0OBIY-
HBbIC CIICHU(HUYHBIC I JAHHON TKaHW OCJIKH, KOTOPBIC UCIIOJB3YIOTCS IpPH
HEJOCTaTKe Oelika B MUTAHWU ISl TIOKPBITHS MOTPEOHOCTEH B aMHHOKHCIIO-
TaxX XU3HCHHO HamOosee Ba)KHBIX OpraHoB. Hamboiee MHTEHCHUBHO MOJBEp-
rarorcss ()CpPMEHTATUBHOMY PACIICIUICHHIO OCNKM IUIa3Mbl KPOBH, ICYCHHU,
COCIMHUTENILHON 1 MbIeuHo# TkaHel. [Ipu GiaronpusTHOM OEIKOBOM IIH-
TaHNHM KOHIIGHTpAIus OENKOB B IUIa3Me KPOBH, CTPYKTypa, a Takke macca
TKaHeil BHOBb BOCCTaHABIMBAIOTCS.

IIEPEBAPUBAHUE BEJIKOB

Pacuiemienne 6enakoB (IIPOTEOU3) B OpraHU3ME B 3aBHCUMOCTH OT
pacronokeHusi PEPMEHTOB MOXET OBITH TPEX BHIOB. MOJIOCTHOE (THAPOIIH3
(bepMeHTaMH, HaXOJSAIMMKCS B CBOOOAHOM BHJE B JKEIyIKE M TOHKOM KH-
[ICYHUKE), MEMOPAHHOE WIH IPUCTCHOYHOE (rHaponu3 (HepMeHTaMHU, HAXo-
JSNIAMHCS. B COCTaBE MEMOpaH KIIETOK KHUIIEYHOrO JIHTEIUA) ¥ BHYTPHK-
aeTouHoe (ruaponu3 GpepMEeHTaMH, HAXOASAIIMMHUCS B OPTaHOMAAX KIIETKH).
BHYTPHUKIETOYHBIN THAPOIHU3 KIETOYHBIX OCIKOB OCYIIECTBISCTCS [IPEUMY-
MIECTBEHHO (PEPMEHTAMH JIN30COM, SIBIISIOMIAXCS CBOCOOPA3HBIM MHIIIECBAPH-
TEIBHBIM aIapaToM KIETOK.

IMepeBapuBanue GEIKOB MHUIMM B THINCBAPUTEIFHOM TPaKTE IPE-
CTaBJISIET COOOM CIIOXKHBIN "CTYIMEHYATHIN" MpoIecc, KOTOPBIA COBEPINAETCS B
Tpu dTamna: 1) B skenyaKe; 2) B TOHKOM KHUIIEYHHKE; 3) B KJIETKAX CAM3HCTON
000JI0YKH TOHKOTO KHIICYHHKA.

B mporiecce niepeBapuBanust 6EJIKOB B TOJOCTH JKENYIKa U TOHKOTO
KUIIEYHHUKA COBEPIIAETCSA PACHICIUICHHE JUTMHHBIX TOJMIENTHAHBIX LEmei
GelKa 10 KOPOTKUX OJIMTOICIITH/IOB.

Oco6GeHHOCTh TIPUCTEHOYHOTO (MEMOPAaHHOIO) MUIIEBAPCHHUS COCTO-
HT B TOM, YTO THAPOJIU3 M-, TPH- U KOPOTKUX OJMIOTEITHIOB TPOUCXOIUT
Ha TIOBEPXHOCTH KJIETOYHOM MEMOPAHBI BOPCHHOK KHIIIEUHHKA.

DepMEeHTATHBHBIH almapar elyI0THO-KUIIIEYHOTO TPaKTa OCyIie-
CTBJISIET MO3TANHOE, CTPOTO M30MpPATENHHOE pPACIICIUICHHE MeNTHIHBIX CBS-
3e#l 6EIKOBO MOJICKYIIBI BIUIOTH 10 KOHEYHBIX TIPOILYKTOB THAPOIN3a OEIKOB
- CBOOOIHBIX aMHHOKHCIIOT, YTO OJHOBPEMEHHO COYETAETCS C TPAHCIIOPTOM
OTIIEIUICHHBIX AMUHOKHCIIOT B KPOBH BOPOTHOM BEHBI.
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Brarogapst ciernuuHOCTH K pa3Mepy TOIHUIEITHIA U K CTPYKTYpE
pajmKana aMHHOKHCIIOTHI, YIACTBYIOIICH B 00pPa30BaHUU TIEITHIHON CBSI3H,
MPOTEONUTHYCCKAE (PEPMEHTBI 00Iaal0T OTHOCHTEIBHONW TIPYIIOBOW Crie-
MUQUIHOCTHIO, UTO OOBSICHSIETCS CYIIECCTBOBAHHEM OIPEICICHHOTO COOTBET-
CTBUSI MEKIy CTPYKTYpOHM AaKTHBHOTO II€HTpa (EepMEHTa W CTPYKTYpOi
MOJNUIENTUIHOM Lenu GenKka, KOHTAKTHPYIOLIETO ¢ THAPOIH3YEeMOH Mo Iei-
crueM (epmenta nentugHoi (-CO-NH-) cesi3blo.

W3BecTHBI [BE TPYMIBI MENTHAA3. 3K30MENTHIA3bI, KAaTaIH3UPYIO-
[IMe pa3pblB KOHIIEBOM MEeNTHAHOW cBs3u ¢ ocBoboxaenueM N- wmn C-
KOHIICBOW aMHUHOKHUCIIOTBI MONUIEITUIHON LEMH, U SHAONENTHIA3bI, THIPO-
JIM3UPYIOIIHE TIENTUHBIC CBSA3U BHYTPH MONUIEITHIHON LETH.

IMepeBapuBanue GEIKOB OCYIIECTBISIETCS IO BIUSHIEM (DEPMEHTOB
xKeayaka (MencHH M TaCTPUKCHH), IOKEIYI0YHON Kene3bl (TpUIICHH, XH-
MOTPHITCHH, KapOOKCHIIETITHIa3a, 371acTa3a) ¥ TOHKOTO KHIIEYHUKA (aMHHO-
MENTHa3a U TUIETITHIa3a).

IlepeBapuBaHne 0e1KOB B KeJIyAKe

IMocrynatomiue ¢ numiel OEIKH, CTUMYIHPYIOT BBIJICICHUE MCITH-
HOT'0 TOPMOHA - TACTPHHA, KOTOPBII BBI3BIBACT CCKPELUIO ICHCHHOTEHA TJIaB-
HBIMU KJIETKaMH JKEJIy/IKa, U OOKIIaJOYHBIMU KIETKAMU COJISTHOW KHUCJIOTHI.

Kenynounsiii cok nmeer pH 1,5-2,5.Consinast kucnora nposiBisieT
pan GYHKIUH OMOXMMHYECKOTO JIEHCTBUS - TIOJIBEPTaeT JeHaTypaIiuu TI00y-
JspHBIe OEJKH, BCICACTBHE YeTO0 BHYTPCHHHUE MENTHIHBIC CBSI3U CTAHOBATCS
JOCTYITHBIMU A7 (pepMEHTATUBHOTO THApoiM3a. biaromapsi BRICOKOH KOH-
LEHTPAIUH B )KEITYIOYHOM COKE COJITHAs KHCIIOTa MPOSABIET OaKTePHUIIMIHOE
JIEUCTBHE.

[leHCHHOTEH B IPUCYTCTBHHU COJISTHOM KHCIJIOTHI 10 MEXaHU3MY ayTo-
KaTaJIUTUYCCKOTO JCHUCTBHUSI CaMOTO IICNICHHA IPEBpAIlacTCs B AKTUBHBIN
TeTICHH OJyiarofapsi OTIIEIUIeHUI0 0T N-KOHIa TONHUICOTHIHON IeTH MEeTICH-
HOreHa 42-aMUHOKHCIOTHOT'O OCTaTKa B BUAE CMECH KOPOTKHX TICTITHIOB.

[lencuH OTHOCHTCSA K KapOOKHIIENTHIA3aM, COACPIKAIIMM OCTATKH
JTMKapOOHOBBIX aMHHOKHUCIIOT B aKTUBHOM IIeHTpe ¢ ontumymoM pH 1,5-2,5.

SBnsAsAce HAONIENTHAA30M TETICHH, PacIIeIUIieT B OeNKax BHYTpPEH-
HUE TENTUIHBIC CBS3M, B 00pa30BAaHMU KOTOPHIX YYaCTBYIOT aMHOTPYIIIBI
TUKapOOHOBBIX M KapOOKCHIIBHBIE TPYMIIBI apOMaTHUYECKUX aMHUHOKHCIOT -
(heHnmanaHuH, TUPO3WH W TpuntodaH. MeyieHHee TUAPOIU3yeT (EepMEHT
TICTITUIHBIE CBS3M, 00pa30BaHHbBIE aTU(PaTHIESCKUMH B JUKApOOHOBEIMHU aMH-
HOKHCIIOTaMH.
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B xemymouHOM COKe 4eoBeKa UMEETCs] BTOPOM MPOTEOIUTUYECKHUI
(epMeHT - TacCTPUKCHH, KOTOPBI OJM30K MO CTPOSHUIO K METCHHY, YTO yKa-
3pIBaeT Ha oOpa3oBaHHe WX W3 oOmIiero mpemmectBeHHnka. OntumyM pH y
ractpukcuna 3,0.

lacTpukcHH THAPOIN3YET MENTHAHBIE CBSI3H, 00pazyeMblie Aukapoo-
HOBBIMH aMHUHOKHCIOTaMU. COOTHOIIIEHUE MENCHH/TACTPUKCHH B KETyI04-
HOoM coke 4:1. [Ipu s13BeHHO# OOJIE3HM CONCpIKAHKME TACTPUKCHHA YBEIUYH-
BaETCS.

Tak Kak MuIa B KEIYAKES HAXOIUTCS HEOOBIION MePHO/, MENCHH U
TaCTPUKCHH THAPOIU3YIOT OCIKU 0 CMECH MENTUIOB, OCHOBHAs Macca Oel-
KOB PAaCHICIUISICTCS B KHIIICUYHUKE.

To 06CTOATENBCTBO, UTO ONTHMYM JCHCTBHS NETCHHA MPOSBISAETCS
B CHJIBHOKHCIION cpesie, a TACTPUKCHHA - B CPEIHEKUCIION, MO3BOJSET HPH-
CIOCa0IMBATHCSI OPTaHU3MY K OCOOCHHOCTSIM TTHTaHMUS.

Taxk, pacTHTEIEHO-MOJIOYHOE MUTAHNE YaCTUYHO HEHTPANIH3yeT KHUC-
JYI0 CpeAy KeIyIOYHOrO COKa, U pH OnarompusTCTByeT IepeBapHBaIOLIEMY
JICHCTBUIO TaCTPUKCUHA.

IlepeBapuBaHue 0e1KOB B KUIIEYHUKE

[MocTymeHne KUCIIOTO KEITYyIOYHOIO COJCPKUMOTO B TOHKHHA KH-
[ICYHUK CTUMYJIHPYET CEKPEUHIo IENTHIHOTO TOPMOHA - CEKpeTHHA, KOTO-
pbIii moctynaer B KpoBb. Iloj nelicTBHEM CEKpeTHHa W3 TMOJKETYI0YHOU
JKeJIe3pl B TOHKWH KHUIICYHUK BBIICIIIOTCS OMKapOOHATHI, KOTOPHIE HEHTpam-
3YIOT COJISTHYFO KHCIIOTY JKEIYIOYHOTO COKa, YTO MPUBOAUT K PE3KOMY BO3pacTa-
Huro pH o 7.

[Moctymmenne ¢ XKeTyJOIHBIM COACPKUMBIM IENTHIOB M AMHHOKHC-
JIOT B IBEHAIIATHIIEPCTHYIO KHUIIKY BBI3BIBACT OCBOOOKICHHE TOPMOHA XO-
JICHIUCTOKWHUHA, KOTOPBIA CTHMYIHUPYET CEKPELUI0 (DEepMEHTOB IK30KPHH-
HbIMH KJICTKAMH TOJDKEIYJIOYHOM JKene3sl B BuAc (EPMEHTaTUBHO-
HEAKTUBHBIX 3MMOTCHOB - TPHUIICHHOTCHA, XUMOTPHUIICHHOTCHA, MPOKApOOK-
CHUIIETITUIA3bI U TTpodJiacTa3bl. CHHTE3 MPOTEONUTHIECKUX (PEPMEHTOB B BHE
HEaKTHBHBIX MPEIIISCTBCHHUKOB MIPEJOTBPAIIACT Pa3pyIICHHE SK30KPHHHBIX
KIIETOK ATHMHU (pepMEHTaMHU.

AKTHBHpOBaHHE STUX ()EPMEHTOB MPOUCXOTUT IyTEM YaCTUYHOTO
(orpaHHYEHHOTO) MPOTEOJIN3a TOJUIEITHHOM IETTH MPOPEPMEHTOB.

IlonaB B TOHKMH KMINEYHMK, TPUIICUMHOTEH IO AEHCTBHUEM KHUILIEU-
HOW SHTEPOKHWHA3BI, WJIM SHTEPONENTHIA3bl, IIPEBpAINACTCI B AKTHBHYIO
(dhopmy TpHUIICHHA, BCIEICTBHE OTIICIUICHUS MHTHOUTOpa N-KOHIIEBOTO TEK-
camenTuaa OT TpurcuHoreHa. CBOOOIHBINA TPHIICHH MO Mepe 00pa30BaHUs
YYaCTBYET B KATAJUTUYCKOM TPEBPALICHUU TPUIICHHOTCHA B TPHUIICHH, XH-
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MOTpPHUIICHHOT€HA B XMMOTPHUIICHH, MPOKapOOKCHUIICTITHIa3bl B KapOOKCHUIIeTI-
tunassl A u B, nposnacrassl B 31acTasy.

TpurcuH, XUMOTPUIICHH, 3JlacTa3a, Oyay4H dHAOMENTHAA3aMH, CIIO-
COOCTBYIOT pa3pbIBy BHYTPEHHHUX MEITHIHBIX CBS3EH, Ap0Osi OCIKU ¥ TOJH-
TenTUAB Ha 6oJiee Menkue pparMeHThI.

TpHIICHH THAPOIU3YET NENTUAHBIC CBA3M, 0OPa30BaHHBIC C YYaCTH-
eM KapOOKCHJIbHBIX IPYIII JU3UHA W apTUHUHA. XUMOTPHUIICHH PACIICIUIICT
MENTHHBIC CBSI3M, 00pPa30BaHHBIC C YYACTHEM KapOOKCUIIBHBIX TPYII TPHII-
TodaHa, PeHWIaTaHWHA WIA THPO3WHA W, B MCHbBIICH CTCICHH, JCHIMHA U
METHOHHHA.

Dnacraza TUAPOIM3YET MEHTHUIHBIC CBA3M MEXAY OCTaTKaMH pas-
JIMYHBIX HEHTPaJIbHBIX AMUHOKUCIIOT U T€ MENTUAHBIC CBS3HU, IJI€ HAXOIUTCS
MIPOJTHH.

KapGokcunentuaaza A (9K30MENTHIa3a) OTHOCUTCSA K IIHHKOCOMIEP-
kammM pepmentaM. OHa oTmierisieT C-KOHIEBbIE OCTATKH BCEX apoMaThyde-
CKHUX U anudaTHIecKuXx aMHHOKHCIIOT, 33 UCKIIIOUCHHEM apTUHUHA, JIM3WHA U
MPOJIMHA.

KapOoxkcunentunasza B-ak3onentunasa ormiemisier C-KOHIIEBBIE OC-
TaTKH aprUHUHA U JIN3UHA.

IIpucreHoyHoe (MeMOpaHHOe) MHINEBApPEHHE

OO0pa3zoBaBmiecss B pe3yibTaTe IMEPBBIX ABYX ATAIlOB IepeBapHBa-
HUS OSJIKOB HEOOJBIINE MENTHIBI - MPEUMYIIECTBEHHO TPU- U TUNCTITHABI U
CcBOOOTHBIC AMUHOKHCIIOTHI JIETKO MIPOHHUKAIOT B KJICTKH CIIM3UCTON 000I0UKHI
KHIICYHNKA TIPH YYaCTHH TPAHCIIOPTHBIX CHUCTEM, O0ECIIeYMBAIONINX OBICT-
pBIi TIEpEHOC AMWHOKHCIIOT dYepe3 OHOJIOTHYeCKHEe MeMOpaHbl. 3aKIodu-
TEJBHBIN dTal NIepeBapruBaHus OSITKOB, MPOUCXOMIIINN B KIETKaX CIU3UCTON
KHIIICYHUKA, COCTOUT B TOM, YTO Ha BCOCABIIKECS OJUTOMEHTHIBI BO3JICHCT-
BYET LEJIBIIA PsIJl BHYTPUKIICTOYHBIX TETITHIA3.

KneTku ciM3uCTONW TOHKOTO KHIIEYHHKA CEKPETHUPYIOT METAJUIOo-
(hepMeHTHI - aMUHONIENTH/1a3bl (AKTUBUPYETCS MOHAMHY IIMHKA U MapraHiia) u
JIMMENTHAa3bI (AKTUBUPYIOTCS HOHAMHU KOOAIbhTa U MapTaHIla).

AMHUHONIETITHAA3a - DK30MENTHAA3a - OCYHIECTBISET CTYIEHYATOe
ormerieHre N-KOHIIEBBIX OCTATKOB OONBIIMHCTBA aMHHOKHCIOT. Junentu-
JIa3bl PACIICIUIAIOT AUIICHITH IBI.

OCHOBHBIM MEXaHH3MOM TPOMEXYTOYHBIX U 3aKITIOYUTEIHHBIX CTa-
IV THApOIN3a sSBIsSeTCS MeMOpaHHOe numeBapenrne. OHO OCYIIEeCTBIISETCS
KaK aacopOMpoBaHHBIMH ((DEPMEHTHI MOKEITYIOYHOTO COKa), TaK U COOCT-
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BEHHO KHIIEYHBIMU MEMOpPAHOCBA3aHHBIMH (epMeHTaMK (AMUHOTENTHIA3A,
JMIIENTHIA3a).

MemO6paHHOE MUIEBapeHne 06ECIEYNBAET COBEPUIEHHOE COMPSKE-
HHUE NHIIEBAPUTENBHBIX U TPAHCIOPTHHIX (DYHKIUH ANMKAIBHBIX MIA3MATH-
YEeCKMX MEMOPAH DHTEPOLMTOB.

MeM6paHOCBA3aHHbIE (EPMEHTHI, OCYIIECTBISIONINE 3aKIFOYHTENb-
HBIE CTAJWM TUAPOIM3a MENTHIOB, W CHUCTEMBI TPAHCIOPTA AMHUHOKHCIIOT
(YHKIMOHAILHO W CTPYKTYPHO HWHTETPHPOBAHBI B MHINEBAPHTEILHO-
TPAHCIIOPTHEIE aHcaMOK. B pesynbraTe mocie1oBaTebHOTO JACHCTBUS PO-
TEONMTHYECKUX (DEPMEHTOB W MENTHIA3 TepeBapuBaeMble OEJIKH, B KOHEY-
HOM WTOTe, TPEBPAINAIOTCS B CMECh  CBOOOIHBIX  aMHHOKHUCIIOT,
MOAABJIAIONIAs YaCTh KOTOPBIX 3aTEM TPAHCIIOPTUPYETCH YE€PE3 SIUTEIHANb-
HBIE KIETKUO BBHICTUIAIOIINE TOHKMH KUIIEYHUK, B KANMJUISPHI BOPCHHOK U
MEPEHOCATCS KPOBBIO IO BOPOTHOM BEHE B TIEUEHb.

BCACBIBAHUHE AMHHOKHUCJIOT

BcachlBaHHE aMUHOKHCIIOT, 00Pa30BaBIIMXCS B IIPOLIECCE HepeBapy-
BaHHUs OEJIKOB, IPOUCXOJUT B OCHOBHOM B TOHKOM KHILEUHHUKE. BcachiBaHue
UX B KUIIEYHMKE TaK ke, KaK U TPAHCIOPT 4yepe3 APYrue KIeTOUHbIE MeM-
OpaHEI, OCYIIECTBISETCA C MOMOIIBIO CIECIHANBHEIX TPAHCIOPTHBIX CHCTEM
IS AMHHOKHCIOT. TpaHCMeMOPaHHBIH MepeHOC aMHHOKHCIOT MPOHUCXOIHT
COBMECTHO C MOHAMHU HATpus (CHMIIOPT) ¢ IOMOIIBIO crenuduyeckux 6en-
KOB-TIEPEHOCUHKOB IIEpMeas.

TpaHCIOPT aMUHOKHUCIOT SBISETCS AKTUBHEIM M TpebyeT HeoOXo-
auMoro rpaguenTta moHoB Na', cosmaBaemoro Na'-K-AT®-azo0it MeMOpaHbI
SMNTENNS KAMIEYHNKA. AMHHOKHICIOTEl BCACKIBAIOTCS B KMIICYHHKE MOCPE-
CTBOM BTOPHUYHOT'O aKTMBHOT'O TPAHCHOPTA.

I[Ipu TpaHCIOPTE AMUHOKHCIIOT Yepe3 MeMOpaHy KMIIEUHOTO JIIUTe-
s vossl Na* BBOIATCS BMecTe ¢ HUMH BHYTPH KJICTKH CIICIIHANBHOMN CHCTe-
Moii mepeHocuynKoB. Hatpuii BHOBB "oTkaumBaetcs” u3 kinetku Na*, K'-AT®-
a30if, a aMHHOKHCIIOTEI OCTAIOTCS BHYTPHU KJICTOK.

B snTepouMTax UMeeTcs HEe MEHee MATH CIEHUANbHBIX CUCTEM Iie-
peHoca aMMHOKMCIOT. DTH CHCTeMbI cHenubuuHbl 1) O1s HelTpambHbIX
anmu(aTUYECKuX; 2) i1 OCHOBHBIX; 3) KUCIBIX; 4) HUKINYECKUX;5) 11 MMHU-
HOKHCIIOT.

AMHHOKHCIIOTHI 3THX TPYII KOHKYPHPYIOT 33 YIaCTKH CBA3BIBAHHS
C TIEPEHOCUHKOM COOTBETCTBYIONIEH TPAHCIIOPTHOM CHCTEMEL.

Hapsay ¢ yKa3aHHBIM MEXaHH3MOM, MEMOpPAaHHEIH TPaHCIIOPT pas3-
JIYHEIX AMHHOKHUCIIOT, 33 HCKIIOUEHHEM TIPOJINHA, MOXKET OCYIIECTBIISTECS B
BHJIE WX Y-TTyTaMHIBHBIX TPOM3BOIHBIX (FraMMa-TIyTaMHIBHEI muK). Ile-
PEHOC AMUHOKMCIOTBHI COBEPLIAETCS C MOMOIIBIO CIENHUATLHOTO (epMeHTa
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(rmkompoTenHa) - Y-TiryTammiTpancepassl, KOTOPbI HAXOIUTCS B MEM-
OpaHe KIETOK KHIIEYHOTO SMUTEIHA, a TAKKe INIa3MAaTHYECKUX MeMOpaHax
KJIETOK JJPYT'MX OPraHOB M TKaHEH.

Kodakropom 3T0ro0 (hepmMeHTa CIyKUT TpUIENTH] TayTaTHoH. Dep-
MEHT Y-IuIyTaMHuiTpaHcdepasa KaTalu3upyer IepeHoc Y-TIyTaMHIbHOM
TPYINBI OT TIIyTaTHOHA WM APYroro Y-TIyTaMHJIBHOTO HENTHIA Ha TpaHC-
MIOPTUPYEMYIO AMUHOKHUCIIOTY.

Komrutekc y-riryraMuiI-aMMHOKHCIIOTa TOCHE MepeHoca depe3 Ouo-
MeMOpaHy BHYTPH KJIETKM pacliajaetcsi IoJ JCHCTBHEM Y-TIyTaMuil-
muKIIoTpancdepasbl Ha cBOOOJHYIO aMUHOKHUCIIOTY M S-okconponuH. biaro-
Japsi BO3MOXKHOCTH PECHHTE3a INIyTaTHOHA, TPEOYIOIIEro 3aTparsl dHEPTUU
AT®, nukm MOXET MOBTOPSITHCS MHOTOKPAaTHO, TPAHCIIOPTHPYS aMHHOKHC-
JIOTHI BHYTpPb KJIETKH.

R €H -COOH
|
N, AMVHOKHICIIOTA BHE KIICTKH

Buekiierounoe IPOCTPAHCTBO

Krnerounas | Y-TITyTaMuiI ( ) Tpchd)epasal
MeMOpaHa

l

R CH,-SH
|
-NH-CIH-COOH CH-CO-NH-CH,-COOH
|

CH,-SH

|
CO-NH-CH-CO-NH-CH,-COOH
Y-TJIyTaMUJI-LUCTCUHUIT

I
CH.
Hocurens y-rayrammn- NHe Llncrennni- (| 22 [IANUH (TIYyTaTHOH)
AMHMHOKHCIIOTa TITHLAH CH-NH,
| AIID + OH
ATD
Tpchq)epa3a e CO-NH-CH-COOH
R-CH-COOH HoN-CH-COOH | |
(CHy); CHSH
|
Hucrenn |
OcBob — Nz
CBOOOMKACHHUE CHNH,  Y-IJIyTaMHJIIMCTENH
I
3 COOH _ AJI® + ®H
H COOH
72N | Yy TaNATCTenR
0] COOH ((I:HZ)Z CHHTETa3a
v CH-NH, ATD
5ekconposnH TN |

ATO  AID +dy COOH

Puc. 33.Cxema Y-IiyTaMIIIBHOTO ITUKJIA TPAHCIIOPTa AMHHOKHUCIIOT
yepes KJIETOUHbIe MEMOPaHbI
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Jna mepeHoca aMHHOKHCIIOTHI W3 BHENIHETO IPOCTPAHCTBA BHYTPH
KJIETKH WCTOJIB3YeTCs] SHEPTHs CBA3eH IiryTatnoHa. /lamee ¢ mOMOIIBIO IATH
BHYTPUKJICTOUHBIX (EPMEHTOB Y-TIIyTaMHJIBHOTO TPAHCIOPTHOTO LIHKJIA
MIPOMCXOIUT OCBOOOXKAECHHE M3 Y-INIyTaMHIAMHHOKHCIOTEI CBOOOIHOM aMu-
HOKHCIIOTHI M PECHHTE3 TITyTaTHOHA.

B kumeyHnKe BO3MOXKHO BCACHIBAHHE HEOOIBIIOTO KOJIMYECTBA M-
TIENTHIOB M HETHAPOIN30BAHHBIX OEJIKOB. BcackiBaloTcsi OHM IyTeM ITHHO-
[MTO3a ¥ BHYTPH KJIETKH THAPOIUIYIOTCS TIPOTEHHA3AMH JTH30COM.

Bbicokast IpOHMIIAEMOCTh CIIM3UCTON KMIIEYHWKA WM HU3Kasl aKTHB-
HOCTb IPOTEONIUTHYECKUX (PEPMEHTOB Y HOBOPOXKICHHBIX MOTYT MPHUBECTH K
BCACBHIBAHUIO HATHBHBIX OCJKOB MHUINM (MOJIOKA, SHI[), YTO MOXKET BBI3BAThH
MOBBIIIEHHYI0 YYyBCTBUTEIBHOCTb K HHMM OpraHusma. Y HOBOPOXKIEHHBIX
9TOMY CIIOCOOCTBYET HAIMYNE B MOJIO3UBE UHI'MOMTOpA TPUIICHHA.

IIPOTEOJIU3 B KJIETKAX OPI'AHU3MA

KiieTkn pasHbIX OpraHoB cojepar OOJbIIOE KOJWYECTBO MPOTEO-
JUTHYECKUX (PEPMEHTOB, KOTOpPbIE 00ECIIeUNBAIOT BHYTPHKICTOYHBIH THAPO-
mm3  OenKoB-PEpPMEHTOB ©  OEITKOB-TOPMOHOB B  YCIOBHSIX, KOT/a
HEOOXOAMMOCTh B HUX OTIaja, a TaKkKe OEJIKOB COCTAPHUBILIMXCS U TTOBPEXK-
JICHHBIX KJIeTOK. OCHOBHAS YacTh OEJIKOB JCTIOJIMMEPU3YETCs TIOCIIE MX BKIIIOUE-
HHUS B JIN30COMBI TIPY JCHCTBUH BHYTPHIN30COMHBIX HENTHITHIPOIIa3.

OHaKO B KIETKaX OpraHM3Ma MPOTCOIMTUYCCKUEC (HEPMEHTHI BbI-
MONTHSIOT OOJice IMIMPOKHHA CHEKTP CICIUPUUSCKOTO OHOJIOTHIECKOTO JEHCT-
BUSL.

ITyTeM OrpaHHMYCHHOTO MPOTEOH3a OCIKOB O0OCCIICYMBACTCS PETY-
JSIMS Psiia BHEKICTOYHBIX M BHYTPUKICTOYHBIX MPOIECCOB. B OONBIIMHCTBE
Clly4aeB YaCTHUYHBIN MPOTEOJHM3 MyTEM OTILIEIUICHUS! OTPaHMYCHHOTO YHCIa
MENTUI0B-0JIOKATOPOB 00ECIeunBaET MpEeBpallleHHe HEaKTUBHOTO Mpejliie-
CTBEHHHKa B aKTHBHBIN OEJIOK, YTO pEryaupyeT 00pa3oBaHHE aKTUBHBIX MO-
JICKYJl THUIEBAPUTENBHBIX ()EPMEHTOB, OEJKOB CBEpPTHIBAIOLICH CHUCTEMBI
KPOBH, CHCTEMBbI KOMIUIEMCHTA, Ba30aKTHBHBIX arcHTOB (AHTMOTEH3WH, KH-
HHUHBI), OETKOB-TOPMOHOB M MHOTHX JPYTUX OEJIKOB.

HAPYHIEHHUA IIEPEBAPUBAHHUA BEJIKOB
U BCACBIBAHHUA ITIPO/]YKTOB PACIIA/IA BEJIKOB

Hapymenne mepeBapuBaHMs B XKEITyAKe O€NKOB HaOmromaeTcst mpu
MOHMKEHHOW CEKPELUH COJSHOM KHCIOTH M MeNcuHa (TMUIMOAlUIHBIA TacT-
purt). [ToHOE OTCYTCTBHE CONSHOM KUCTIOTHI (aXMIHs) IPUBOJUT K Pa3BUTHIO
MHUKpPOOHO# (JIOpBI M THUIIOCTHBIM TIpolieccaM B jkenyake. Hapymenue me-
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peBapuBaHHsl OCIIKOB B JKEJIy[JKE B ONPE/ICICHHON CTEIIeHH KOMIICHCUPYETCS
HEOOXOIMMBIM HA0OPOM TIPOTCOJIUTHYECKUX (HEPMEHTOB TPU KHUIICYHOM
MUIIEBAPCHUH.

Hapyiienne cekpenuu MpOTEOTUTUUECKHX (DEPMEHTOB MOJDKEINy-
JIOYHOM JKeJie3bl MPUBOJHUT K BBIJCICHUIO HEMIEPEBAPEHHBIX OEJKOB C KaJoM
U Pa3BUTHIO OTHOCHTEIBHOTO OElKOBOTO rojoxanus. HenepeBapeHnHsie Oen-
KU MOJBEPraloTcs PACUICIUICHUIO MHUKPOOPraHM3MaMHU TOJICTOrO KUILICYHUKA
- mpoLecc THUEHHs OEJKOB, KOTOPBIH COMPOBOXAAaeTCs 00pa3oBaHHEM sII0-
BUTBIX MPOJYKTOB - aMHHOB (MyTPECUMH, KaIOBEpUH, DCHUIITUIAMHUH, UH-
JO3THIaMKH), eHoua, Kpe3osa, CKaToa.

Hapymienus BcachIBaHUS aMHHOKHCIIOT - IPOIYKTOB IIEPEBaPHBAHUS
0eJIKOB OOYCIIOBIICHBI MOBPEKACHHUEM TPAHCIOPTHBIX CHCTEM TOHKOTO KH-
IeYHNKa, HapymeHneM B pabote Na', K'-AT®-a361 (BposkaeHHEIH nehekT,
JeHCTBIE MHTHOUTOPOB U T.IL.).

I'eHepan30BaHHOE HACIEICTBEHHOE HAPYLICHUE CHUCTEM, OCYIIECT-
BIISIOLINX TEPEHOC aMHHOKUCIIOT B KJIETKH CIHM3HCTOH KHUILCYHHKA U pead-
copOaK0 AaMUHOKHCIIOT B MPOKCUMANBHBIX TIOYCYHBIX KaHAIbLIAX, SBISETCS
npuurHON Oose3nu [apHemna. JlaHHOe 3a00sieBaHHE XapaKTEPH3YeTCs BbIpa-
JKEHHOU THIIEPAMHUHOALMAYPHUEH - MOBBIILICHHBIM COACPKAHUEM B MOYE IIIy-
TAMWHA, TUCTUAMHA, CEPHHA, TPEOHHHA, THPO3MHA, (eHHIATAHKHA,
TpunTodaHa, IepHBaTOB HHIONA.

B ocHoBe cuHmpoma "rosryObIX NEJIEHOK" JIEKUT MajibaOcopOums
tpunrodana. Hapyiienue BcacbiBanusi TpunTodana B KUILIEYHHUKE COMPOBO-
kKIaercsi 00pa3oBaHUEM H30BITOYHOTO KOJMYECTBA MHIOJIbHBIX COCIMHEHHUH,
KOTOpBIE MMOJBEPTaloTCs AETOKCHKALUK B nedeHn. KoHaeHcalus IByX MoJe-
KYJI TOKCHYHOTO HHJI0JIa IPUBOJHUT K 00pa30BaHUI0 OE3BPEIHOIO CHHErO HH-
quro. IlocrmenHuii BcachblBaeTCsi B KHUIIEYHHKE M BBIICISETCS MOYKAMH,
00yCIIaBIIMBasi CHHIOIO OKPACKy MOYH.

HIPEBPALIEHUA AMHUHOKHC/IOT
1HOA JEUCTBUEM MUKPO®JIOPbI KHIIIEYHUKA

Hesnaunrensuas noiis (3-5%) He BCOCABIINXCS B TOHKOM KHUIIICUHH-
K€ aMUHOKHCIIOT MOJBEPraeTcsl pacIlieIICHUIO SH3MMaMH MUKPOOPTaHU3MOB
W WCIONB3YCeTCS MMHU JUIs TUTaHUsS, Pa3MHOXEHHUS U pocta. DepMeHTHbBIE
CHCTEMBI MUKPO(IIOpH! KUIIEYHHKA OTJIMYAIOTCSl OT COOTBETCTBYIOIIUX (ep-
MEHTOB XMBOTHBIX TKaHEH, KaTaJIM3UPYIOT caMble pa3HOOOpasHbIe MpeBpa-
LIeHUsT aMUHOKHUCIIOT. B mporecce pacmaga aMHHOKHCIIOT IIOJ JEHCTBHEM
SH3UMOB MHKPOOPTaHM3MOB KHIICYHHKA OOPa3yIOTCS SAOBUTHIE MPOIYKTHI
pacmaza aMHHOKHUCIIOT - ()EHOI, WHAON, CKAaTOJ, KPe3oil, CepOBOAOPOL, Me-

16



THUIIMEPKAIITaH, & TAaK)Ke HETOKCHYHBIC [l OpPraHH3Ma COCMHEHUSI CIIUPTOB,
AMHHOB, JKUPHBIX KUCIIOT, KETOKUCIIOT, OKCUKHUCIIOT H JIp.

B pesynbrare nexapOOKCHIMPOBAHUS JIM3UH, OPHUTHH, (eHHIaa-
HUH U TpUNTO(haH NpeBpaIaroTCsi COOTBETCTBEHHO B KaJaBEPUH, MyTPECIIHH,
¢beHmwmdTHIAMUH U TpunTamMuH. Heo0X0ANMO MO4epKHYTh, YTO TPUITAMUH,
SIBIISTIOIIMIACS MEAMATOPOM HEPBHOM CHCTEMBI, B HEOOJBIINX KOJIUYCCTBAX
o0pa3yeTcs B KJIETKAX HEPBHOM TKaHU, MyTPECLUH, OOpa3yHONIUIiCS B KIIET-
Kax OpraHu3Ma, y4acTBYeT B PEryJsiuu mposuepanuy KICTOK, Perysiiui
CHHTE3a MOJUMEPHBIX MOJICKYJI (HYKIIEHHOBBIX KUCIIOT U OEJIKOB).

B kullleyHHKE MUKINYCCKUE AMHUHOKHUCIIOTHI PACIICIUISIOTCS MIyTEM
JIC3aMUHUAPOBAHUS U TMOCIEIYIOMICT0 YKOPOUYCHHs OenkoBoy 1enu. Tak, u3
THPO3WHA 00pa3yIOTCs Kpe3on u peHou, u3 Tpuntodana - CKaTos U UHIOJ, U3
(heHnnamanuHa - O€H30aT.

OBE3BPEKUBAHUE BCOCABIIUXCA ITPO/JYKTOB THUEHUA
AMUHOKHUCJIOT B IIEYEHH

BcocaBmmecst B TOJICTOM KHINIEYHHKE MPOMYKTHI pacraga aMHHO-
KHUCJIOT B TICUEHHU TOABEPTAIOTCS 00C3BPEKUBAHMIO, a 3aTEM BBIICTISIOTCS C
Mo4oi. B ocHOBe MexaHM3Ma 00e3BpEKUBAHUS ITUX BEMIECTB JICKHUT UX XU-
MHYeCKas MOIU(pHUKAIIHSI, KOTOpast OOBIYHO BKJIIOYAET JABE (a3bl.

B mepBoii ¢asze MOJIEKYNBI BEIISCTB IMOJBEPralOTCS OKHCICHHIO,
BOCCTAHOBJICHHUIO U TUAPOKCUIIMPOBAHUIO, B PE3yJIbTaTe YEro MOJIeKyJa MpHu-
oOperaet HOBbIe QyHKIMOHANBHBIe rpynmbel: -OH, -COOH, -NH,, -SH, mo-
BBHIIIAIONIME €€ MOJSPHOCTh U OJHOBPEMEHHO MOTYILIHE IOBBILIATH WIH
MOHUXKATh €€ AKTUBHOCTH (TOKCMYHOCTH) BEIECTBA.

Bo BTOpO#i cTaguu B mpouecce peakiuii KOHbIOTaluH C TJIIOKYPOHO-
BOW WJIM CEPHOM KUCIIOTOM, MIIOTAMUHOM, TJIMIIUHOM, allE€TUIIbHBIM OCTaTKOM
MIPOMCXOIUT OirokupoBanue GyHkuuoHansHex rpymm (-OH, -COOH, -SH, -
NH,) u nesakTuBarus MoJaeKybl. OIHUM U3 BaXKHEHIIIMX ITAIOB JETOKCHKA-
U BCOCABIIUXCS MPOIYKTOB THUEHUS aMHUHOKHCIOT SIBIISIETCS WX OKHCIIe-
HHE€ MHUKPOCOMAJBHOM THAPOKCHWIMPYIOMEH CHUCTEMOH  TIenaTOLHTOB,
TpeOyromel Hamyre MoseKyJsipHoro kuciopona, HAJI®PH,, drasonporen-
na, kopepmenToM koToporo cinyxut PAJl, 6enok (agpeHOJOKCHH), Coaep-
JKaIIMii HEreMOBOE XKeJle30, TUTOXPOM Pyso, BoccTaHOBIIEHHBIH CO-KOMILIEKC
KOTOPOTr'0 UMEET MAKCHMYyM MOTJIOIICHHUS ITpH JiTuHE BOJIHBI 450 HM.

BBeneHre THAPOKCUILHOW TPYMIBI B CTPYKTYPY KCEHOOMOTHKOB,
ocymectBisieMmoe HAJI®DH,-3aBucumoil  apuin-4-MOHOOKCUTCHA30#, [eNacT
ux Oojee TOJSPHBIMH M OOJIerdaeT IMOCJeayolee KoHblorupoBanue. [Ipu
THIPOKCHIIMPOBAHMM CKATOJa W MHIOJAa OOpa3ylTCS COOTBETCTBEHHO 2-
THIPOKCUCKATON U 3-THAPOKCHHHIOIL.
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B peaknusx MHUKPOCOMAIBHOTO THAPOKCHIMPOBAHHS IPOTOHBI H
anekrpousl HAJI®H,, obnanarornime BBICOKMM SHEPreTUYECKUAM MOTCHIIHA-
JIOM, TEPEHOCATCS Ha (PIABONPOTEHH MM MUKPOCOMAJIBHOTO OKHCIICHUS.
3areM 3JIEKTPOH MEPEHOCHTCS Ha aJpEeHOJOKCHH (OeoK, COoJepIKalluii, He-
reMOBOE JKeJIe30); MOCICIHUI EPEHOCUT IIEKTPOHBI HA OKUCICHHYIO (hopMy
nuTOoXpoma Pysq CBA3aHHOTO € CyOCTpaTOM THIPOKCHIMPOBAHUS, TIOCIE 3TO-
TO BocCTaHOBJICHHAs (opma P50 akTuBHpyeT Kuciaopox. Hakorer, Ha 3axitio-
YUTEIHHOM JTale NPONCXOOWT pacmax KOMIDIEKCa Ha THAPOKCHIH-
POBaHHBIN CyOCTpaT, IUTOXPOM P 450 1 MOJIEKYITY BOJIBI.

Cunraercs, 4T0 IUTOXPOM P,50 BBIIOTHAET IBOSIKYIO (YHKIHIO -
CBSI3BIBAET CYOCTpAT THAPOKCHIMPOBAHUS M aKTUBUPYET MOJICKYJSIPHBIA KH-
ciopoa. B ocHOBe akTHBAIMK KUCIOPOJa HA IIUTOXPOME P 450 JICXKHT, Kak 1O-
JararoT, paJUKaIbHBIA MEXaHWU3M, MPHYEM pOJIb IIUTOXPOMA CBOIUTCS K
CBA3BIBAHMIO W CcTabunuzanun obpasyrommxcs pagukanos (OH uO,H) u
YYACTHIO B PEAKIUAX BOCCTAHOBIICHHS KUCIOPOJIA.

Baxneiinee MecTo B JETOKCHKAIIMU BCOCABIIUXCS MPOJYKTOB THHUEC-
HUS aMHHOKHUCIIOT MPUHAIICKUT KOHBIOTAIMOHHBIM MeXaHu3MmaM. KOoHBIO-
ranys ¢ TIIKYPOHOBOH KHUCIIOTOH, Cynab(paTtoM, TIUIMHOM, T[IIyTaMHUHOM
TIPUBOANT K TOBBIIICHUIO TOJSPHOCTH MPOAYKTOB U, CIEIOBATENHHO, K CHH-
JKEHHIO JIMITAAOPACTBOPHIMOCTH M TIOBBIIICHUIO BOJOPACTBOPHMOCTH, HUTO
o0JerdaeT BbIBeIEHNE KOHBIOTATOB C MOYOM.
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Konsbroranuss ¢ cepHoil kucioroit B ¢popme DADC (3,4hocdo-
aJieHo3uH-5,<pocdocynsdar) MPOUCXOAUT B OCHOBHOM B IE€YeHH. Peakiius
obe3BpexkuBaHus (eHoJa, Kpe3oJia, HHAOKCHIIA KaTallu3upyeTcs (hepMeHTOM
apwicyiabhoTpaHchepasot, JIOKaTM30BaHHONW B KoMImiekce [ombmku. B mpo-
mmecce peakimuu oO0pa3yroTCs CIOXKHBIE I(GUPBHI CEPHON KHUCIOTHI — 3PHUPO-
cynbgatsl - peHoncynbdar, kpesoncyabdat, THIOKCHICYIb(aT.
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Peaknust 00e3BpeXMBaHUS C TIIOKYPOHOBOW KHCIOTOH B Qopme
YV 1®-rnoKypoHaTa OCYIIECTBIISIETCS B OCHOBHOM B TIE€YEHU M, B MEHbILIEH
CTETIeHH - B MOYKAX, KEIyJOYHO-KUIIETHOM TPaKTe W Koke. Peakums kara-
musupyercs Y J@-rmokypoHmITpaHchepa3on, JTOKaTU30BaHHOW B TIAIKON
SHJIOIIA3MATHYECKOH ceTH. B mpolecce peakimii oOpasyroTcs [3-IiIroKy-
POHHIBI - (HEHOJTITIOKYPOHAT, CKATONTIIOKYPOHAT, Kpe30oariatokypoHat. O0-
pa3oBaHME TIIIOKYPOHHUIIOB SBISICTCS OJHUM W3 Ba)KHEHIINX MEXaHH3MOB
KOHBIOTAINH y YSIIOBEKA.
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ApomaTrndecKkine W TeTepOIMKINYICCKHE KapOOHOBBIC KHCIOTHI B
tdbopme KoA-3¢upoB 00e3BpeKHBAIOTCS B MPOIECCE PEAKIU KOHBIOTAIMH C
rUIrHOM. B Xo/1e 3THX peakiuii 00pa3yroTest THITITYPOBbIe KUCIOThI. CHHTE3
THIITYPOBBIX KHCIOT y UYEIOBEKa M OOJBIIHHCTBA YXUBOTHBIX MPOUCXOIHT
MPEUMYIIECTBEHHO B TieueHu. [IpuMensieMast B kiauHUKe mpoba Keuka, xa-
pakTepusyromnias yHKIIHMOHAIBHOE COCTOSHHE MIEUYCHH, OCHOBAHA HA OTpe/e-
JICHUM CKOPOCTH O0Opa30BaHUsI U BBIBEJICHUS THUIITYPOHOBOMW KHUCIIOTHI MOCIIE
BBEJICHHS B OPraHU3M OCH30MHON KHCIOTHI (OEH30MHOKUCIOTO HATPHS).

COLSKoA CO — NH —CH; - COOH
/ | + H,N-CH,-COOH 0OU - 2 | + HSKoA
\/ JIRI7000%05 1 \/
Bbenzonn-KoA I'unnyponoBas k-Ta

BcocaBmnecss B KMIIEYHNKE MOHOAMUHBI - TPUNTAMUH, (EHUIITH-
JJAaMUH - MHAKTUBUPYIOTCS MHUTOXOHApUalbHbIMU DAJ[-conepkamuMu Mo-
Hookcunazamu (MAO). DToT (epMeHTaTUBHBIN mpoliecc sABIsETCS Heobpa
TUMBIM W TIPOTEKaeT B ABe cTagud. llepBas aHadpoOHas XapakTepu3yercs
00pa3oBaHEM albeTHa, aMMHaKa U BOCCTAHOBJIEHHOTO ()epMEHTA.
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BoccraHoBneHHBIH ()epMEHT OKHCIISIETCS] MOJIEKYIAPHBIM KHCIIOPOAOM:
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OO0pazoBaBmrecss B X0€ PEAKIUH AIbACTHIB OKHCISIFOTCS alble-
TUI-IETUIPOTreHa3aMy, a MEepeKUCh BOJOPOJA paCIIEIUIIeTCs KaTajaa3od Ha
BOJly U KUCJIOPOL.

Takum 00pa3oM, OpraHu3M 4eJOBEKa U >KUBOTHBIX 00JIafaeT psaoM
YHUBEPCAIbHBIX 3aLIUTHBIX OMOXMMHUYECKHX MEXaHH3MOB, C IOMOIIBIO KO-
TOPBIX HOCTYNHBIINE H3BHE WM OOpa30BaBIIHECS B KUIIEYHHKE TOKCHYE-
CKHUE BEILIECTBAa HEUTPATU3YIOTCS U BEIBOJSTCS U3 OPraHU3Ma.

Tema: OCHOBHBIE ITYTHU
METABOJIN3MA AMUHOKHNCJIOT B OPTAHU3ME

1. ®onx cBOOOTHBIX AMUHOKHUCIOT B KieTKe. [IyTH mocTyruieHus u
HCTIOJIb30BaHUS AMUHOKHCIIOT.

2. Ilytu pacnaza aMHHOKHMCIOT B OpraHM3Me, CBS3aHHBIE C peak-
OUSMH TPAHCAC3aMUHUPOBAHHS:

a) TpaHCAMUHHMpOBaHWE. AMHUHOTpaHC(epas3bl, HX KO(HEPMEHTHI.
Knunnueckoe 3HaueHNE ONPEICICHUS aKTHBHOCTH TpaHcdepas KpoBy;

0) peakuuu ae3aMUHUpOBaHUsA. DPepMeHTHI B KopepMeHThl. OKUCIH-
TEJNBHOE Je3aMUHUPBAHUE TITyTAMUHOBOM KHCIOTHI,

B) HEMPSIMOE JIE3aMUHUPOBAHUE AMUHOKHUCIIOT;

r) 0cOOEHHOCTH O0E3BPEKMBAHUS aMMHAKa B KJIETKAX Pa3IHYHBIX
TKaHE# OpraHu3Ma, TPAHCIIOPT B ITOYKHU U [1CYCHB;

JI) OPHUTHHOBBIM IMKJI MOYEBMHOOOpa3oBaHus B medenu. O6Gpazo-
BaHHE aMMOHMIHBIX COJIEH B MTOYKaX,

€) cynpba 6e3a30THCTBIX OCTATKOB AMHHOKHCIOT - IMSATh MYHKTOB
BKITIOYCHUS MX B UK TPUKAPOOHOBBIX KUCIIOT.

3. bruocuHTe3 3aMEHUMBIX AaMUHOKHUCIIOT:

a) BOCCTAHOBHUTEIILHOE aMHHHUPOBAHUE OI-KETOTITyTAPOBOI KHUCIIOTHI;

0) peakiuM BOCCTaHOBHTEIBHOTO TPAHCAMHHHPOBAHHs (TpaHCcpea-
MHHHPOBAHUS).

4. Perymsuus u HapymieHUss 00OMeHa aMHHOKHUCIIOT.
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AMHHOKHCIOTHBIH ®OH/I B KJIETKE.
HIYTH IIOCTYIUVIEHUA U HCIIOJTIb30BAHHA AMHHOKHCIIOT

AMUHOKHCIIOTHI SIBIISTFOTCS BOKHEWIITMMH CyOCTpataMu MeTabou3-
Ma a3oTa B rerepoTpodHbIXx opranm3max. CojaepikaHue CBOOOIHBIX aMHHO-
KHUCJIOT B KJIETKE HEBEJIUKO M B OOBIYHBIX YCIOBHUSX JKHU3HEACATEIHHOCTH
OTHOCHTEJIHO NOCTOSIHHO. [lojiepkaHie OTHOCUTENBHOIO CTAlHOHAPHOTO
YPOBHSI aMHHOKHUCIIOT B KIIETKE OTPAXKaeT MHTCHCUBHOCTH IIPOIECCOB UX IO-
CTYIUICHUS M UCTIOJIb30BaHUS.

HCTOYHMKOM aMHHOKHUCIIOT SIBJISIFOTCS] 9K30TCHHbBIE (ITUIIECBbIE) W JH-
JIOTEHHBIC WCTOYHHUKH (TKaHEBBIC OCIKM OpPTaHW3Ma M CHHTE3 3aMEHHUMBIX
AMHHOKHCIIOT B KJIETKaX TICUCHH).

A. OcHOBHBIE IYTH NOCTYILICHHS CBOOOIHBIX AMUHOKHCIOT
B KJIETKH, 00pa3ylolInX aMMHOKHUCIOTHBIN (oH

1. BropuuHbIii aKTUBHBIA TPAHCIIOPT AMUHOKHCJIOT M3 BHEKJICTOY-
HOM JKUIKOCTH (B OCHOBHOM 3a CUET BCACHIBAHHMS MUIIIEBBIX AMHHOKHCIIOT).

2. CuHre3 3aMEHUMBIX aMUHOKHUCIIOT.

3. Merabonu3M TKaHEBBIX OEJIKOB OpraHW3Ma C OCBOOOXKICHHEM
BXOJAIIMX B HUX AaMHHOKHCIIOT.

AMUHOKHUCTIOTBI SHIIOTCHHOTO IIPOMCXOXKIACHUS HCIIONB3YIOTCS IS
CHHTE3a HOBBIX O€JIKOB JIMILb B MaJIOH CTENEHH, OJHAKO DHIOT€HHbIE HCTOYHU-
KM OYEHb BaXKHBI, TIOCKOJBKY OHH OOECICYMBAIOT OKOJIO JBYX TPETCH BCETO
yJIa aMHHOKHCJIOT ¥ TOJIBKO OJIHA TPETh AMUHOKHUCIIOT ITOCTYIIACT M3 MTHIIH.

Bb. Iyt HCcoJb30BAHUS AMAHOKHCJIOT
1. Cunre3 GenkoB (CTPYKTypHBIE, (E€PMEHTHI, TOPMOHBI, AHTHTEIA,
TPaHCIIOPTHBIE M JIP.).

2. Cunre3 nentusoB (TOPMOHBI-OJMIONENTHIBI, HENTHIBI-KOpaK-
TOPBI, KOCYOCTPATHI U JP.).
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3. Cunre3 HEOENKOBBIX a30TCOAEPXKAIIUX COCTUHEHHN (IIypUHBI,
MUPUMHUINHBL, TTOP(OUPHUHBI, XOJWH, 3TAHOJAMHH, KPCaTHH, MEITaHUH, HEKO-
TOPBIE BUTAMHHBI, TI0JIAAMUHBI, TOPMOHBI - IIPOU3BOIHbIE TUPO3UHA).

4. CuHTe3 YIIICBOJOB U3 MPOMEKYTOYHBIX MPOAYKTOB aMHHOKHUC-
JIOTHOr'O0 OOMeEHa.

5. CuHTe3 TUMHIOB C MCIOIB30BAHUEM AIlCTUIBHBIX OCTATKOB yIJie-
POIHBIX CKEJIETOB AMHHOKHUCIIOT.

6. OkuciieHHE 10 KOHEUHBIX MPOAYKTOB OOMEHa M M3BJICUCHUE SHEP-
THH B TIPOIIECCE paciaja aMUHOKHUCIIOT.

Ilytu nocrymienus: Ilytu ucnonp3oBanus:
1. Tpancnopt Cunre3s 6eIKoB:
BHEKJICTOYHBIX 1.CrpykrypHbIC
AMHHOKHCIIOT 2.depMeHThI
3.I'opmoHEI
4. Anrutena
2. Cunres 3ame- Do 5.TpaHcnopTHBIE H Jp.
HUMBIX aMAHO- ———> AMUHOKHUCIIOT
KHUCJIOT B T~ Cunres HCNTHIOB!
1.I"0OpMOHBI-OJIMTONIENI THIBI
KJICTKC

2.I'0pMOHBI-IIPON3BO/IHBIC
THPO3UHA

3.Kocy6erparts! u perysis-
TOpBI OOMEHA [TyTaTHOH
QHCEPUH, KApHO3UH

3. Pacniaj TKaHEBBIX
OenkoB

CuHTe3 HEOETKOBBIX

a30TCOJIEPKAIINX

COEIMHEHU:

1.TlypuHBI, THPUAMUTHHBI

2.Tlopdunsl (rem, muro-
XPOMBI)

3.AMHHOCTIMPTBI — XOJIUH,
3TaHOJI-aMUH

4 Kpeatun

5.Menauux

6.broreHHbBIC aMUHBI

7. Kodepments —HA/J,
DAJI, TiIyTaTHOH U JIp.

Oxucnenue 8.Buramunst (PP;)

¥ U3BJICYCHHE CHHTe3 yIIIeBOJIOB

JHEPIUH CHHTE3 TUIHI0B

MMHAK
MOYEBHHA

Puc. 34.Cxema IPOLECCOB, BIMAIOLINX HA (1)0HI[ AMHUHOKHCIIOT B KJICTKE.
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ITYTH ITPEBPAIIIEHHUA AMUHOKHCJIOT B OPTAHU3ME.
THITBI PEAKLIHH

AMUHOKHCIIOTH B KJICTKaX OpraHuW3Ma, BO-TIEPBBIX, CIYXaT CTPOU-
TEJIbHBIMU OJIOKaMU TIpH OMOCHHTE3€ OEJKOB, MENTHIOB M psAaa Ouosoruye-
CKM aKTHBHBIX BemecTB. OmHAKO TMpH psAC YCIOBHH OHH MOTYT
MOJIBEPTaThCsl OKUCIUTEIFHOMY PACIICIUICHHIO U CIY)KUTh MCTOYHHKOM 00-
paszoBanus sHepru. OKHCIMTEIFHOMY PACHICIUICHHUIO MOABEPTalOTCS aMu-
HOKHCJIOTBI, KOTOPBIE MPH OOBIYHOM JMHAMHYECKOM OOHOBIICHUH OEITKOB HE
HCIOJB3YIOTCS [UI CHHTE3a HOBBIX OCJIKOB, BO-BTOPBIX, IPU H30BITOYHOM
MOCTYIUICHMA AMHHOKHCJIOT € MHUIIEH, YacTh aMHHOKHCIOT IOJBEPraeTcs
Pa3IMYHBIM MPEBPAICHUSIM; ¥ HAKOHEI], BO BPEMs TOJIOJAHUS WIH INPH ca-
XapHOM AuabeTre, Korja B KICTKaxX OpraHu3Ma HaOmomaeTcs AeUINT yrie-
BOIOB, WM HAapYIIAIOTCA pEaKIMM WX YTHIA3A[UH, aAMHHOKHUCIIOTHI
HCIOJIB3YIOTCS B KAYECTBE TOILIMBA.

V3BeCTHBI TPH THIIA MPEBPAIICHHS aMHHOKHCIOT B OpPraHM3Me:. IO
Ol-aMUHOTPYIIIE, 10 KapOOKCUIBHOM TPYIINE U MO PATUKATy aMAHOKHCIIOT.

[peBpailieHusi aMHHOKHUCIIOT BKJIFOYAIOT PEAKIMHA TPAHCAMUHHPOBA-
HUS, NC3aMHHHAPOBAHMS, BOCCTAHOBUTEIHHOIO aMUHUPOBAHMS, ICKAPOOKCH-
JIMPOBAHUS, TUAPOKCHITMPOBAHUS, METHIIUPOBAHMS U T.1.

Peakuun TpaHcaMHHUPOBAHMS

D10 BaKHENLIMIA ITall ABYX IPOTHBOIOJIOKHBIX IPOLECCOB 0OMEHA
AMUHOKKCIIOT - pacnazia (peakiuu TPaHCAE3aMUHUPOBAHMUS) U CHHTE3a aMM-
HOKHUCJIOT (peaknuu BOCCTAHOBHMTEIBHOIO TPAHCAMHHHUPOBaHWs). Peakimu
TPAHCAMUHUPOBAHUS KATaIU3UPYIOTCS (PepPMEHTaMH, KOTOPHIE Ha3bIBAIOTCS
TpaHCAMUHA3aMH WJIM aMHHOTpaHc(epasaMu.

TpaHcaMuHUpOBaHKE (IEpEaMUHUPOBAHUE) MPEACTABISET COOOM
[EPEHOC AMUHOTPYIIILI ¢ AMHHOKHMCIIOTHI Ha O-KETOKUCIIOTY 0€3 IPOMEXKY-
TOYHOTO BBIJIEJIEHHS aMMHaKa, B pe3yJbTaTe yero oopasyercss HOBass aMHHO-
KHCIIOTa ¥ HOBas O-KETOKUCIIOTA. BOJBINIMHCTBO aMHMHOTpaHcdepas mposs-
JSeT TPYNIOBYIO CIENU(PUUHOCTD, MCIOJB3Ysl B KayeCTBE CyOCTPATOB He-
CKOJIbKO aMHHOKHCIIOT. AKLIENITOPOM aMHHOTPYIII B PEAKLHUAX TPAHCAMHUHM-
pOBaHUs SBJIAIOTCS TPU O-KETOKHMCIOTBI. MHPYBAT, OKcajoamerar u O-
KETOTJIyTapar.

B mporiecce TpaHCaMUHUPOBAHUS ajlaHWHa, acriapTaTa, BajauHa, TiH-
LMHa, U30JIEHIMHA, JeHMHa, TAPO3UHa, (PEHNIATAHUHA U IIUCTENHA, & TAKIKE
NPOAYKTOB KaTaboJM3Ma JIM3HMHA, TpUNTO(aHa, [MCTEMHAa W acraparvHa B
KAueCTBE aKIENTOpa aMUHOTPYIINEI BHICTYNAET O-KeTorayrapar. B pesyibra-
Te peakiuu o0pasyercss O-KETOAHAIOr MCXOJHOW KHCIOTHI M O-TiIyTaMar.
Hike TIpHBEICHO HECKOJIBKO PEAKLHii ¢ ydacTHEM Hamboiee BaKHBIX TPaH-
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CaMHHA3, MPOSBIIONINX CHEIU(YUIHOCTD B OTHOIICHHH aMHHOKHUCIOT - JI0-
HOpPOB aMUHOTPYIII:
aJlaHMH-TPaHCAMUHA3a

L-amanuH + O-keroryyrapar [TupyBat + L-rmyramar
acrapTar-
L-acmaprar + O-kerormyrapat TpancamuHaza . Okcanoauerar + L-rmyramar
JIEHITAH-

v _—
L-nefinuH + O-KeTordayTapaT _TpaHcaMMHa3a O-KeTOM30KampoHaT + L-miryramar

THPO3UH-

N
L-Tuposun + O-KeTormyTapaT TpaHCaMHHa3a — NTHAPOKCH(EHHMI-TUpYBAT +
Lriyramar

Wtak, o0mmM axmentopoM, MPUHAMAIOIINM aMHHOTPYIITY OT 0OJb-
IIMHCTBA AMHHOKHUCIIOT, sIBIsieTCs O-ketornmytapar. OOpasosaBmmiics L-
TIyTaMaT CIYXXKHT JJIsl TOTO, YTOOBI HANpPABIATh aMUHOTPYIIIBI HA OMpeEe-
JICHHbIC OMOCHHTETUYCCKUC ITyTH WM Ha 00pa30BaHKE MPOIYKTOB a30THCTO-
ro oOMeHa, BBIBOJAUMBIE 3aTEM U3 OpTaHU3Ma.

®DepMeHTHI TPaHCAMUHHPOBAHUS JTOKATH30BAaHBI KAK B MUTOXOHIPH-
SX, TaK U B UTO30JIC KICTOK pa3HBIX OpraHoB W TKaHed. Hamboree WHTEH-
CUBHO 3TOT MPOIIECC MPOTEKACT B MCUCHHU.

Baxwneiimeil cocTaBHOW 4acThl0 aKTUBHOI'O IIEHTpa TpaHCAMHMHA3
SBJISIETCS MIPOCTETHYECKAs TPYIIa - NUPUIOKCab-5-hochar (pousBogHOE
Butamuna Bg). TTupumokcanbdochar mprucoeanHIETCS K ICHTPY CBA3BIBAHUS
MOJICKYJIBI OemKka-(pepMenTa 3a cyeT 00pa3oBaHMs aJIbJUMHHOBOMN CBSI3H C €-
AMHHOTPYIIION OJHOrO M3 OCTATKOB Jyinm3uHa (u3-258) mentuanoii nenu.
Mexnay O6enkoM u npuaokcabdochaTomM oOpa3yroTcs TaKKe CBSA3H C yda-
ctueM (¢ocdaTHOrO OcTaTKa M 3apsHKEHHOTO aTOMa a30Ta B NMHUPHIUHOBOM

------- i i [Mupunoxcanbdocdar B ak-
THUBHOM LIeHTpe (epmenTa
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Ha mnepBoif cragum TpaHCaMUHUPOBAHUS MNPOUCXOAMUT TIepeaya
aMHUHOTPYIIIB ¢ aMHHOKUCIIOTHI Ha mupHuaokcainbdocdat. [Ipu 3Tom amuno-
KHCJIOTa TPEBPAIIaeTCs B COOTBETCTBYIONIYIO KETO-KHCIOTY, a MUPHUAOK-
canbochar — B mupumokcamurdocdar. Tak, mMpu TpaHCAMHUHUPOBAHHH
alaHWHA e¢ aMHHOTPYINa MPHUCOCTUHIETCS K YIJIEepPOny ajlbIMMHUHOBOM
rpynmbl epMEHTa: ajibJIUMUHOBAsE CBS3b MEXKIY KO(DEPMEHTOM H OCIKOM
3aMEHSCTCS Ha AJbJUMHHOBYIO CBSI3b MEXKAY KO(DEPMEHTOM W alaHWHOM.
O0pa3yroTcs mpoMexyTodHbIe MH((HO3bI OCHOBAHUS - aNIBJAUMUH U €T0 Tay-
TOMEepHas popMma - KeTUMHH. [laiee KETUMHUH THAPOIU3YETCs ¢ 00pa3oBaHH-
€M mupyBaTa u nupuaokcamuHgpocdara.

MexaHU3M peakiii TPAHCAMUHUPOBAHUS ajlaHWHA MPEICTABIICH HA
puc.35 (c1p.27).

Bo BTOpoOli cTagun nupugokcaMuH-5-pocdar B3anMoaeHCTBYET ¢ O-
KETOTJIyTapoBO# (aKIenTopoM amMuHOTpym). B pesynsrate o6pasyrorcs riry-
TaMHHOBAs KHCJIOTA, a MUPHUAOKCaMUH(Oc(haT BHOBb MIPEBpAIIACTCs B MMAPH-
nokcanbdocdar.

TpaHCcaMHHUpOBaHHKE acTlapTaTa

COOH COOH COOH COOH
| I I |
CH, CH, ACT CH; CH,
| + | —_— | + I
H-C - NH, CH, Cc=0 CH,
I I I I
COOH Cc=0 COOH HC — NH;
I I
COOH COOH
AcnapTar 2-oKcornyTa- Okcanoanerat I'myramuHOBast
poBasi Kuciora KHCJIOTA

Peakiuu TpancaMuHUpOBaHMs 00paTHMbI. HampasiieHue npespaie-
HUSI 3aBUCUT OT CKOPOCTH IOCTYIICHUS CyOCTPATOB B KJIETKY MJIM CKOPOCTH
yIaJCeHUs TPOIYKTOB peakuuu. Peakuus TpaHCAMUHHPOBAHHS B DPAa3HBIX
KOMIIapTMEHTaxX (0TCEKax) OMHOM KIIETKH MOXET MPOTEKaTh B MPOTHBOIIO-
JIOXKHBIX HaIpaBlICHUAX. Tak, peakiuss TpaHCAMHHHPOBAHUS, KaTaJH3Upye-
Mas TIlyTamaToKcanoareTaT-aMHHOTpaHc(epa3ol MW COCTaBIAIONIAs YacTh
MajaTr-acrapTaTHOTO YEeIIHOYHOTO MEXaHW3Ma, B MaTPUKCE MUTOXOHAPHHA U
LMTO30JIE€ TIPOTEKAET B TPOTHBOIIOJIOKHBIX HAIIPABICHUSIX.
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KanHuko-auarHocTuueckoe 3HaYeHHE
onpeaeJeHuss aKTUBHOCTH TpaHC(bepas CBIBOPOTKH KPOBH

B kimMHHYeCKO# nmpakTHKe HauOoubllee 3HAYCHHE UMEET Orpeese-
HHE aKTHBHOCTH acrapraT- M ajganuHamuHoTpaHcdepas (AcAT u AnAT) B
CBIBOPOTKE KPOBH. B CBHIBOPOTKE KPOBH 3JOPOBBIX JHOICH AKTUBHOCTb JTHX
TpaHCAMHHA3 B THICSIYM pa3 HIDKE, YeM B KJIETKaX, OCOOCHHO MapUIIXeMaTo3-
HBIX OpraHoB. [IpuW OCTPBIX M XPOHHYECKHX 3a00JCBAHUAX OPraHUYCCKUEC
MOPaKEHHUSI COMPOBOKAAFOTCS JECTPYKIMEH KICTOK, YTO IPUBOIUT K BHIXOIY
TpaHCaMHHA3 B KPOBb. [IpH ranaturax B KPOBHU MOBBINIEHA aKTHBHOCTH aMU-
HoTpaHcdepas (ocobeHHO anmanmHaMuHOTpaHchepas). Ilpu uHbpapkTe Muo-
kapaa ypoBerb AcAT ceiBopoTkn kposu moBsiiieH B 20-30pa3 yxe uepes 3-
5-4ac. mocie HacTyruieHUs HHpAPKTa MUOKapaa. MakcuMasbHas aKTHBHOCTh
obenx TpaHCaMHWHA3 C TpeolJiaJlaHueM aclapTaTaMHHOTpaHchepasbl KpOBU
MIPUXOJUTCS HA KOHEIl MepBbIX CyTOK. CHIDKeHHE TpaHCAMHHA3HOM aKTHBHO-
CTH KpOBU Ha 2-34i JeHb mocie HH(papKTa SBISETCS OIArompUsiTHBIM IIPO-
THOCTHYECKHMM TPHU3HAKOM TCUCHHS OOJIE3HU U MOKasateseM 3G (GEeKTHBHOCTH
JICUCHHSI.

OmnpezeneHre TpaHCAMHUHA3HOI aKTHBHOCTH CHIBOPOTKH KPOBH MPH
3a00NeBaHMAX CepALA, MCYCHH B KIMHHYECCKOW MPAKTUKE HCIONB3YeTCs He
TONBKO KaK qud(depeHInaTbHO-IHarHOCTHYECKHE TECThI, HO M ISl IPOTHO3a
U KOHTPOJIS 3)(HEKTUBHOCTH METOIA JICUCHHUS.

I[e3aM1umpOBaHue AMHHOKMUCJIOT

Baxueiimmm sTarnoM karadboau3Ma aMUHOKHUCIIOT SBIISETCS peaknusa
JAC3aMHUHHUPOBAHUA - OTIHCIINICHUEC aMHUHOI'PYIIIBI B BUJIE aMMHaKa. M3BecTHBI
YETHIPC TUIIA AC3aAMUHUPOBAHUA aMUHOKHUCIIOT.

1. BoccTaHOBHUTENLHOE

+H*
R-CH-COOH OO0 - R—-CH,—-COOH + NHj3

|
NH

2. TuapoauTnyeckoe
+1,0

R-CH-COOH 000 - R-CH-COOH + NHj3

I I
NH, OH
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3. BHyTpUMOJIEKyIIpHOE

R—-CH,-CH-COOH 000 - R—-CH=CH-COOH + NHj

[
NH,

4 OKUCIIATENIBHOE

Y% O,
R-CH-COOH OO0 - R-C—-COOH + NHj3

| I
NH, 0

Bo Beex ciydasx aMHHOTPYIITa aMHHOKHCIIOT OCBOOOXIaeTcsS B BHIC
amvuaka. [TomrMo aMMuaka, TPOJYKTaMH JIC3aMUHHUPOBAHHS SBIISIFOTCS YKHP-
HbI€ KUCTIOTBI, THAPOKCUKUCIIOTHI, HEHACBHIILIEHHbIE KUCIOThI U KETOKUCIIOTHI.

Jlis GOJBIIMHCTBA OPraHWU3MOB, B TOM YHCJIC YCIOBCKA M YKHUBOT-
HBIX, XapaKTEePHbI CICAYIOMNE BUABI AE3aMUHUPOBAHNUS aMUHOKHCIIOT. OKHC-
JUTEIbHOE, HETpsMOe, NETHAPATa3HOe M BHYTPUMOJEKYIIpHOe. OKHCIH-
TEJNBHOE Je3aMUHUPOBAHNE SBIISCTCS MPEOOIaJaronuM THIIOM, XOTS [UIS He-
KOTOPBIX aMHHOKHCIIOT, HAIIPUMEP TUCTUIMHA, XapAKTCPHO BHYTPUMOJICKY-
JSIpHOE, TPU KOTOPOM OTIUEIUIAETCS aMUHOTPYINa B BHAEC aMMHaKa,
COIPOBOXKIAICh 00pa30BAHMEM HECHACBIIICHHOW KUCIOTHL. [lyTeM rumporas-
HOTO JI€3aMUHHUPOBAHUS IMPOUCXOTUT OTIICIUICHHE aMHHOTPYII OT THAPO-
KCHaMUHOKHCIIOT - CepHHA M TpEeoHHWHA. JleruaporasHoe Ae3aMUHUPOBAHHE
MpOoTeKaeT B TpH dTama. Ha mepBoM dTare mox BIMSAHHEM crieruduaecKoi
JIETUJIPOTa3bl, JIOKAIU30BAHHON B MHUTOXOHAPHUSAX, THAPOKCUAMUHOKHUCIOTA
MpeBpallaeTcsi B HEHACBIIEHHYI0 aMHHOKHCIOTY, KOTOpas Ha CIeIyIoIIeM
JTane U30MepU3yeTcs B UMHUHOKHUCIOTY. Ha TpeTbeM 3Tarne MMHUHOKHUCIIOTA B
TIPUCYTCTBUU BOJBI CIIOHTAHHO paclafaeTcss Ha aMMHaK M COOTBETCTBYIO-
ITYI0 KETOKHUCIIOTY.

NH,-CH-COOH  -H,0
| 000 - H,;N-C-COOH ooo -
CH; I
I CH,
OH

Cepun
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0 - NH=C-COOH + HO OO - O=C-COOH + N3

| |
CH3 CH3

[Mupysat

OxucauTeIbHOe Ae3aMUHUPOBaHUE

OKHUCIUTENBHOE [A€3aMUHUPOBAHNE AMUHOKHCIOT NMPOTEKAeT B [Ba
stana. Ha mepBom srame B pe3yibrare (epMEHTATHMBHOTO JETHIPUPOBAHUS
aMHHOKUCJIOTA INPEBPAILAETCs] B HEYCTONYMBBIM MPOMEXKYTOUYHBIN MPORYKT
(MMHHOKHCIIOTY), KOTOPBIH 3aTeM B NPUCYTCTBHH BOJABI pacragaeTcs Ha am-
MHaK U KETOKHCIIOTY.

R —CH - COOH -H R -C - COOH
| oooo - I oo -
H-N-H N
H,O R -C - COOH
No- +  Ng
(0]

OKHUCINUTENBHOE E3aMUHUPOBAHNE MOXKET OBITh JBYX BHOB - IIPA-
MOE€ ¥ HenpsiMoe (TpaHCIe3aMUHIUPOBAHMKE).

[Tpssmoe OKHCIUTENBHOE JE3aMUHUPOBAHNE OCYIIECTBIISAETCS EPOK-
CHCOMANIbHBIMH OKcHAazaMu L- u JI-aMHHOKHCIOT, KOTOpBIE SIBISIIOTCA (uia-
Borporenzamu. Okcupaza L-aMMHOKHCIIOT B KadecTBE IPOCTETHYECKOM
rpymnsl conepxxur ®MH, a oxcunasza [[-amunHokucior - xodepment PAJI,
KOTOPBIE BBITIOJIHSIOT POJIb aKLETOPOB JIBYX JJIEKTPOHOB U IIPOTOHOB.

B mepoxcucomax KJIETOK IEYEHH M IOYEK JIOKaIM30BaHa HECIICIH-
¢uueckas PMH-3aBucumMas okcnpasa L-aMHHOKHCIIOT, cIOCOOHAsS OCyLIECT-
BUTH J€3aMHUHHMPOBAHHE BCEX AMHHOKHCIOT, 3a HCKIIIOYEHHEM CEpHHa,
TPEOHHHA U AWKapOOHOBBIX aMHHOKUCIOT. OJHAKO BCIEACTBHE HU3KOW ak-
THUBHOCTH 3TOro (pepMeHTa mpu (U3HONOTHUECKUX 3HaueHHAX pH, oH, mo-
BUIUMOMY, UI'PAcT HE3HAYUTENIHHYIO POJIb B OKHCIUTEIHHOM JI€3aMUHIPOBa-
HUM aMHUHOKHUCIIOT. JIMIIb OKcuzaa3a JIu3HHA, 0e3 COMHEHHsS, OCYIECTBIACT
OTIICIUICHNE €ro O-aMUHOTPYNITE B cocTaBe £-N-aneTHium3nHa.
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Cxema peaxkyuu npamoco OKUcaiumeibHozco 0e3aMMHup06aHM}Z AMUHOKUCIOM

R E®MHH, R P
| E-OMH | HO |

CH-NH, OO0 OO0~ C=NH 084 - C=0 + NH
I E-®AJl I |

COOH EDAH, COOH COOH

BoccraHoBieHHEIC (I)J'IaBI/IHHyKHCOTI/IL[LI OKCuaas L- u I[-aMI/IHO-
KHCJIOT MOTYT HCIIOCPECACTBCHHO OKHUCIIATHCSA MOJCKYJISIPHBIM KHUCJIOPOJAOM,
06pa3yﬂ NEPEKUCh BOAOPOJA, KOTOpas Mmoa ,HeﬁCTBPIeM KaTaJila3bl nmoaBepra-
€TCsl pACLICIUICHUIO HA BOAY U KHUCJIOPO:

E-OMHH, + 0, 000 - E®MH + H,0,

Karajiaza
2H,0,00000 - 2H,0 + O,

B nepokcucoMax TeYeHH, IOYEK W MO3Ta COIAEPKHUTCS aAKTUBHAS
®AJl-3aBrcnuMas OKcujaasa J[-aMHHOKUCIIOT, (DYHKIMOHAJIBHOE 3HAUCHHUE
KOTOPO# OCTAaeTCs HEM3BECTHHIM; OKCHIa3e JI-aMUHOKHCIIOT MPUIHCHIBAIOT
3aIIUTHYIO (PYHKIHIO, KOTOPAas 3aKIK0YaETCsA B OKUCIEHUH J[-aMUHOKHUCIIOT, B
TO K€ BpeMs OKcHaasa J[-aMUHOKHCIOT CIOCOOHA PaCIIEIUIATh TIUIKH 10
amMMuaka u rimokcuinoBoit kuciotsl (C — COOH).

I\
H O

OxucauTeIbHOe Ae3aMUHUPOBaHUE FJIyTaMl/lHOBOﬁ KHCJI0ThI

B MUTOXOHAPHUSX M LMTO30JI€ KIETOK Pa3IMYHBIX TKaHedl uMeeTcs
cnemuduunas u BbicokoakTuBHas HAJl (HAJ®)-3aBucumas TIiiyTaMaT-
JIETUAPOTEHA3a, OCYIIECTRILIIONAs OKUCIUTEIbHOE Ie3aMUHUPOBAHHE TIIyTa-
MHHOBOM KHCIIOTBI JI0 2-KeTOriyTapaTta. JTOT (EpMEHT MMeeT Herocpen-
CTBCHHOC OTHOIIICHUE K KaTa0OJM3My aprHHWHA, TUCTUAWHA, TIyTaMHHA U
MPOJIMHA, MOCKOJIbBKY PacxXo] YKa3aHHBIX aMHUHOKHUCIIOT OCYIIECTBIISETCS Ye-
pe3 craguio TIIYTAMMHOBOM KHUCIOTHL. [JyramariaeruaporeHasa 3aHUMAaeT
TaKXKe KITIOYEBBIC MTO3UINK B KaTa0OJIM3Me APYTHX aMHUHOKHCIOT, I€3aMIHH-
POBaHHE KOTOPHIX OCYIIECTBIIICTCS HENPSIMBIM IIyTEM.
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Peakuusi OKHCIUTENBHOTO A€3aMHHUPOBAHUS TITyTAMHUHOBOM KHCIIO-
THI BKJIIOYAET aHAdpoOHYI0 a3y AernapupoBaHMs IIyTaAMHHOBOH KHCIOTHI C
00pa3zoBaHNEM NPOMEXYTOYHOI'O MPOJYKTa - UMHHOIIIYTApPOBOM KHUCIOTHI H
(a3y CIOHTAHHOTO THAPOJIN3a UMUHOIIYTApOBOW KHCIOTHI Ha aMMHaK M O-
KETOTIIyTapOBYIO KUCIIOTY.

NH
I
HOOC - CH - CH,- CH - COOH HAJI(D)*
T'myramar I'myramataerunporenasa
NH HAJI(®) H,

1
HOOC - CH - CH,- CH - COCOH
Wmunornyrapar
o H,O
1
HOOC —-CH; -CH, —-C - COOH
O-KeToryryTapat NH3

Boccranosnennsiit HAJIH, nanee npu yyactum (uiaBoIpoTEeUIoB U
LIUTOXPOMHOW CHUCTEMBI OKHCIIsIETCsl ¢ oOpa3oBanueM Boabl 1 AT®. O6pazo-
BaBIIMHCS aMMMAaK - OU€Hb TOKCUYECKOE BELIECTBO - B KJIETKAaX Pa3IMUHBIX
TKaHel 00e3BpeKUBaETCA MyTeM 00pa30BaHHsI aMHIIOB aMHHOKHCIIOT - ac-
HapruHa U TIyTaMuHa, 00pa3oBaHus alaHiHa (MHOLMTHI), CHHTE3a MOYCBH-
Hbl (I€Y€Hb) M aMMOHUMHBIX COJIel (TOYKH).

HenpsiMmoe 1e3aMHUHHpPOBaHKE (TPaHCAe3aMUHUPOBAHNE) AaMUHOKHCIOT

DTO OCHOBHOW MYTh AC3aMHUHHPOBAHUS aMHUHOKHCIIOT - OCYIIECTB-
JsieTCs B IBE cTanuu. Ha mepBoM dTame B pe3ysibTaTe TPAaHCAMHHHUPOBAHHS
aMUHOKHUCIIOTHI € O-KETOTJIyTaparoM oOpa3yeTcs COOTBETCTBYIOIIAS KETO-
kucnota U L-rmyramar. Buonorndeckuii CMBICT TEPBOTO dTama - PEaKIuid
TPaHCAMHHUPOBAHUS - COCTOUT B TOM, YTOOBI COOpaTh aMHUHOTPYIIIIBI BCEX
pacmagaroIIuXcss aMUHOKHCIOT B COCTaBe OOPa3yIOMIMXCS MOJCKYJ TiyTa-
MHHOBOM KHUCIOTHI. Ha BTOpOil cTamuu riiyraMMHOBAsi KUCIO0Ta B MUTOXOH/-
pUSX KIETOK TIOABEPraeTcsl OKUCIWTEILHOMY JIC3aMHUHHPOBAHHWIO C
obpa3oBaHueM O-KeTOTTyTapara.
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COOH COOH HAJL" - riyramataerupo-

| O=CH-II® | reHasa
CH — NH2 TpaHCaMUHa3a CH-NH,
| I HAJTH,
R (CH),

[ COOH
COOH HoN —CH, —T1® COOH |
| C=NH
C=0 COOH |
I I (CH),
R cC=0 |

[ COOH

(CII-Bz
COOH
HO
NH,

Henpsimoe ne3aMHUHHpOBaHUE SBISICTCS HAMOOJEE PACIPOCTPAHCH-
HbIM BHJIOM JIC3AMHHUPOBAHHS aMUHOKHCIOT. TakuM MYTEM MPOUCXOIUT
JIC3aMIHUAPOBAHNE allaHWHA, acllapTara, BajHa, TIIUIIHA, H30JICHIIUHA, JICH-
[IMHA, TUPO3WHA, (eHWIAJaHNHA W [MCTEHHA, a TakKKe MPOIYKTOB Karabo-
JU3Ma acrapruHa, JU3uHa, TpUNTo(aHa 1 IMUCTEHHA.

06e3Bpe>lmBaHne aMMHaKa B Opranmime

B mpouecce TpaHcIe3aMUHHMPOBAHUS aMHUHOKHUCIIOT, OMOTEHHBIX
AMMHOB, ITypUHOBBIX OCHOBaHMH, aMHHOB aMMHOKHCIIOT, IPOTEKAaIOIINX
MIPaKTHYECKH BO BCEX TKAHAX, 00pa3yeTcsi BHICOKOTOKCHMYHOE BEIECTBO -
amMMuak, ocoOCHHO OIacHoe Ul KJIETOK Mo3ra. B HopMme conepkanue am-
Muaka cocraBisier 25-40 mmonb/i1. HanGomplyo TOKCHYHOCTD MPOSIBISIOT
HeWTpanbHble MOJeKyJbl cBobomHoro ammuaka (NHz). Ilpu pH kpoeu 7,4
ammuak Ha 99% naxonurcs B Bune uona ammonus (NH',). U xots yposeHs
CBOOOJHOTO aMMHaKa CocTaBisieT okojio 1% ot obmero copep kaHnus aMMua-
Ka B KPOBH, HEUTpaJbHBIE MOJICKYJIBI CBOOOZHOIO aMMHAKa JIETKO IIPOHHKA-
I0T 4Yepe3 IUIa3MaTHYeCKyl0 M MHUTOXOHIPHAIBHYIO MEMOpaHBI B KIETKH
MO3ra U UX MUTOXOHJpPUH. B MUTOXOHAPHAX KIETOK MO3ra O-KETOTJIyTapar,
B3aMMOJEHCTBYS C aMMHAaKOM B IIPOLIECCE BOCCTAHOBHTEIBHOTO aMUHHPOBA-
HUA 00palIeHHOH IITyTaMaTAerHAPOTeHa30HO peakiy, oOpasyeT IiryTamMar.
OT0 NPHUBOIUT K OTTOKY O-KETOIIyTapaTa M3 YHCia MPOMEKYTOYHBIX HPO-
IOYKTOB LIMKJIa TPHKAPOOHOBBIX KHCIOT B MUTOXOHAPHAX KJIETOK MO3ra ¥, KaK
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CIIEZICTBHE ATOTO, CHIDKCHHIO KO3((HUIMEHTa HCIIONB30BAaHUS TIIOKO3Bl B
SHEepPreTUKe HEPBHON KIIETKU.

COOH COOH
| HAJI®H, HAJI®H* |
C=0 CH-NH,
| oood oooo - |
(CH2)2 (CHZ)Z
| NH3 H,0 |
COOH CO-NH,

B xieTkax MHOTHX TKaHEH MMEETCs pAl MEXaHU3MOB 00€3BPEKHIBA-
HUS aMMHaka. B kimeTkax mo3ra, ceTdatke Iia3, MeYeHH, T0YeK, MBIIICTHON
TKaHU - OJHMUM W3 TyTel CBs3bIBaHUS W 00C3BPCIKUBAHM aMMHUaka, oOpa-
3YIOIIETOCs B IMPOLIECCE paclajga M JIe3aMUHUPOBAHUS aMUHOKHCIIOT, OHO-
TEeHHBIX AaMHUHOB, IIYPUHOBBIX OCHOBAaHUN W JPYruX a30TCOAEPKALIUX
BCIIIECTB, SBISCTCS OMOCHHTE3 TIIyTAMHHA, OJHOBPEMEHHO KOTOPBINA CITYKUT
TPAHCHOPTHOH (hopMoOii amMMmHaka B opraHu3me. [ IyTamMuH 00pasyercs mpu
B3aMMOJICHCTBUY TJIyTAMUHOBOW KHCJIOTBI C aMMHAKOM B (pepMEHTAaTHBHOU
peaKInu, KaTaJu3upyeMOH TITyTaMaTCUHTETA30M.

COOH COOH
| ATD AIlD + Dy |

CH-NH, \&%ﬂ/ CH-NH,
| ooood 0- |

(CHy), /QD CHy),
| NHs |

COOH COOH
L-rryramar I'nyramun

I'myTamuH mpeacTaBiseT co00i HEHTpambHOE COSAUHEHHUE, CIIOC00-
HOE JIETKO IPOXOIUTH Yepe3 KIeTOYHbIe MeMOpaHbl. OH TOCTaBISIETCS KPO-
BBIO B II€YCHb W JAPYTHE TKAaHHW, TIC HCIOJB3YeTCS B PEAKIUAX CHHTE3a
0eTKOB M a30TCOMEPKAIINX COSANHEHHUH - acllaparuHa, TI0KO3aMIHA U JIPY-
THUX aMHHOCaXapoB, MyPHHOBBIX U MUPUMHUINHOBEIX HYKJICOTHIOB, B PE3YIIb-
TaTe dYero aMHHOTPYIBl TIyTaMHHA BKIIOYAIOTCA B Pa3HOOOpa3HBIC
CTPYKTYPHO-(Q)YHKITHOHAEHBIC KOMIIOHEHTHI KJIETOK.

B moukax riiyTaMUH CITy’)KUT B Ka4ECTBE PE3CPBHOTO MCTOYHHMKA aM-
MHaKa, HEOOXOIMMOTO JJIs HEWTpadM3alMy KHUCIBIX MPOAYKTOB OOMEHA, B
nporiecce 4ero odpa3yroTcs aMMOHUITHBIE comu. [Ipu arumgo3e B BEIBOIUMOM
MOY€ 3HAYMTENIHHO MOBBIMIACTCS COJIEpKaHHEe aMMOHHUIHBIX COJeH, oOpa-
3YIOMIMXCS B MpoIiecce HEHTpan3aIiiy OPraHMYeCKUX, a TaK)Ke HeOpraHude-
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ckux (cepHOd W (PochHOPHOI) KHCIOT, YTO COMPOBOKAACTCS YCUICHHBIM
pacIierieHHeM a30THUCTHIX BEUIECTB, M B YaCTHOCTH IIIyTaMHHA. TakuM Iy-
TE€M OpPraHu3M MpHU BBIBEJCHUHU KUCIOT C MOYOW 3aIlMUIIAETCS OT NOTEPU 3HA-
YUTEIBHOTO KOJMYECTBA MOHOB HATPHS, a TAKIKC KAJWs, KAIBIUSI U MAarHus,
KOTOpbIE B OTCYTCTBUM HOHOB aMMOHWUSI, UCIIOJIb3YIOTCS JJI HEUTpanu3auu
KHCIIBIX TIPOAYKTOB OOMEHA IIPH aIiI03e.

C npyroii cTOpOHBI, OSBJICHNE N30BITKa HOHOB aMMHAKa TIPHUBOIHT
K MX HEWTpalu3alud, B TMEPBYIO Ouepellb, KHUCIOPEArMpPYIOMIMMU COJISIMHU
tdbocdopHoit 1 yrompHOH KucoT. OOpa3oBaHUE U BBIBEACHUE CONCH aMMOHUS
- OJJUH U3 MEXaHU3MOB PEryJISLUN KUCIOTHO-LIEIOYHOTO U BOJIHO-COJIEBOTO
TOMeocTa3a.

OO0pa3oBaHne aciaparuHa sIBISIETCSI BaKHBIM BCIIOMOTATEIBHBIM ITy-
TEM CBS3bIBAHUS U UCIIOJIL30BAHMS aMMHUAKa B KJICTKAX Pa3lIMYHBIX TKaHEH.
OHO MpOTEKAET C y4YaCTUEM aclapTaTCUHTETa3bl:

COOH CO-NH;

| |

CH2 CHZ

| + N + AT® O - | + AM® + H,P,0,
CH-NH; CH - NH,

| |

COOH COOH

VY MIIEKOTIATAIOMKX JOHOPOM aMHUAHOW TPYIIIEI IIPH CHHTE3E acma-
parmHa sBISeTCs TIyTaMHH. B KJIeTKax MBIIICYHON TKaHH aMMHakK 00e3Bpe-
JKHMBAETCS IyTeM 00pa3oBaHus anaHuHA (PU yYaCTHH MUPYBaTa - IPOJIYKTa
[JIMKOJIM3a) U TPAHCIIOPTHUPYETCS KPOBBIO B KICTKH MEYCHH, I/I¢ ANaHUH UC-
MOJIb3yeTCs Ul IIIOKOHEOreHe3a, IpU ATOM aMHHOIpyINIa ajlaHMHA depe3
ens (pepMEHTATHBHBIX peakIiii BKIIIOYACTCS B MOYCBHHY.

buocuHTe3 MOUYEBHHBI

OO0pa3oBaHue TIIyTaMUHA B KJIETKAaX TKAaHEW SBIISACTCS JIHIIb Bpe-
MEHHBIM CBSI3BIBAHHEM U 00C3BpEKUBaHHEM aMMHaka. OCHOBHBIM MEXaHHU3-
MOM 00€3BpeKMBaHUs aMMHaKa B OPTaHU3ME SBISETCS OMOCHHTE3 MOUEBUHEI
B TICUCHH.

MoueBHHA - TJIaBHBIH KOHEYHBIH MPOAYKT a30THCTOTO 0OMEHa, CHH-
Te3UpyeMBINl B Tporecce psaa (pepMEHTATHBHBIX PEAKIMHA OPHUTHHOBOTO
IUKIa MOYEBUHOOOPA30BaHU, MPOTEKAIINX B MAaTPUKCE MUTOXOHAPHHA U
LUTO30JIC TEMaTOINTOB.

HavanpHbIe peaknnu CHHTE3a MOYEBHHBI IPOTEKAIOT B MHUTOXOHJ-
puambHOM MatpuKkce. IlepBas aMHHOTpyINa, MOCTYMAIOMas B 3TOT IHUKI B
BUe CBOOOHOTO aMMHMaKa, SIBIACTCS MPOAYKTOM PEaKIHH OKHCIUTEIHHOTO
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JIe3aMUHUPOBAHUsl TJIYTAMUHOBOW  KHCJIOTHI, KaTaimsupyemas HAJI-
3aBUCUMOM TJTyTaMaTIeTuAPOreHa30M.

Inyramar + HAJT" + H,O OO0 - o-kerorsyrapar + NH; + HAJIH,

O06pa3zoBaBIIKCS CBOOOTHBI aMMHaK BCTymaeT B AT®-3aBUCUMYIO
peakuuio ¢ IBYOKHCBHIO Yriiepoja - MPOAYKTOM IMKJIa TPUKapOOHOBBIX KH-
CJIOT, B PE3YJIbTaTe YEro CUHTE3UPYETCS MaKpOIHEPreTHYECKOE COSJANHEHUE
kapbamamidocdar. Peakiyio kaTaausupyeT MHUTOXOHIPUAIBHBIA (EepMEHT
kapbamomndocparcunteraza 1 (KO 6,3,4,16). AKTUBHPYIOLIUM MOAYJISTO-
poM depmenTa ciyxut N-aneTnnriyramar.

kapbamomidocharcunTerasa 1

NH';, +CO, + 2AT® + H,0 000000000O0000O0 -

NauerunriayramaT
NH,
oo- |_O + 2A1P + Dy
7
C\
O OPO3zH,

(Peakuust cunTe3a Kapbamomiadochara MOKET OCYIIECTBUTHCS TaK-
)K€ B IIMTOIUIA3ME PA3JIMYHBIX KIJIETOK, rie Kapbamouadochar UCHoNb3yeTcs
JUIsL CHHTE3a MUPUMHUINHOBBIX HYKJICOTHIOB. Peakiuu KaTtanu3upylTes Iu-
TO30JIbHOM Kapbamoundocdarcunrerasoi Il (Kd 6.3,5,5).

Ha BTOpOM 3Tame IuKiIa MOYEBHHOOOPAa30BaHMS KOHICHCALMS Kap-
G6amounngocara ¥ OpHUTHHA NPUBOAMUT K 0Opa30BaHMIO LMTpPYyJHHA. Peak-
Mo KatanusupyeT Mg’ -3aBHCHMBIH MHTOXOHAPHAILHBIA (EPMEHT OpHHU-
THH-KapOaMomnTpancdepasa.

NH, NH, NH,
| | HPO, |
C + CHy)3 ooooooooo - C=0
/I O OPOzH, | OpPHUTHH-KapOaMOmII- |
(0] H,N-CH —COOH TpaHcdepasza NH
OpHHUTHH [
Kap6amomnpocdar CHy)s

|
H,N —CH - COOH
HurpynuH (ketodopma)

3arem kerodopMa IUTPYIMHA TPAHCHOPTHPYETCS B IUTOILIA3MY,
r7ie mpeodpasyercs B OKCOPOpMY, U BCE MOCITICIYIONINE PEaKIud OPHUTHHO-
BOTO LIMKJIA JIOKAJTH30BaHBI B IIUTO30JIE.

[Ipu B3aWMOIECHCTBMM HWUTPYJIMHA C aclapTaTOM IOJ BIUSHHEM
Mg " -3aBucuMOll aprHHHHOCYKIMHAT-CHHTETa3bl 00pa3yeTcs apruHMHOCYK-
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LIUHAT, KOTOPbIi 3aTeM pacUICIUIseTCs] aprHHUHCYKIIMHATINA301 HA aprUHUH
u hymapar.

HN =C -OH HN — CH - COOH
| | AMOD
NH CH, ATD Z H4P207
| + | oo oo -
(CH)s COOH
|
H,NCH — COOH Acnaprtat
Hutpynua
HN=C-NH-CH - COOH
I I H0
oo - NH Chk- COOH oooooog -

I
(CH)s
I
HN — CH — COOH

ApTrUHUHOCYKIIMHAT
COOH NH =C - NH;
oog - (le + IllH
Hg Clliz)s
C|OOH HoN —CH - COOH
OymaTtar AprusuH

OO6pa3oBaBmuiics pyMaraT BO3BpamlaeTcs B MHTOXOHAPHUU U BCTY-
MaeT B IMyJI MPOMEKYTOYHBIX MPOAYKTOB IUKJIA JIMMOHHOW KHCJIOTHI. Apru-
HUH TOJ JCHCTBHEM apruHa3bl paclajacTcs Ha MOYCBHHY W OPHUTHH,
KOTOPBIN BO3BPATUBIIMCH B MUTOXOHJIPHH, BHOBb BKITFOYACTCS B IIHKII MOYE-
BUHOOOPA30BAHMS.

HN=C-NH NH NH
I I I
NH aprunaza C=0 CHy)3
| + O 00005 | + |
(CH), NH H,N —CH - COOH
|
HN — CH - COOH MoueBuHa OpHHUTHH
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AMUHOKHCIIOTBI
TpaHCAMUHHUPOBAHUE
¢ O-KEeTOrIyTapaToM

I'myramat
[{luro301b J MuroxoHapust
/
f I'myramar \
H>0 ALl
NH, — CO — NH; O-KeTo- ) TIIyTaMaTAeTuipo-
MOYEBHHA rIyTapat reHasa
\» HAJIH,
Hz NH3
®ymapar apruaus U 0 [ 0 - OpuutyH \ /C02 + 2ATOD
OpHuTHH
N ALD + Dy
apbamomndocdar
ApPruHUHOCYKIMHAT H3PO4
Hutpynun
AMO Hutpynun /
ATO ~ | MATPUKC
H4P,07 Acmnaprat
TpaHCaMUHU- kk j/
POBaHHE C OK-
caoaneTaToM
I'myramar
TpaHCAaMHUHUPOBaHUE

C O-K€TOrIyTapaTtoM

AMHUHOKHUCIIOTA

Puc. 36. OpHHTHHOBBIH UK MOYCBHHOOOPA30BAHHSL.
BHCpFCTI/I‘ICCKI/Ie 3aTpaTbl OJHOI'O 060p0Ta OPHUTUHOBOT'O HHKJIA

MOYEBHHOOOPA30BaHMs COCTaBISIOT TpH Mojekynsl AT®. B obecneuennu
OecriepeOoiHOTO (YHKITMOHUPOBAHHUS OPHUTHHOBOTO ITMKJIA BEAYIIas POJIb
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MPUHA/UISKUT TIIYTAMHUHOBOW KHCJIOTE - TJIyTaMar SIBISETCS HCTOYHHKOM
AMHUHOTPYIII MOYEBHHBI. [lepBas aMUHOTpYyIIA JOCTABISICTCS B OPHUTHHO-
BBII [IMKJI B BUJE aMMHaKa, 0CBOOOXK/IAIOIIETOCs B MPOLIECCE OKUCIUTEIHHO-
ro JIe3aMHUHUPOBaHUs TJIyTamaTa, BTOpas aMHHOTPYIINa - B BUJE acraprara,
00pa30BaBIIErOCs B PEaKIMK TPAHCAMUHHPOBAHUS TiyTamara ¢ OKcaloare-
taroM. Takum 00pa3oMm, B OpraHu3Me ypeoTeaTHIeCKUX KUBOTHBIX aMMHAK B
XOJIC PEaKIMii OPHUTHHOBOI'O LUKJIA MPEBpAIIacTCcs B OC3BPEAHYI0 MOYCBH-
Hy. OpHUTHHOBBIN IIMKJI MOYEBHHOOOpa30BaHUs B (POpPME MOUYCBHHBI MTO3BO-
JISIET OPTaHU3My OCBOOOXKIAThCS OT aMMHaka 1 OmkapOoHara.

Heobxonumo moguepKHyTh TECHYHO ()YHKIIMOHAIBHYIO B3aHMOCBSI3b
LUKJIA JTUMOHHOW KHCJIOTBI U OPHHUTHHOBOTO nukia: nuki Kpebca u niepsbie
peakiiy OPHUTHHOBOTO IMKJIA JIOKAIU30BAaHBI B MHUTOXOHJIPHSX; JABYOKHUCH
yraepoga u AT®, ucnonb3yeMbie B CHHTE3¢ MOUYCBUHBI, 00CCIICUUBAIOTCS B
OCHOBHOM pabOTOH IMKJIa TPUKAPOOHOBBIX KUCIIOT; MpeBpaieHue Gpymapara
B OKCAJIOAIETAT SBJSICTCSA OJHMM M3 STAaloOB IUKJIA JUMOHHOW KHCIOTHI, a
JANbHEHINas pereHepanys OKCaloaleTaTa B aclapTar ¢ y4acTHEM IiIyTaMara
CIOCOOCTBYET €ro BKJIIOYCHUIO B OPHUTHHOBBIN 1uki. Takum obpasom, co-
BOKYITHOCTh LIUKJIA JIAMOHHOW KHCJIOTHI © OPHUTHHOBOI'O LIUKJIA TIPEACTABIIS-
eT coboii cBoeoOpa3HbIii ororuka Kpeodca.

B OpHUTHHOBOM IMKIIE MOYEBHMHOOOPA30BAHUSI Y4YACTBYIOT IISATh
(hepMeHTOB, HACJIE[CTBEHHbIC HAPYIICHHS aKTUBHOCTH KOTOPBIX COIMPOBOXK-
JIAIOTCSI HApYLICHUEM CHHTE3a MOYEBHHBI. BUOXMMHYECKHM CIIE/ICTBHEM Ha-
pYUICHHS  aKTUBHOCTH  IJt00OTO  ()epMEHTa  SIBISICTCS  HAKOIUICHHE
MPEIIICCTBCHHUKOB CyOCTpaTa TOBpEkKACHHOTO (QepMeHTa. BpoxmaeHHbIC
HapylieHUs aKTUBHOCTH KapOomowmidocdaTcuHTeTasbl | COMPOBOXIAIOTCS
HaKOIUICHHEM aMMHaKa M ero MPeIIeCTBEHHUKOB - TJIyTaMHUHA M allaHWHA
(runepammonuemust | ThIa), HACIEICTBCHHbBIC HAPYIICHUS aKTHBHOCTH Op-
HUTHHKapOaMounTpaHcdepassl SBISIOTCS MPUIHMHON pPa3BUTHS THIICPAMMU-
muemun || Twma, mpu gedexre aprUHUHOCYKIIMHATIMA3BI Pa3BHUBACTCS
LUTPYJIMHYPUSI U HAKOIUIEHHE €ro MpPEeAIlIeCTBEHHUKOB, mpu Aedekre apru-
HUHOCYKIIMHA3bl HAKAIUTMBAIOTCSI apIMHUHOSIHTAPHAS KHCJIOTa M MPE/IIecT-
ByIOIIME €l MeTaOONUTHI, HApYIICHHE AKTUBHOCTH aprHUHA3Bl BEICT K
HAKOIUICHUIO apTUHUHA W TPEIICCTBYIOMIMX €My MeTaboiuToB. [mmepam-
MOHHMEMUS ¥ BBI3BIBAEMBIC €O SIBIICHHS SBISIOTCS OOLIMM TMPH3HAKOM IS
BCEX IISITH THIIOB HACIEICTBEHHBIX HAPYIICHHH OPHUTHHOBOTO LUKJA. YKa-
3aHHbBIC YH3UMOIATHH IMPUBOT K TSKEIBIM PACCTPOWCTBAM YMCTBEHHOTO
pa3BUTHSL.

IIYTH IIPEBPAIIIEHHA H UCIIO/IB30BAHHA
YITIEPOJHBIX CKEJIETOB AMHHOKHCJIOT B KIIETKE

VYriepojaHbie CKENEThl aMHHOKHCIOT (0-KEeTOKHCIIOTHI), 00pa3oBaB-
IIMecs B Ipolecce Ie3aMIHAPOBAHMUS M TPAHCAMUHHUPOBAHNS, TIOABEPTatOTCS
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B TKaHSX KUBOTHBIX Pa3iIMIHBIM MpeBpameHusm: cropas g0 CO, u H,O, onn
JAf0T 3HAYHMTEIBHOE KOJMYECTBO JHEPTHH (Takoe Ke, KaK MpH a’poOHOM
OKHCIICHUH TIFOKO36I - 4,1kKan/r); yriepomaHbie CKENeThl TITHKOTCHHBIX aMHU-
HOKHCIIOT (aJlaHWH, CepUH, TPCOHHMH, IIMCTCHH, aclapTar, TIIyTaMaT, acrapa-
THH, TIyTaMUH, IPOJIMH, apTHHUH, BAJINH, METHOHWH, W30JICHIINH, THCTHANH,
TJIUIIMH) B TICYCHU U TIOYKAX UCIMOJB3YIOTCS B TIIFOKOHEOT€HE3E; YIIIEPOIHbIE
CKeJICTHI JICWIHA, (CHIIANAaHIHA, TPUNTO(AH], JIM3UHA, TUPO3UHA MIPH WH-
TEHCHBHOM pAacCIajJic TKAHCBBIX OCJIKOB SIBJISIOTCS TMPEANICCTBEHHUKAMH Ke-
TOHOBBIX Te€Jl, B YaCTHOCTH AIlETOYKCYCHOH U TUAPOKCHUMACISIHOW KHUCIIOT.
OO0pasyromuecs B MPOLECCEe Paciajida aMUHOKHCIOT MHTCPMEAUAHTHI LUK
TPUKAPOOHOBBIX KHCJIOT BKIIOYAKOTCS B PEAKIUKM HA PA3IHYHBIX 3TANax [UK-
na. P amMmuHOKHCTIOT BoBIeKaeTcst B uki KpeGca B Buze anerun-KoA, npu-
YeM aJaHWH, TJINIHH, CepUH, ICTEHH W TPEOHWH MPEBPAIIAIOTCS B alleTHII-
KoA depe3 craguro nupysata. [Ipu pacnazge neinaa U TpurropaHa MOKET
obpazoBathcs o Tpu aneTi-KoA. M3oneiinun Brirodaercs B uki Kpebca B
dbopme cykmamI-KoA n anernn-KoA, yrieponHsie ckeneTsl GpeHUIaTaHnHA
¥ TUPO3HMHA SBILSIFOTCS UCTOYHUKOM QymapaTa u anetmwi-KoA. ApruHuH, ruc-
TH/IWH, TJIyTaMaT ¥ MPOJIMH BBOIATCSA B IUKJI B opMe O-KEeToriIyTapara, Ba-
JVMH U METHOHMH - B (hopMe cykumHmi-KoA, acmaprar u acmaparid B BHIE
OKcaJoarerara wi gpymapara.

FE— AprUHUH,
i peor, CHCTHUINH,
A [Ty TaMUH,
cepin, IPOJIUH
LIMCTEHH l
I'myramat
-I/IT aT
[MupyBat Hurtp —
[Mukn
/ Koe6 | O-KEeTOTJIyTapat |
N peobca
[13051€eiiuH,
T cykuuHuI-KoA METHOHHH,
| Auneroanetnin-KoA BATHH
T CykuuHar
| Okcasoarnerat
(DennnanaHuH, IW'(_ DeHIIaNaHNH,
[TUPO3UH, N
P MAnaT THPO3UH
eI, A
JIA3HH, acriapTar
[rpunTodan acriaparut

Puc. 37.BximroyeHne yriaepoaHbIX CKEIeTOB aMUHOKHCIOT B ITUKJI TPHKapOOHOBEIX KHCIIOT.
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BbUOCHHTE3 3AMEHUMBIX AMUHOKHUCIIOT
PEAKIIUH BOCCTAHOBHTE/IBHOI'O TPAHCAMHUHHUPOBAHHUA

Opranusm yesloBeka criocodeH cuHre3uposars Tosbko 10 m3 20
aMUHOKHCIIOT, HEOOXOIUMBIX It OnocuHTe3a OenkoB. HecMoTpst Ha pasHo-
obpasue myTel OMOCHHTE3a aMHHOKHCJIOT, OHH OO0JIaZal0T OJHUM BaXKHBIM
OOIIMM CBOWMCTBOM: MCXOJHBIMHU BEUICCTBAMHU SIBIITIOTCS YIIICPOIHBIC CKElle-
ThI MPOMEKYTOYHBIX MPOIYKTOB IMKJIA TPUKAPOOHOBBIX KHCIIOT, MPOJYKTOB
TJIMKOJIN3a, MEeHT030(oc(aTHOTO MyTH W HE3aMEHHUMbIE aMHHOKHCIOTHI. B
MEXaHU3Me BBEJCHHS a30Ta B MOJIEKYJIbI CHHTE3UPYEMBIX aMHUHOKHCIIOT,
HYKJICOTHIOB W JIPYTHUX a30TCOACPIKAIIMX COSAMHEHUH BEAyIIas poiib MpH-
HAJJICIUT TIyTaMary W DIyTaMUHY. B mpoliecce peakiuu TpaHCaMUHHPOBa-
HUS O-aMUHOTPYINAa OT TJiyTamara MEePEeHOCUTCS Ha ONpPEICICHHYIO
KETOKHCIIOTY ¢ O0pa30BaHWEM COOTBETCTBYIONIEH aMHUHOKHCIOTHI. [yTa-
MHH, KaK JJOHOpP a30Ta, OTAaeT aMHUIHYIO TPYIITy CBOeH OOKOBOW LM MpH
OMOCHHTE3E Psi/ia BaXKHBIX COSTMHCHHMN.

Peakiusi BOCTaHOBUTEIILHOTO AMHUHHPOBAHUS 2-OKCOLITyTapara siB-
JSIETCS KIIFOYEBOW B MOOWJIM3AIMM aMMHAKa B MPOLECCEe BKIFOYCHUS €ro B
MOJIEKYJIBI CHHTE3HPYEMBIX aMHHOKHCIIOT, HYKJICOTHIOB M JIPYTHUX a30TCO-
JIepKalnX COeAMHEHUH.

|. Cayramart oOpasyercs U3 aMMHuaka U O-KETOrJIyTapara - mpoMe-
JKYTOYHOTO MPOJYKTA IHKJIA JIMMOHHOW KUCJIOTHI B MPOIECCE €r0 BOCCTAHO-
BHUTEJIILHOTO aMUHHPOBaHUs. Peakius Kataiu3upyercs riiyTaMaTAerHIpore-
Ha30i1, IOKaJIM30BaHHOW B MAaTPUKCE MUTOXOHIPUH.

HOOC —CH, —CH, — C — COOH NH,
[
o)
H,0
HOOC — CH - CH,— C - COO HAJIOH,
[
NH
HAJI®*

HOOC —CH, — CH, —CH - COOH
I
NH,

Peaknms cuHTe3a TIIyTAMHHOBOW KHCIIOTHI MMeeT (yHIaMEHTAIBHOE
3Ha4YeHHE I OMOCHHTE3a aMHUHOKHCIOT, HYKJICOTHAOB M psAAa a30Tconaep-
JKAIUX BEIIECTB, IIOTOMY YTO TIyTaMmarT I 3TUX COSAWHEHHN - TOHOP aMH-
HOTPYHII B peakisIX TPaHCAMHHHPOBaHMS. [ JTyTaMHHOBas KHCJIOTA CIIY)KHUT
TaK)Ke NPeIIeCTBEHHUKOM MPOJIMHA.
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I'myraMuH cuHTe3UpyeTcs U3 IiyTamara B MPOLECCE PEaKLUU aMH-
JUpoBaHuUs, compsbkeHHOH ¢ ruaponu3zoM AT®. Peakuus karamusupyercs
Ty TaMUHCUHTETa301

Inmyramatr + NHz + AT® OO - I'myramur + AJI® + HzPO,

JpyruM mpoMexXyTOYHBIM TPOTYKTOM NHKJIA JTUMOHHON KHCIIOTEHI,
HCTIOJB3yEeMBI B CHHTE3¢ aMHHOKHCIIOT, SBJISIETCSl OKcayoaneTar. M3 okca-
Joarerata moj ACHCTBHEM acmapTaTaMHHOTpaHC(epa3bl B PeakIud TpaHca-
MUHHUPOBaHUSA C L-TIyTaMHHOBOHN KMCITIOTOH 00pa3yeTcs acnaprat

COOH COOH COOH COOH
IC=O + ICH—NHZ DDHHClNHz + C|=O
|CHZ (lez C|H2 Cle
ICOOH (lez C|OOH Cle
ICOOH CIOOH

AcnaparuH o0Opa3yeTcs ImyTeM aMHIUPOBAHMS C yIacTHEM acrapa-
THHCHHTETa3bl. JJOHOpOM aMHMIHOI TPYIIIEI IPH CHHTE3€ aclaparnHa B opra-
HU3ME YeJIOBEeKa W KUBOTHBIX SBJISIETCS TITyTaMHUH

COOH CO — NH; CO — NH; COOH

| | AT®-3aBucumas | |

CH; + CHz)z OJO0O00ddOdd - CH; + CHz)z + AMOD
| | acrmaparvHCHUHTETa3a |

CH — NH; CH - NH CH — NH; CH-NH, + H4P07
| | | |

COOH COOH ©OOH COOH

[I. O6pa3oBaHHe 3aMeHHMMBIX AMHHOKHCJIOT W3 mMHpyBaTa, 3-

¢dochoranunepara u pudoso-5-pocdara (MPOMEKYTOUHBIX NPOIYKTOB
YIJIEBOIHOTO 0OMeHA)

1) [upyBaT - MPOAYKT TIIUKOJN3A - SBISIETCS MPEAIIECTBCHHHKOM
amanuHa. [1yTi oO6pa3oBaHns aJaHUHA!
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a) TpaHCAMUHHUPOBAHUE C yUaTHEM alaHHHAMHUHOTpaHC(hepasbl

CHs COOH Anannnamuao- CHjz COOH
| | TpaHcpepasa | |
Cc=0 + CH-NH, 0000000 - CH-NH; + Cc=0
| | | |
COOH (CH2): COOH CHy)2
| [
COOH AnanuH COOH
IIupyBat
Cnyramar O-KeTorayTapar

6) BOCCTAaHOBHUTEJILHOE AMHUHUPOBAHHE C YIaCTHEM ATaHUHICTHIPO-
TreHa3bl
AJUIT
Mupysar + NH; + HAJH, + H,O 00 - Anasun + HAJ[

2) 3-bocdoramiepar - MPOMEKYTOUHBINH MPOAYKT [IUKONU3A - CITy-
JKUT OCHOBOM CHMHTE3a CEpUHA.

IMepBast cranus - oxucienue 3-pocdornuuepara u odbpasoBanue 3-
dbochoruapoxcunupysara. Peakius karanusupyercs HAJl-3aBucumont ¢oc-
(dornmuuepataeruaporeHasoi. 3arem 3-pochoruapoOKCHIIMPYBAT MOABEPIracT-
csl TpaHCaMHHHUPOBaHUIO ¢ oOpasoBanmeM 3-pocdoceprHa, KOTOPBIH TI'MI-
poim3yeTcsi ¢ 00pa30BaHHEM CEpUHA!

COOH HAIH, COOH
| HAJIY | TIIyTamar 2-OKcoriTyTapar
CH -OH og 0o- C=0 ooreesE000000 -
| | -PocdocepunTpaHCcaMUHA3A
CH; —OPO3zH, CH,; —OPOzH,

COOH H3PO,4 COOH

| HxO |
00 - CH-NHs DB\EI—EVEDQ CH — NH,

| |

CH,OPOzH, CH, - OH

docdocepun Cepun

3) CepwuH sIBIsIETCS IPEANICCTBEHHHKOM TIIAIMHA M [IUCTEHHA
H;N —CH - COOH

| CEPUHTHIPOKCHMeE-
CH; + Terparugpodorar O O0OO00OOOOO -
| THITpaHC(epasa
OH
Cepun
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00 - NH,—CH,—COOH + N, N@© - metunenrerparuapodonar + HO

Tmnun

B nedyeHn 1mo3BOHOYHBIX TIUIIHH MOXKET o6pa3013aTLc;1 opu yd4aCTuu
(I)CpMeHTa TIIMIOUH-CUHTA3bI

CO, + NH; + HAIH; + NP, N° - METUJICHTETparuapoonaT p >

E—
= Tmmwmn + HAJ" + terparumpodonat

4) LlucTerH CHHTE3UPYETCs M3 CEpPUHA U TOMOLMCTECHHA - TPOMEKY-
TOYHOTO MPOJYKTa MPEBPALICHUs] S-aneHo3uIMeTHoOHHA. CeprUH U TOMOIIH-
CTeHH KOHICHCHPYIOTCS C 00pa3oBaHHWEM NHCTAaTHOHHWHA. Peakums kaTtamu-
3UpyeTCs MUPUAOKCANEBBIM (HEPMEHTOM LHUCTATHOHHH-[-cuHTa30i. Llucta-
THOH IOJ ISWCTBHEM IPYroro MHUPUAOKCANCBOro (epMeHTa (LHCTATHOHH-
Ha3a) Je3aMUHHUPYET U PaCIIeIUISICTCS Ha [HCTENH U 0-OKCOOyTHpAT.

H;N — CH —COOH H;N — CH —COOH
| |
CH; CH
| /
CH;— H HO
T'omonucTent Cepun
H,O [lucTaTHOHUH-
B -cunrasa

HoN —CH —COOH

|

CH, H;NCH -COOH

| |

CH,—- S -CH;
Hucratnonun

H,0 [lucTaTHOHUH
Y - hasza

0=C-CH-COOH + H,N —CH-COOH
I I

CHZ CHZ
| |
NH; CHs g
O - OKCOOyTHpAT Hucrenn

5) Tuctunun obpasyercs u3 pubo3o-5-pocdara - npoaykra neHTo-
30(ocdaTHOrO MyTH OKUCIICHUS TIII0K030-6-Pocdara.

Pn6030-5-pochar U 0 - 5-pocdopubosmn-1-nmupodocdar [ U - I'meruaun
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Ho atoT nyTh OHMOCHHTE3a T'MCTHIMHA, COMPSDIKEHHBIH C CHHTE30M
MypPHHOB, BECbMa OTPaHUYEH, 0COOCHHO B JETCKOM BO3PAaCTe, MI0O3TOMY T'HC-
TUIUH SIBISICTCS HE3aMEHUMOW aMHMHOKHCIIOTOW ISl MIIAJILIErO JETCKOIO
BO3pacra.

Tema: OCOBEHHOCTH OBMEHA
OTAEJBbHBIX AMUHOKHUCJIOT

IleneBbie 3amauu:

1. [Tytu npeBpalicHUss aMHHOKKCIIOT B OpPraHU3Me, CBSI3aHHBIC C UX
JICKapOOKCHIMPOBAHUEM

a) obpa3zoBaHre OHOreHHBIX aMHHOB. VX poJIb;

6) 0Opa3oBaHUE IOJUAMUHOB - IIYTPECIMHA, CIIEPMHUHA, CIIEMHUIHHA.
Posb B Ki1eTKax OpraHusMa,

B) pacriaji OHOreHHBIX aMUHOB. POJIb MOHOKCH/1A3.

2. Peakuuu no paaukaiay. OCOOCHHOCTH 0OMEHa OTAEIbHBIX aMUHO-
KHCIIOT:

a) oOMeH (peHHTaNaHWHA 1 THPO3HHA;

6) oOMmeH Tpunrtodana;

B) 00MeH cepuHa ¥ riunuHa. O6pa3oBaHue 0JHOYTIICPOIHBIX TPYIIIL.
Poap TTOK;

r) o0OMeH METHOHUHA U [[UCTCHHA,

) AMKAapOOHOBBIE AMUHOKHCIIOTHI M X aMUIBL.

3. HAaCJICICTBHHBIEC HAPYIICHIsI 0OMEHA aMUHOKHUCIIOT.

4. B3anMoCBs3b 0OMEHA BEIIECTB.

Jurteparypa

1. hepesos T.T., Koposxurn B.®. buoxumus, 1990.
2. Hukonaee A.A. buoxumus, 1989.

3. Cmpoes E.A. buoxumus, 1989.

4. Jlenunooicep A. buoxumus, 1985.

5. Cmpatiep JI. buoxumus, 1985.

6. Moxup FO.M. Metabonnueckue myta, 1982.

JAEKAPEOKCH/INPOBAHHE AMUHOKHCJ/IOT
[peBpaineHusi aMUHOKHCIOT B OPraHU3ME IO MX KapOOKCHILHBIM
TPYyIIIaM CBSI3aHBI C peakIuel neKapOOKCHIMPOBAaHUSA. B JKMBOTHBIX TKaHIX

PSA aMUHOKHCIIOT W WX HPOW3BOJHEBIE - THPO3WH, TpHUNTOo(daH, S-OKcHTpHII-
ToaH, CepuH, TUCTUINH, ACTIATHHOBAS, TIYTAHHOAS U Y-OKCHUTITyTaMHUHOBAs
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KHCJIOTBI, [IUCTCHH, apTUHUH, OPHUTHH, S-8JICHO3WIMCTHOHHH, 3,47IMOKCH-
(heHMITATAHUH - TIO/IBEPTAIOTCS PEAKINH AEKAPOOKCHIINPOBAHHUS.

[Ipoxgykramu nexapOOKCHIMPOBAHUS AMUHOKHCIIOT M UX IIPOU3BOA-
HBIX SIBJISTFOTCS OMOTCHHBIC aMUHBI, K KOTOPHIM OTHOCSTCS: KaTCXOJAMUHBI -
nodaMuH, HOpaIpeHAIMH W aJpPCHAIMH, a TAaKKe THUCTAMUH, CEPOTOHMH,
TPUIITAMHH, THPAMUH, Y-aMUHOMACIsSHAs KUCIOTAa U PSJ APYTUX COCIUHE-
HUH, TAKUX KaK MOJMAMUHBI.

O06mazmast BEBICOKOM OMOJIOTMYECKOH aKTHUBHOCTBIO, OMOTEHHBIE aMH-
HbI MPUHUMAIOT y4acTHE B MPOLECCAX PEryJSAIUU METa0OIM3Ma B Ka4eCTBE
HelipoMeuatopoB (1odaMuH, HOpPAJAPEHAINH, THCTAMUH, CEPOTOHKH, TPHII-
TaMUH, Y-aMUHOOYTHPAT), TOPMOHOB (a{pEeHAIIH, HOPAPEHAINH), TKAHEBBIX
TOPMOHOB (THICTaMWH, CEPOTOHWH), MOJMAMHUHOB - PETyISATOPOB CHHTE3a
HYKJICHHOBBIX KUCIIOT U 6enka (yTpeciyH, CIepMUH, CIICPMUAINH).

CuHTe3 OHMOTCHHBIX aMHUHOB OCYILIECTBISICTCS B CIICIUATU3UPOBAH-
HBIX KJIETKaX CICHU(pUICCOKON IS KaXJIOW aMUHOKHCIIOTHI JeKapOOKCHIIa-
3o0i. [IpocreTmdeckoll Tpymnmoi IeKapOOKCHIIA3 CIY)KAT TMHPUIAOKCATh-
(dbocdaTr, KOMIDIEKC KOTOPOTO € PA3NMAIHBIMUA CHEIUPUICKHUMH arodep-
MEHTaMHu 00ecIeurBaeT BCe MHOT000pa3ne W BHICOKYIO CIIeU(MUIHOCTD Je-
kapOokcmiazam L-ammuHOKUCHOT. [IpocTeTHdeckod Tpymmodl TUCTHIMH-
nekapbokcunaszel  Micrococcus u  Lactobacillus u  anenosuimerroHuH-
nekapbokcunassl E. coli BMecTo mupupokcanspochara CiayKuT MTUPOBHHO-
rpaaHas kucijorta. [lpeamnonaraercs, 4To NMPOCTETUYECKOW TPYIION AeKap-
OoKcHIIa3 KUBOTHBIX TKaHEH, 1eKapOOKCHIMPYIOMINX S-a/1eHO3UIMETHOHNH,
(dbochartuamiceprH u acmapraT, TAKXKe ABJISCTCS MUPYBaT.

O06pazoBaBirecs B Ipolecce AeKapOOKCHIIMPOBaHU - L-aMUHOKMC-
JIOT ¥ WX TIPOW3BOAHBIX OMOTEHHBIE AMUHBI HAKAIUTMBAIOTCS B CEKPETOPHBIX
rpaHyJax B BHAE BOJOHEPACTBOPHUMBIX KOMIUIEKCOB CO CHEIH()UISCKUMU
OeIKaM¥ M CHJIBHO 3apsHKCHHBIMH KOMIIOHCHTAMH, HANIPUMED, CMEChIO HYK-
neoruarpudocdaroB (ATD) win CynbHOTUPOBAHHBIMU MYKOMOPIHCAXAPHU-
JaMu. OTO TIO3BOJISET KJIETKAM HAKaIUIMBaTh OOJIBIINE KOJIUYECTBA
HU3KOMOJICKYJISIPHBIX MPOAYKTOB, 0€3 KaKUX-THOO CABHTOB OCMOTHYECKOTO
nmasiieHus. OOpazoBaHue, JCTTIOHUPOBAHUE M BBIACICHUE KICTKAMH CEKPETH-
PYEMBIX TMPOIYKTOB IPEACTABIACT COOOM HSHEPro3aBUCHUMBIN mporecc. B
HEPBHBIX KIICTKaX CUHTE3 OWMOTCHHBIX AMHHOB, BBIIOJIHSIOIINX (DYHKIUIO
HEHPOMEIUATOPOB OCYIICCTBIISICTCS B TEJIC HEWPOHA, TPAHCIOPTUPYIOTCS U
HAKaIUTMBAIOTCS] MEMATOPHI B CIIEIUAIBHBIX BE3UKYJIaX B MPECHHANTHICCKIX
HEPBHBIX OKOHYaHHX. [[oMHMO 3TOTO, BO3MOXEH CHHTE3 HEHPOMEINaTOpoOB
B HEPBHBIX OKOHYAHUSX, IJI€ UMCIOTCS CBOM ()epMEHTHBIC CUCTEMBL. B oTBeT
HAa TMOTCHIHWANl JICHCTBHSA, BO3HUKIIMA Ha MeMOpaHE aKCOHA, COICPKUMOE
OTJENBHBIX ITy3BIPHKOB BBIJCISETCS B CHHANITHYECKYIO IIIEJTb, T1Ie CBOOOTHEBIE
MEIMaTOPHI CBA3BIBAIOTCS CO CHEIM(YUISCKUMHU PEIeTOPaMH Ha ITOCTCHHAII-
THYECKOW MeMOpaHe. DHeprooOecriedyeHrne CHHTe3a, JESTTOHUPOBAHMS U CEK-
peunu Heripomenuatopos, moMmumo AT®, npunamiexuT kpeatuadocdary.
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Oo0pa3oBaHue KaTeX0J1aAMUHOB KaK MeIMaTOPOB

JlodamMuH 1 HOpaIpeHATWH SBISIOTCS MEANATOPAMH CHHATITHIECKON
U UEHTPAJIbHOW HEPBHOU CUCTEMBI.

Tena HEHPOHOB, COCTABISIOMINUX NO(GaMUHEPTUICCKYIO CHCTEMY JIO-
KaJIU30BaHbl TMPCHMYIICCTBEHHO B XBOCTOBOM SIp€, CKOpJIyHe H (QHIIO-
TEHETHYECKH MOJIOJIBIX YaCTSIX IMOJIOCATOrO TeJla dKCTpanupaMUuIaIbHOM cucC-
TEMBI.

Tena HeWpoHOB, 00PA3YIOMIMX HOPAJPECHAITUHEPTUICCKYIO CUCTEMY,
PacIoioKeHbl B BUJE OTHENIBHBIX SJIEp B CTBOJIE MO3Ia, B OCHOBHOM B JIOP30-
naTepaibHOM ero uyactd. HepBHble OKOHYAHUSI HOpaApPEHATMHEPTUYECKOM
CHUCTEMBI HaXOMSTCS MPAKTUYECKH Ha BCEX yYaCTKax TOJIOBHOTO W CITUHHOTO
Mo3ra.

TuposuH (IpeaiecTBeHHUK A0(paMUHa ¥ HOPaApEHAIHMHA), TOCTY-
MUBIIMKA U TEPMHUHAJ MPH YYACTHH CICHU(PHYCCKOrO MEPEHOCUYHKA, MOIBEP-
raeTcsl THIPOKCHIMPOBAHWIO C oOpa3oBaHWEM AWTHAPOEHUITaTaHuHA
(IODA) (ctp. 49).

H,N —CH - COOH H;N —CH - COOH
I I
CH2 CHZ
| I
+D]
ood -
\
| | OH
OH OH
Tupo3un JlurunpokcudeHmananuH

[Ipu nexap6oxcmmmpoBannu JJODA obpasyercs modamMuH, KOTOPBIH
MOTJIOLIAETCS BU3UKYJIAMH.

NH,
I CO,
HO CH, - CH - COOH 7 HO — CH, —CH, — NH,
HO HO
Juoxcudennnananuy Hodamun
{IODA)
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Jlopamun, obpaszoBaBmuiics B cunancax [{HC, ceTuaTke, cumMmnaru-
YECKMX TaHTJIMAX, JCTOHUPYETCS B BH3HMKYJIax M0()aMHUHEPIHYECKON CHCTe-
MBI B Buae Kominiekca ¢ AT® u Oenkamu. B HeOOJBIIMX KOJIHMYECTBAX
n0(haMruH HAXOIUTCS B MO3TOBOM BEIIECTBE HAAMOYCUYHUKOB. 110 cpaBHEHUIO
C IPYrMMH KaTeXOJaMHHAMH MHOTO €ro B IEYCHH, JICTKMX M KHIICYHHKE. B
BE3UKYJIaX HOPAJAPCHATHMHEPTUYCCKON CHUCTEMBI IO(GaMUH TOABEPracTCs
THIPOKCUIIUPOBAHUIO ¢ 00pa3oBaHueM HopajapeHanuna (ctp. 57), kotopsiit
TaKXKe JCOHUPYeTCs B Bue KoMIuiekcoB ¢ AT® u 6enkamu.

HO CH, — CH, — NH, +[0] HO CH -CH,
ooood - | |
HO HO OH NH,

JodaMuH U HOpaIpeHAIMH BBINOJIHAIOT (PYHKIUIO MEIHATOPOB H
CUMITATUYCCKON Tepeaye HEPBHOTO MUMIynbca. [1oja BIMSHUEM HEPBHOTO
uMIysIbca (MOTEHIHAN ACHCTBUA) MPOHMCXOIUT OCBOOOXKICHHE MO(haMuHa
WM HOPaJpeHAINHA U3 CBA3aHHBIX (OPM, MX BbLICICHHE Yepe3 MPEeCUHAITH-
YEeCKYI0 MEMOpaHy B CUMIIATHYECKYIO 1[elTb, I/Ie MEAUATOpP B3aUMO/ICIICTBYET
C COOTBETCTBYIOIIUM PELIEITOPOM, JIOKAJTM30BAHHBIM Ha MOCTCHHANTHYECKOM
MeMOpaHe.

WHakTuBanusi KAT€X0JAMUHOB B OCHOBHOM OCYIIECTBIISIETCS] IBYMSI
myTsMu. [IepBblil IyTh - MCTHIMPOBAHUE TI0 THIPOKCHIBLHON TPYIIIE B TPETh-
€M TOJOXCHUU. JJOHOPOM METHIIBHOW TPYHIIBI SBISIETCS S-aICHO3HIMETHU-
oHuH. Peakuus katanusupyercs pepmentoM karexon-0-merminrpancepasoil.
Bropoit MexaHU3M MHAKTHUBAIIUHM OCYIICCTBIIACTCS C MOMOIIBI0 MOHOAMUHO-
OKCHJIa3bl: B Pe3yJbTaTe IC3aMHHUPOBAHHS 00pa3yeTcs ajbJIeru] U aMMHaK,
aKIEeNTOPOM BOAOPO/IA CIYKUT KUCIOPOJ, 00pa30BaBIINICS IEPOKCH]] BOIO-
poza pa3pymaercst Katana3o.

MAO
R—CHZ—NI‘IZ + OzDDD - R-CH=NH + H202
DAL

R-CH=NH +H,0 00 -~ R-C=0 + NH

|
H

Karaaasa
2H,0, OD0O0O0O - 2H,0 + O,
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O0pa3oBaHue TPUNTAMMHA M CEPOTOHNHA

TpunraMuH ¥ CEpOTOHHH 00pasyroTca u3 Tpuntodana. TpunTaMuH
SBIISICTCS MEAMAaTOPOM LIEHTPAIFHON HEepBHOU cucTeMbl. CHHTE3 TPHUIITAMHHA
3 TpunTodaHa OCYIIECTBISIETCS B Telie HEHpoHa AUKapOOKCHIIa30il apoma-
TUYCCKUX aMUHOKHUCIIOT.

— CH,; —CH - COOH —CH, -CH,
| | o | |
NH, gooo - NH,
N N
| I
H H
Tpunrodan Tpunramux

OCHOBHBIM ITyTeM MHAKTHBALUH TPUITAMHUHA SBIISETCS €r0 OKUCIIU-
TEeJbHOE Ae3aMUHUpOBaHME. YacTh TpUITAMUHA MOABEPIaeTCsl THAPOKCHIN-
poBaHMIO C 00pa30BHHUEM O-THIPOKCUTPUNTAMUHA C IOCIEIYIOIINM OKHUCIIe-
HHUEM JI0 MHJOJIalleTaTa - ayKCHHA, KOTOPbIM BBIBOJUTCS M3 opranu3ma. He-
3HAYUTEIHHOE KOJIMYECTBO TPUNTAMHHA WHAKTUBHPYETCS IYyTEM METHIMPO-
BaHus ¢ oOpasoBanmeM N-merunrpuntamuHa U N;N-mumerunrpunramuna,
KOTOPBIH SIBIISIETCS SHIOT€HHBIM I'aJUIFOLITHOT€HOM.

CuHTE3 CEepOTOHHHA OCYIIECTBIIETCS B PAa3IMYHBIX OpraHax U TKa-
HSX. B sHIOMIa3MaTHuecKOM peTUKyIyMe IMoJ| AeHcTBUEM (hepMeHTa TpHII-
ToaH-5-MOHOOKCcHTeHa3bl U3 TpuITodaHa obpasyercs S-okcutpunrodan
(ctp.60), KOTOPBII B LUTO30JIC B MpoLecce ACKapOOKCHIMPOBAHHS MPEBpa-
[IAaeTCs B CEPOTOHHH.

HO | - CH,; —CH — COOH CO,
| I
NH, nooeaTH000 -
N nekapbokcunasa (I1D)
I
H
5-runpoxcutpunrodan
HO - CH2 - CH2 - NI‘IZ
oooo - |
N
I
H
CepoToHnH

49



B uenTpanbHO¥M HEPBHOI CMCTEME CEPOTOHMH CUHTE3UPYETCS B TEle
HelpoHa, HaKaIUTMBaeTCs B CHHANTHYeCKuX Be3ukynax. B IIHC on BemomHs-
eT (QYHKIHI0O MEIUAaTOPOB CEPOTOHMHEPTHUECKOW CHCTEeMBI. MHOTO cepoTo-
HUHa 00pa3yeTcs B CEpOM BEIIECTBE T'OJIOBHOTO MO3ra, B THIIOTajamyce. B
JIPYTUX TKaHSIX CEPOTOHWH BBHITIONHSIET (QYHKIIMIO TKAHEBOI'O TOPMOHA, MECT-
HOTO peryisrtopa QyHKIuA nepudepruuecKux opraHoB u TkaHe. CepoToOHUH
HaJIeJIEH COCYJIOCYKUBAIOLIUM JEHCTBUEM, YYacTBYET B PEryJSILUU apTepu-
ANBHOTO JABIICHUS, TEMIICPATYPHI TEla, JBIXaHUS, B MOYCHYHON (DMIIBTPALIUU.
OCOOCHHO MHOTO CEPOTOHHMHA COJCPIKUTCS B SHTEPOXPOMO(DHUHHBIX KIETKAX
JKETYJOYHO-KUIIEYHOTO TPaKTa, TyYHBIX KIETKaX KOXKH, CEJIE3CHKE, MeYeHH,
MMOYKaX, JETKUX, TPOMOOLIUTAX.

OCHOBHBIM ITyT€M HHAKTUBHPOBAaHHUS CEPOTOHWHA SIBISETCS €ro
OKHCIUTEIbHOE JAe3aMUHHUPOBAHHUE, YaCTh €r0 IOJBEpPraercs areTHIHPO-
BaHUIO U PEAKINH KOHBIOTHPOBAHUS C CEPHOH H TIIIOKYPOHOBOHW KHCIOTAMH.

Bomuduse cepoToHMH TOABEpraeTcs aneTHINPOBAaHUIO C 00pa3oBa-
HHEM aleTWICEPOTOHWHA, KOTOPBIA, METWIHPYSACh, NpEeBpamiaercsi B 5-
METOKCHALIETHJICEPOTOHHH - MEJIATOHHUH.

Oo0pa3oBaHue rUCTAMHMHA
B >XKMBOTHBIX TKaHSIX C BEICOKOK CKOPOCTBIO OCYHICCTBJIACTCS CUHTE3

TUCTaMUHA W3 THCTUJMHA TOJ JCHCTBUEM CHeNU(UICSCKON MUPUIOKCAIb3a-
BHCHUMOM JIeKapOOKCHIIa3bI.

N|‘|‘_CH2—C1{|—COOH co Nﬁ‘_CHz—CHz—WZ
2
LN/ N1, oeeto - L P
I

N

I

H H
I'nernann I'mcramun

B neHTpanbHOW HEPBHOM CHCTEME TMCTAMUH BBIMOJHSACT (PYHKIUIO
HelipoMenuaTopa. [ McTaMHUHEepruueckre BOJIOKHA JIOKAIU30BaHbl B CPEeIHEM
MO3TY ¥ CBSI3aHBI C IPOILIECCAMH CHa M BO30ykaeHus. [loutn Bce opraHsl u
TKaHU COAep)kKaT THCTAMHH, OCOOEHHO MHOTO €ro B TKAaHSIX JIETKHUX U KOXe.
Bonpmioe KOMUYECTBO THCTAMHHA O0pa3yeTcs M JEMOHUPYETCS B TYYHBIX
KIIETKaX Pa3IM4YHBIX OPTaHOB U 0a30(MiTax KPOBH, XPAHUTCS B CEKPETOPHBIX
rpaHyJax B KOMIUIEKcE ¢ OelKamH, TermapuHOM, HOHAMH ITUHKA. Breiienenne
CBOOOJTHOTO THCTaMHHA W3 CEKPETOPHBIX T'PaHyN IIyTeM SK30IHTo3a 00Y-
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CIIOBJICHO B3amMoJeiicTBueM Komiiekca |IQE - antuTena-antures (aaieprew)
cO crnenn(prIECKUMH PELENTOPaMH, JTOKAIU3YIONIMMHUCS Ha TIa3MaTHIECKOH
MeMOpaHe TY4HBIX KJIETOK M 0azoduioB kpou. IIpouecc BblaeneHus rucra-
MHUHA TE€CHO CBSI3aH C U3MEHEHUEM aKTUBHOCTHU aJICHUJIATLHKIIA3bl U CHUXKE-
HUEM BHYTPHUKJIETOYHOrO ypoBHS HAM®. I'mctamun oOnagaer MIMPOKUM
CIEeKTpOM Onosorndeckoro aeiictBus. OH WIpaeT CyMIECTBEHHYIO pOJb B
pa3BUTHM BOCHAJCHUS, aHA(QUIAKCHH ¥ MMMYHOJOTMYECKHX peakuuid. ['mc-
TaMHH OKa3bIBAa€T COCYJOpacIIupsIoniee AeHCTBYE, IOHMKAET apTepUalbHOe
JlaBJICHUE, MOBBIIIAET MPOHULAEMOCTh KalWIAPOB. BeI3bIBas pacuiupeHue
COCYZIOB B O4are BOCHAJICHHs], OH TEM CAMBIM yCKOPSAET MPUTOK JIEHKOIUTOB.
I'mcTamMuH Takke CTUMYIHPYET CEKPELHIO JKEIyIOYHOTO COKa C BBICOKHM
coZiep>KaHUEM COJITHOM KHUCIIOTHI. B KIMHUKE NMpPU WM3YyYEHUHM CEKPETOPHOU
JIeATENIbHOCTH KeJy/Ka NMPUMEHSIETCs TMCTaMUHOBasi 1poda, KoTopasi OCHO-
BaHa Ha UCCIICOBAaHUM CEKPEIMHU KETyJOUYHOIO COKa 0 U MOCIE BBEACHUS
THCTAMUHA.

BBeznenue rucramMmHa B KPOBb BBI3BIBACT:

1) pacmnpenne aprepuii ¥ KamULIPOB, B PE3yJIbTATe HYEro CHIKA-
€TCsI KPOBSIHOE JJaBJICHUE;

2) MOBBIIICHNE MPOHULIAEMOCTH KAWUIAPOB, BCIACACTBHE YETO KU/
KOCTh M3 KPOBEHOCHOTO PYyC/Ia BBIXOAWUT B MEXKKICTOUHYIO Cpeay, 4TO IpH-
BOJHT K CHIDKCHHIO KPOBSIHOTO JaBJICHHUS,

3) moBbILICHHE BHYTPUYESPEHIHOTO JABICHUS U YCHIICHHE TOJOBHOI
00JIM BCIIEACTBUE PACIIUPEHHUS COCY/IOB U BBIXOJIa XUIKOCTH U3 KPOBH;

4) mpucTyn yoylibsi BCICACTBHE aKTHBALMH COKPAIICHUS TIIAJKHX
MBIIIIII JIETKUX;

5) CTUMYISILUIO CEKPELHHU KEITYTOIHOTO COKa.

WuakTuBanus rUCTaMUHA OCYILECTBIISAETCS IIyT€M OKUCIUTEIBLHOTO
JIe3aMHHUPOBAHUS U MOCJIEAYIOUIETO OKUCIEHUS WIN ITyTEM METHINPOBAHUS.

O6pa3zoBanue ramma-aMmuHoMacasiHo# kuciaoTbl (CAMK) u B-ananuna

I'AMK o6pa3yercst U3 TIIyTAMHUHOBOM KHUCIIOTHI MOJ JACHCTBUEM IH-
PHUIOKCATTF3aBUCUMOM IITyTaMaTAeKapOOKCHIIa3bI.

HOOC —CH, — CH, — CH — COOH
| CO, HOOC —CH, - CH, - CH, — NH,
NH, EE=NC ol

rJIyTaMI/IHOBaSI KucJjiota Y - aMMHOMACJIsIHAsl KUCJIOTa

I'AMK mnpencraisier co00i HEHPOryMOpaJIbHBI UHIHOUTOP, KOTO-
PpBIH CIIy>KUT HEMPOMEAUAaTOPOM TOPMO3HBIX IPOLIECCOB, IPUHUMAET y4acTHE
B PETYJISALUH OCBOOOXICHUSI MOHOAMHHOB M3 IPECHHANTHYECKUX CTPYKTYD
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(ycumuBaeT BBIXOJ HOPAIpCHAIMHA M 3aICpPKUBACT OCBOOOXKICHHE CEPOTO-
HHUHA).

Cunre3 'TAMK ocymiecTBisieTcsi B HEpBHOW TKaHU B CTPYKTypax,
OTBETCTBEHHBIX 32 TOPMO3HBIE MPOIIECCH, & UMEHHO: B YePHOH cyOCTaHIINH,
OnmemHOM mIape, TUMOTaNIaMyce, 3y0uaToM M XBOCTATOM SApax, TMIOKaMUe,
PETHKYISIpHON (opManuu.

[Ipu BeIgENeHNE CBOOOIHBIX MOJIEKYN Y-aMHHOMACIISTHON KHCIIOTHI
W3 CHHANITHYECKUX BE3UKYJ B CHHANITHYECKYIO IIENb Y-aMUHOOYTHpAT, B3aH-
MOJIEHCTBYSl €O CHEIM()UISCKHIMH PEIENTOpaMH Ha IOCTCHHANTHYCCKON
MeMOpaHe, yBETHMYMBACT €€ MPOHHWIAEMOCTh JUISI HOHOB XJIOPa, YTO MMEET
BaXHOE 3HAYCHHE B MEXAHU3ME MOCTCHHANITHYECKOTO TOPMOKESHUS.

WNuaktuanus 'AMK ocymiecTBisieTcsl MyTeM TpaHCAaMUHHPOBAHUS
C O-KeTOrJIyTaparoM KakK BHYTPH HeWpoHa (MHTOXOH/ApHAIbHAas aMH-
HOTpaHc(epasa), Tak ¥ MEKHEHPaITLHOM MPOCTpPaHCTBEe (aMHHOTpaHC(epasa
MMOCTCHHANTHIECKON MEMOPAaHbI).

Ipu 1ekapOOKCHIMPOBAHUH ACIIAPTHHOBOM KHUCIOTHI 00pasyercs [3-
alaHWH, KOTOPBI HCIIONB3YeTCS B CHHTE3€ IAHTOTCHHOBOW KHCIOTHI, 9TO
urpaet OOJIBIIYIO POJIh B 0OMEHE BEIIECTB.

Oo0pa3oBaHue NOJMAMUHOB

OOHapyKCHHBIC B pHOOCOMAX SIPBIIIKA U [TUTOILIA3MBI augaTHye-
CKHE JMaMUHBI - MyTPECUUH, KaJIOBEPUH U arMAaTUH - SBJISIOTCS MPOIYKTaMHU
JeKapOOKCHIMPOBAaHU OPHUTHHA, IN3WHA U apTHHUHA.

CH, —CH, —CH, — CH, — CH — COOH CH, —CH, —CH, — CH, - CH,
I | CO, | I
NH, NH, 085+~ NH NH,

Jluzun Kanasepun

H,N —C - NH - CH, —CH, - CH, —CH - COOH

Il | CO,
NH NH, =N
H,N —C — NH - CH, —CH, —CH, — NH
|\|1|{
ArmaruH

Bonbiioe 3HaueHWe B JKUBOTHBIX TKaHIX MMEET TETpaMETHIICHIWA-
MUH (IyTPECIXH) - IPOAYKT NeKapOOKCUITUPOBAHUS OPHUTHHA.
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CH,; -CH,; -CH, —CH —COOH -CO, CH,-CH,-CH,-CH,

I I
NH, N,

OpHUTHH

OpHHUTHHJICKap- | |
0000 - NH, NH,
6oxcuiaza
Ilyrpecuun

[IyTpecuuH ciny>KUT HCXOIHBIM COCAMHEHUEM JHJisi CHHTE3a MOJIU-
aMUHOB - CIIEPMUNHA U cliepMUHA. BTOPHIM KOMIIOHEHTOM, UCHOJIb3yEMbIM
JUISL CHHTE3a [OJIMAMUHOB, ABJIsETCs amuHonponmwibHbii pagukan (NH,-CH,-
CH,-CH,-) S-MeTnianeHo3mIroMoIiucTeaMiuta, KOTOPhI 00pasyeTcst B Ipo-
ecce AeKapOOKCHIINPOBAHHS S-a1eHO3MIMCTHOHKHA.

NH> N,
| |
N~ N N~ N
) cH | IJ CH, | ﬂ
~ ~
+S -CH, +S - CH
| 0] oo~ | 0
CHz G{Z
| | |
CH, OH OH CH, OH OH
| |
HOOC —CH — NH, CH, — NH,

S -aJ1eHO3HII-
METHOHUH

2) CH,-CH,-CH,-CH,

I I
NH, NH,

S —MeTuIaaeHO3HII-

TOMOIIMCTCAMUH
NH;
|
cH, N7 N
. k\ | ﬂ 0ooo -
CH, \ o
|
Ch, |
| OH OH
H,N - CH,
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NH

2
I
N~ N
N N .
O

obdb - HS-ChH

51 - METUJITHOAJICHO3UH

CH2 - CH2 - CH2 - CH2 -
I I

+ NI‘Iz NI‘Iz - CH2 - CH2 - CH2
|
CriepMuIuH NH,
Q‘lz - CH2 _CH2
+ | I
3) CH,-CH,—CH,-CH,—NH M, + S —MeTHIaAeHO3UATOMOIIUCTEAMHH — —
I
NH,
Q‘Iz - CH2 - CH2 - CH2
| |
D — CHz_CHz_CHz_NH N‘I_CHZ_CHz_CHz +
| |
N‘Iz N—IZ
CriepMuH
+ S5-MerunTroaaeHO3HH

[TommaMuHBI - CHEpMUH, CIEPMUAWH, MYTPECHUH - JOKAITH30BaHBI
TJIaBHBIM 00pa3oM B sIpax, BXOAAT B COCTAaB XpOMaTHHA, UTPAIOT BaXKHYIO
pOJIb B TpoOIEcCax PEryISIAN CHHTE3a HYKICHMHOBBIX KHCIOT (PEIUTHKAIIAS
JHK, TpaHcKpuIIus), cuHTE3a OEIKOB M B MpOIeccax Npojudepanun Kie-
ToK. KoHUeHTpalus MoiIrMaMHHOB 3HAYUTEIbHO YBEJIHMUMBAETCS B MEPUOL
aKTHBHOTO JIEJICHUS KJIETOK U POCTa TKaHei.

Pacnax OmoreHHbBIX aMHHOB
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Buorennpie aMIHBI, Ja)ke IPY BECbMa MaJbIX KOHIEHTPAIUAX, TPO-
SBIISIIOT BBICOKYIO (hapMaKOJIOTHUECKYIO aKTHBHOCTh. HakomuieHne ux B op-
TaHW3ME BCJIEICTBHE OOpPa30BaHUS aMHHOB B OOJIBIIMX KOHICHTPAIHMAX HIIA
MIPH HAPYIICHUN MEXaHU3MOB UX WHAKTHBAIIMU MPECTABIISIIO ObI CEPbE3HYIO
yrpo3y IJisi HOpMAJIbHOW AEATEIBHOCTH OpraHu3ma. B opranusme QyHKIINO-
HUPYET PsIl MEXaHU3MOB MHAKTHBAIIUH OMOT€HHBIX aMUHOB:
1) okucauTEIBHOE Je3aMHUHUPOBAHIE C YIaCTHEM aMHUHOOKCHIA3;
2) METHJIMPOBAHUE 110 OKCUTPYIITE KT AMHHOTPYIIIIE;
3) TUAPOKCUIMPOBAHKUE U PEAKIIUH KOHBIOTAlUK (A€ THIMPOBAHHUE,
cynb(hupoBanue, 00pa3oBaHUE MIIIOKYPOHUIOB).
OmauM u3 3G(GHEeKTUBHBIX IMyTel 00e3BpeKUBAHMS OMOTEHHBIX aMH-
HOB SIBIIACTCS] MX OKUCIUTEIHHOE AC3aMUHUPOBAHHE C YIaCTHEM aMHHOOKCH-
Ja3 1 00pa30BaHUEM COOTBETCTBYIOIICTO ajbJICTHa U AMMHUAKA.
(0]
aMHHOOCKH/Ia3a 1
R-Q‘IZ_NHZ +02+H20DDDDDD—> R—C + N‘13+H202
\
H
H3BecTHBI aMHHOOKCH/IA3bI IBYX THIIOB. MOHOaMHHOOKCHTa3a (MAO) -
DAJI-coneprkarumii pepMeHT (IPEMMYLIECTBEHHO JIOKAIU3YETCS B MHUTOXOHI-
pusix) u auamuHookcuaaza (JIAO), kohepMeHTOM CITyKUT MUpUAOKCcaIb(pochar
(mokanuzoBan B muro3one). MAO HWHAKTHBUPYET TEPBHYHBbIC, BTOPUYHBIE U
TpetuuHbie amMmuHbl, a JJAO - npeuMyIecTBEHHO THCTAMKH, MYTPECIH, Ka-
JABEPUH, CICPMUJIUH ¥ CIICPMUH.
Peakiuy OKHCIUTENBHOTO JIC3aMUHUPOBAHUS C YIACTHEM MOHOAMHU-
HOOKCH/Ia3 ABJISIOTCSI HEOOPAaTUMBIMH.
B mepBoii, aHa’poOHOHN cTamuu 00pa3yeTcs aiblIerul, aMMHaK U
BOCCTAHOBJICHHBIH ()EPMEHT:
(0]
I
R'Q‘IZ_NHZ +E—(DAI[ +H20 DD—> R—C + |\H3+E—¢)AHH2
\
H
Bo Bropoi, a3po0HOI1 cTanuu BOCCTAHOBICHHBIN (EPMEHT OKHCIIS-
€TCSI MOJICKYJISIPHBIM KUCIIOPOJIOM C 00pa30BaHUEM MEPEKUCH BOJIOPOJA, KO-
TOpasi pacIIeIUIIeTCsl Ha BOXY M KHCIOPOJ B PEAKIMH, KaTaIN3UPYyeMOH
Karana3oiu.

E-®AJIH, + 0, 00 —» E—-®AJl + H,0,
2H,0, 00 - 2H,0 + O,
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PEAKIIUUH 110 PA/TUKATY
OCOBEHHOCTH OEMEHA OTAEJIBHBIX AMHUHOKHUC/IOT

B nporecce 0OMeHa aMUHOKHCIIOT, HApsIly C PEAKIUSMH JI€3aMUHH-
poBaHUS M IeKapOOKCHIMPOBAHMUS, HAOIIONAeTCA P PeaKkIuid MO WX paau-
KaJly - 9aCTH MOJIEKYIIBI aMUHOKHCJIOTHI, KOTOpasi He MPUHUMAET YJIacTHs B
(hopMHpoOBaHWH OCTOBA TOJUNENTHIHOW 1enH. [lo cBoei XuMHUUYecKoi mpw-
pole paguKaibl AMUHOKHCIIOT WCKIIOUMTENFHO Pa3HOOOpa3HBI, YTO CIIY)KUT
OCHOBOH MHOT000pa3ns MPUCYIINX UM XUMHUIECKUAX PEAKIIHH.

BaxaeWmmMy peakusaMy MpeBpaIleHIs] aMHHOKHUCIIOT, IPOTEKAr0-
OMX C BHUJIOM3MCHCHUCM  DPAJHMKAJOB,  SIBISIOTCS  OKUCIUTEIBHO-
BOCCTAaHOBHUTENBHbBIC, IUMCTHIMPOBAHUS ¥ TPAHCMETHIHpPOBaHHEM, [3-
JICKapOOKCHIIMPOBAHUS — PEAKIMH, KOTOPBIC BEIyT K MPeoOpasoBaHHUIO OJI-
HUX aMUHOKHCJIOT B JPYrUe, a TaKkKe K 00pa30BAaHHUIO BEINCCTB CHIHLHOTO
(hU3MOTIOTUYECKOTO ACHCTBUS.

Peakiuu mo paaukany, cOYETAIOIIUECS C PEAKIUIMHU JCKapOOKCH-
JUPOBAHUS, TPAHCAMUHUPOBAHHS U JC3aMUHUPOBAHHUS, JIC)KAT B OCHOBE CIIe-
nupUIECKUX MyTed 0OMeHa aMHUHOKHCIIOT, 00pa30BaHUs CTPOUTEIHHBIX OJI0-
KOB KJICTOYHBIX CTPYKTYp M OMOMOJIEKYJZ: TOPMOHOB, MEANATOPOB, BUTAMH-
HOB, HYKJICOTHAOB, KO(PEPMEHTOB, MUTMEHTOB, MOP(QHUPHHOB, T.€. BEIIECTB,
Ka)K10€ U3 KOTOPBIX UTPAeT KaKylo-HUOYIb BaXXHYIO OMOIOTHIECKYIO POJIb.

DeHunaJIaHUH U TUPO3UH

OeHutanaHuH ABJSIETCSl NMPEALISCTBEHHUKOM THUpPO3HMHA. Peaxums
npeBparieHus (peHwIaJaHuHa B THPO3UH KaTalu3upyeTcs (eHunanaHuH-4-
MOHOOKCHUI'€HA30}, JIOKaJIU30BaHHOM B OCHOBHOM B JHJIOILIA3MaTHYECKOM
PEeTUKYITyMe renaToOLUTOB.

H,;N —CH —COOH H,0 H,N —CH - COOH
| Need '
CH, oooo ogd - CH,
| (eHMTATAHMHTHIPOKCH- |
naza
TeTparuapo- JMTUPO-
OnonTepun OnonTepun
OH
DeHunalaHuH Tupo3un
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ITpu HacieyeMOM HapyLICHUH CHHTe3a (EeHUITHAPOKCUIIA3hl ede-
HH MMEET MECTO 0JI0Kaa mpeBpalieHus (peHnIagaHnHa B THPO3UH, YTO BEET
K YBEJIMYCHHIO KOHICHTpAlNK ()CHIIATAHNHA B OPraHU3ME M [IPEBPAILCHHIO
ero B peHWIMUPOBHHOTPAJHYIO KHCIIOTY, KOTOpasi BCICACTBHE BBICOKOM TOK-
CHYHOCTH, OCOOCHHO ISl MO3ra, BeOeT K HAPYLICHHWIO Pa3BHTHSI M CIabo-
yMUEO (QeHUITHUPOBUHOTPATHAS OTUTODPEHHS).

Tuposun sBisercsi N-KOHIEBOW aMHHOKHCIOTOW IMEHTalenTHIO0B-
METHOHHMH-DHKe(anuHa ¥ JeHUUH-dHKe]annHa, oONaJaronMX BbIPAKCHHON
OIMHATOMONOOHON aKTHBHOCTBIO. TUPO3UH CITYKUT MPEAIICCTBCHHHKOM KaTe-
XOJIAMHHOB, TOPMOHOB I[UTOBUIHOM KeNe3bl (THPOKCHH U TPUHOATHPOHHUH)
Y MATMEHTA MENIaHUHA.

B kieTkax roJOBHOTO MO3ra IpH IeKapOOKCHIPOBAaHHH THPO3HHA
o0pa3yercsi THpaMuH, OHOJOTHYECKasi POJIb KOTOPOTO OCTACTCS HESCHOIL.
IMonararor, 9TO THPaMHMH W €ro MPOW3BOAHBIC, OCBOOOKAASCH M3 CHHAI-
THYECKHX BE3UKYJ, ONIOKHPYIOT DPELENTOPHBIC YYaCTKH HCTHHHBIX MEMIH-
aTOpOB - KATEXOJAMUHOB M CEPOTOHHHA.

B HepBHOIl TKHH M MO3rOBOM BELICCTBE HAIMOYCYHHUKOB THUPO3UH
THAPOKCHIUPYETCs. Peakiys THAPOKCHINPOBAHUS KaTAJIU3UPYCSTCS CIICLH-
(buyeckoil THPO3UH-3-MOHOOKCHI€HA30H, KODEPMEHTOM CIYKHT TETpardi-
poduonTepuH.

H,N —CH —COOH H,N —CH - COOH
| I
CH, CH,
| I
THPO3HH-3-MOHOOKCUT'€Ha3a
oooooo oog -
TeTparuapo- Jerupoouo- - OH
Ouonrepun NTEPUH |
OH

O,
H,0
Tuposun Juokcudpenunananud (JJODA)

U3 nuokcudeHnnasaniHa B IPOIECCe Peakiuy IeKapOOKCIITUPOBa-
HUS oOpasyeTcss nopaMuH, KOTOPBIM MpH ydactuu (epMeHTa nodaMuH-f-
MOHOOKCHT'€Ha3a, KO(AKTOPOM KOTOPOTO SBIIACTCS acKOPOWHOBAas KHUCIIOTa
(Butamun "C"), npeBpaiaercs B HOpaJApeHaINH.
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NH, - CH —COOH NH, — CH;
I I

CH, Cl,
I - CO, I
oooad - oooo-
- OH -OH
I I
OH OH
JIODA Hodamun
H,N - CH,

JnodgamuH - 3 - MOHOOKCHI€Ha3a |

ooo oooooo - CH -OH
ackop6at H,0 |
0,

nerupoackopbar
— OH

OH
Hopanpenanun

IIpeBpaiieHre HOpaJpeHaIUHAa B aAPEHAINH B NPOLECCE METHUIH-
POBaHMs IO aMUHOTPYIIIIE OCYIIECTBISETCS P YYaCTHH (hCHUIITAHOTAMUH-
N-merunTpancgepassl ¢ UCIOIB30BAHUEM S-4JICHO3MIMETHOHNHA KaK JIOHA-
TOpa METWJILHOH I'PYIIIIHI.

N,
|
N~ | |N
NP
H,N —CH, HsC — S —CH, '(\I) N
I I
CH -OH CH,
I I
+ CH, OH OH ood -
I
OH H,N — CH - COOH
OH
Hopanpenanun
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NH,

HN -CH;, [
(.
HsC CH-OH N~ N
| H |
| RN
ao - + CH, CH, N N
- OH I O
CH,
OH | |
H;N -CH-COOH OH OH
AnpeHanus S -aneHO3UITOMOLUCTEHH

Tpuntopan

B cocrtaBe OOJBIIMHCTBA OEIKOBBIX MOJICKYJ COIEPKHUTCS OTHOCH-
TENIBHO HEeOOJBLIOE YHCIIO OCTAaTKOB TpHunTodaHa. OH BXOJUT B COCTaB ak-
THBHOTO IIEHTpa HEKOTOphIX mupuanH3aBucumbix (HAJI) nermaporenas, oH
SBJISIETCS NPEIIECTBEHHUKOM psila Ba)KHBIX OHOJIOTMYECKH aKTUBHBIX Be-
LICCTB - CEPOTOHHHA, TPHUNTAMHHA, MeJaToHWHa (5-MeTOKCHAIETHICepPO-
ToHKMHA). B opranusme 6onee 95% tpuntodaHa OKUCISLETCS MO0 KHHOPEHHHO-
BOMY ITyTH U 1% 110 CEpOTOHNHOBOMY.

Pacman tpunTodana ocymiecTBiseTCs B OCHOBHOM B TeueHH. M3
MIPOMEKYTOYHBIX IPOAYKTOB KaTabonu3Ma TpHnTodaHa THAPOKCH-aHTPaHHU-
JaTa CHHTE3HPYeTCs] HUKOTHHOBas KucmoTa (But. PP). OxHako cuHTE3 BHUTA-
MUHA B OpraHH3Me OTPaHUYCH.

CepOoTOHHH B OpraHM3Me MOABEPraeTCsl OKUCIUTEIFHOMY Ae3aMUHH -
poBaHMIO ¢ 00pa30BaHUEM HHIOJIMIIYKCYCHOH KHCIIOTBI, KOTOpasi BEIBOJIUTCS
¢ Mouoii. [Ipy mopakeHHsIX KHIIEYHHUKA 3JI0KaYECTBEHHBIMH KapIMHOUIAMHU
3HaumTenbHas ot Tpuntodana (50-60%)okucnsercs 0 CepOTOHUHOBOMY
My TH.
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AHTpaHUI0Bas AnanuH

KHCIIOTa \ NH /

NH—-CH-COOH NH
| I
CH sz CO-CH-CH-COOH HCOOH CGCHZ CH
| — /
| J H COOH
/
\
N NI-C
| \\ Kunypennn
H ¢}
Tpunropan DOpMHIIKEHYPEHUH
TETParupoOHONTEPUH
(073 TpUNTO()aHMOHOOKCHTEHa3a
JIUTHAPOOHONTEPHH
H,0
NH>-CH-COOH
|
ChH —CHz—CH
HO
| | COOH
N
N
||_| SOKCI/IKI/IHprHI/IH
5-ruapokcu- aJaHuH
Tpuntodan
CO; COOH
M, — CH>
|
CH ,
HO- 1
| | SE)I((I;P[aHTpaHP[J'IOBaSI
1
N KHCIIOTa
N |
| v
H 7 - COOH
CepoToHHH |
X
N
HO | —CH,-COOH
\N J Pu60o30-5-pocdar
| Pubonykieorns
H y
HUKOTHHOBOM KHCIIOTBI
5-OKCHHMHJIOJIALeTaT

Puc. 38.Merabonuueckre npeBpanieHus TpUNTo(aHa.
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['JIMIMH, cCepUH U TPEOHHH

OTH aMHHOKHCIIOTHI BECbMa CXOKH B cBoeM pacmaze. Kpome Toro,
CEpUYH U TJIMIUH B3aUMOCBSI3aHbI B PEAKIUAX B3aMMOIIPEBPAIICHUS C y4aCTH-
eM TeTparuapodonaT- U MUPUIOKCATE3aBUCUMBIX (PEPMECHTOB.

CepHH OTHOCHUTCS K YUCITy aMHHOKHCIIOT ¢ HEe3apsHKEHHBIMHU TTOJISIP-
HBIMH PaJUKaIEHBIMU TPYIIIAMH - HOJSIPHOCTH O0YCIIOBIEHA THAPOKCHILHON
TPYIION.

Psin runponuTryeckux GepMeHTOB - "CepHHOBBIX (PEPMEHTOB" B aK-
THUBHOM LIEHTPE COAEPKHUT PEaKLIMOHHOCIIOCOOHBII OCTaTOK CepHHa, HyKJIEO-
¢unpHaAs Tpymma KOTOPOTO aTaKyeT CyOCTpar Mo ero alKOKCHKHCIOPOIY, K
HUM OTHOCSTCSI XUMOTPHIICHH, (pHOPUHONM3HH, aleTHIXOIUHICTepa3a, HaH-
KpeaTH4YeCKHe TPUAIMITIUIEPOI - Tua3a u Gpochonunasza A,.

B anermnxonunacrepase, Gocdoriarokomyrase, TiaukoreH-pochopu-
Ja3e, TPUALWINIULEPOI-INIIa3e aKTHBHBIM OCTaTOK cepuHa B (hepMEeHTax
HaxoguTcs B QochopunmpoBanHoit dopme. DochocepuH CONEPKUTCS B
(ochonporenHax - Ka3eMHOTEHE U IMENCHHE. | MAPOKCHIHAS TPyIIa cepruHa
HCHOJB3yeTCs i1 00pa3oBanust O-TIMKO3HIHON CBS3H C TJIHMKO3HIHBIM THI-
pokcuioM N-areTmiraiakTo3aMHHA WIH KCHJIO3BI. 33 CUCT THAPOKCHIBHBIX
TPYII OCTaTKa CEPHHA TMOJHICHTHIHAS [CHbh B Al[MINCPEHOCAIIEM OelKe
(ATIB) KOBalEHTHO CBsI3aHA C NPOCTETHYECKOM rpymmoil - 4-pocdomnanre-
TEUHOM.

YraeponHbIil CKENeT CeprHA U €ro aMUHOTPIINA HCIONIb3YETCs IS
CUHTE3a IUCTeHHA. B Xome cepuH-ruapoKcuMeTHATpaHc(epasHON peakiuu
CcepHH mpeBpamaercs B rmmuH. O6pasyrommiicst mpu stom N°, N**-meTmnen-
TI'®K mocTymaer B mMysl OMHOYTJIEPOIHBIX (PPArMEHTOB M MOXKET HCIIONH30-
BaThCSI B PA3JIMIHBIX CHHTE3aX.

CepuH SBJISICTCS CTPYKTYPHBIM 3JIEMEHTOM (OChaTHIUICEPUHOB.
CuHTE3 WX BO3MOXEH JIHIIb IyTEM 3aMCIICHHS ITAHOJIAMHHA CCPHHOM B
odpcharuaumdTanoraMuaax. CepuH MmoaBepraercs JIeKapOOKCHIHPOBAHUIO C
oOpa3zoBaHMEM dTaHOJIAMWHA JIUIIH B COCTaBE COOTBETCTBYIOMIMX (ochonm-
muao0B. B3anMonmeicTByS ¢ maabMHUTAIBIACTHAOM, 00pa3yeT CUHTOHUH, KO-
TOPBIN MMOABEPTAsACH NETUAPUPOBAHHUIO, TIPEBPAIAeTCs B COUHTO3UH, B CBOIO
ouepeib, ABISIOMIETOCS POJOHAYATEHUKOM COUHTOIUIIHIOB.

I'muuun - npocTeiimas U3 aMHUHOKHUCIIOT, Y KOTOPOW paauKai mpe-
CTaBJICH aTOMOM BoJiopofa. Tem He MeHee, OH B 0OMEHE BEIIECTB BITIOIHACT
OJTHY W3 TJIaBHBIX pojeil. [IpeacTaBiss TpEThIO YacTh aMHUHOKHCIOTHOTO CO-
CTaBa KOJUIAr'€Ha, TIIMIUH OTPEIENISCT ero CTPYKTYPY M CBOWCTBA. [ IMIIUH B
(dbopMe TIMIIMHAMHIA COACPKUTCS B MOJICKYJIaX OKCHUTOIIMHA, Ba30MPECCHHA
U JTIOTHOepHHA.

I'munuH BXOAWT B COCTaB TIIyTaTHOHA, a TAaKXKe MEHTANEITHIOB Me-
THOHWH-YHKEe()DATMHOB M JCHIMH-9HKe()aTHHOB, 00JaIaf0INX OMUATOII0100-
HOW aKTHBHOCTHIO. OH SIBISIETCS UCXOIHBIM NPOIYKTOM CHHTE3a KPCaTHHA,
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IYPHHOBBIX OCHOBaHMH, TeMa, )KEeITIHBIX KUCIOT ¥ MHOTHX JIPYTUX COCIUHE-
HUH.

IlenTuapl 1 TOPMOHBI
TxaneBnle OeNKU
[lypunoBbIE OCHOBaHUS
I'em

I'myraTnon

Kpearun

JKemuHble KUCIOTHI
I'nroko3za

JIunu et

Tpeom«m\

H,O + NH; + CQ

—

= B = =9+

CEPHH
H

Puc. 39.Merabonuyeckue MpeBpareH s TIHLIIHA.

CuHHTe3 IiIMIuHA OCYIIECTBISIETCS pa3IuyHbBIMU MyTsaMu. lIpeamte-
CTBEHHHMKaMH TJIMIMHA SIBJISTIOTCS CEpUH U TpeoHHH. OOpa3zoBaHue IiIMIMHA
W3 CepHHAa MPOUCXOJUT B XOJE CEPHH-TUIPOKCHUMETHITpaHC(epa3sHOH peak-
LMKM C ydacTheM nupuaokcanbdocdara B kauectBe kopepmenta u TI'OK
(Terparumpodoiarta) akenTopa METUICHOBO TPYIIMEL.

CH, —CH —COOH TTO®K  N°, NI°—CH,-TI®K CH - COOH
I | et |
OH NH o — NH,
H,O

CuHTE3 IIMIMHA OCYLIECTBIIETCS TAKKe B pe3yibTaTe KOHIEHCa-
LMK AMMHAKa M YIIEKHCIOro rasa ¢ ucromssoBanmeM N>, N'C-mermmenter-
parunpodonara.

TIIMLUH-CUTa3a
CO, + NH; + HAJJ®H, + N, Nlo—MeTHHeHTeTparH[{poq)onaT P —

CH,-COOH + HAJI®" + TI®K

I
NH,

YacTb rauiuHa o0pa3yeTcst B POIIecce paciajia XOJIHHa.
Pacnap raunuaa. OGpa3oBaHue OHOYTJIEPOAHBIX TPy
OCHOBHBIM ITyTeM KaTaboJar3Ma [JIMIKNHA B JKUBOTHBIX TKaHSX SIBJISI-

eTcsl ero Jerpajauds Ha gBa yruepomHeix dparmenta (CO, m N°, N'%-
MeTmieHTT' ®K), aMMuak 1 BOCCTaHOBJIEHHBIN SKBHUBaeHT - HAJTH,.
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CH; - COOH
| +TTOK OO - CO, + NH; + N, N**—CH, - TI'®K

Peakumst xaranu3aupyercss MHUTOXOHAPHAIBHOM TIMIIEPUHPACILEI-
nsonet PepMEeHTHOM CHCTEMOM, cocTose n3 4-0eTKkoB-pEepMEHTOB. TH-
pUIOKcalb3aBUCUMON nekapOokcunasel (P-6enok), H-Oeska, comepikaliero
aunoeByro kucnoty, T-6enka (TT®K-3aBucuMblil) U TUIOAMHIICTHAPOTr CHA-
3p1 (L-6enox). OOpa3oBaHHME aKTHBHOTO OJHOYIJICPOAHOrO ()parMeHTa B
¢dopme N°, N**-CH,-TT®K B MpoLECCe PACLICIUICHUS TIIMIUHA UIPAET KIII0-
YEBYIO POJIb B PEAKNUSAX CHHTE3a METHOHMHA, TyPHHOBBIX HYKICOTHAOB, Je-
30KCUTHMHIUHMOHO(pOChATA U APYTUX COSTMHEHHMH.

B nepokcrucomax mHe4YeHH M IIOYEK B PE3YJIbTaTe OKUCIUTEIHLHOTO
JIe3aMUHHUPOBAaHUS O JIeHcTBHEM crieruduueckoro (uiaBornporensia - riu-
LIUHOKCH/A3bI - TJIMIMH IPEBPAIACTCS B TIIMOKCHIIAT.

CH, - COOH Q2 H,0, H O
| OS50 - |/ + NH
NH, mmnuHoKeupaza C

I

QOOH

l'umokcunar MokeT 00pa30BaThCS TAKKE MyTEM TPAHCAMUHHUPOBA-
HUSI C 2-OKCOTJIyTapaToM WX MUPYyBaToM. Jlasiee rIMOKCHIIAT OKUCISIETCS 10
OKcaJiaTa, KOTOPBIN AeKapOOKCHIMpPYyeTCs U IpeBpaaeTcs B GopMuar:
0 -©,
COH-COOH O 000 - HCOOH
OO6pa3oBaBmiascs MypaBbhHas KucioTa npu ydactuu HAJIOH, u
TI'®K nmoxaBepraercss BOCCTAaHOBJICHUIO B N5, NlO-CHz-TFCDK, KOTOPBIH CiIy-
JKHUT JOHOPOM OKCHMETWJIHHOM TPYIIIBI B PEAKIIUKM B3aUMOIPEBPAIICHHS TIIH-
[MHA ¥ CEepHHA, B PEaKIMAX METWIMPOBAHMS T'OMOLMCTEHHA, 00pa3oBaHus O-
TUMHAIUHOBOM KHCIIOTHI, ITyPHHOBBIX HYKJICOTHIOB M APYTHX COCANHEHUH.
MypaBbuHas kuciota B peakuuu ¢ TTOK n AT® pacmierisiercst ¢
oOpa3zoBaHueM (OPMHUIBHOTO PaJIHKAaa.
o
I
HCOOH + AT® + TT®K 00 - N°—C -TT®K + AJld + HyPO,
\
H
OmHOYTIEpOaHBI (PparMeHT, MePEHOCUMBIH TeTparuapodomeBoi
KHCJIOTOH, CBSI3BIBACTCSI C PEAKIIMOHHOCIIOCOOHOM YacThio MoJieKybl TT DK -
atomoM asota N° wm N'® wm ¢ o6ermu. OHOYTIIEPOIHbIC TPYIIIbI, IEPEHO-
cumble TT'OK, moryr numets Tpu crenenu okucienust. Hanbosnee BoccraHOBICH-
Has MmetwibHas rpymma (-CHz), mpomexyrounas - mermwieHosas (-CH,) u
Haubosiee okucieHusie - popmuibHas (—C=0), popmumunsHas (—CH=NH) u
metenmabHas (-CH=). ~H
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Onnoyrneponusie mpomssoxusie N°, N'%-wmernmen-TIT®K u N10-
dbopmun-TT'®K, obpaszoBaBmivecss B Tporecce paclielieHUs] TIIMIWHA U

(dhopmuara, noz[Bepra}OTc;{ B3aMMOIIPEBPAIIICHUSM.
N N*-merunen- TFCDK MOKET OBITH BOCCTAHOBJIEH IO No-meTu-

TI'®K wnu okucieH 1o N°® , N*-meTenun-TT®K. N5, N*-metenun-TT®K
MOXKET NPEBPATUTHLCS B Nlo-q)opMI/mTFCDK u Ns-q)opMI/IMI/IHoTF OK.

CCpP[H B %0007 HAI[HZ HAZ[
J[ CH, J[ CH, J[ CH,
- —
CH2 CH2
H N- N- ] N-
H H
Terparuapodonar NP, N — mermenTer- NS—MGTP[JITe’rpa-
paruzapodonar ruapodorar
l HAJT'
HAJIH.
H JH,
NH3
J[ CH, J[ CH, — J[ “CH,
H -
H,0 CH2

CH2 CHZ |
H N- N- HC“ N-

¢
P HN
O H 0
N, N —merenun- N — popmumuHOTETpA-
terparuapodonar ruapodonar
N tdhopmunTeTpa-
ruapodonar AI® + @y
ATO
H
][ CH,
N
| CH2
// \ N - N - tdhopmunTeTparuapodonar
O H H

Puc. 40.B3aumornpeBpalieHus OQHOYTIIEPOAHBIX (PParMeHTOB,
HPHUCOEIMHEHHBIX K TeTparuapodonary.
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OmHoyrnepoanbie mpousBogabie TI'®K ciry>kat MOHOPOM OJHOYT-
JIEpOIHBIX (ParMEHTOB B CaMBIX PA3JIMYHBIX OMOCHHTETHYECKUX PEaKIHX.
Hanpumep:

TIr®K
(o)
Il
N°-CH:=TT®K TI®K N, N-CH~TT®K Tr®K N°, N'-CH=TIr'® NO-C-TroK
N°—merna-TT @K l\i N -mermien-TT®K N5, N*-merenna-TT®K N O—(l)Ole/l.ﬂ-TF(I)K
H,N-CH-COOH\  H,N-CH-COOH dyTO €0,
| |
A, —> Ch N3
| |
CH; C"k |
| | Trnunn
Si HC-S H—N Hj Cunres
| IyPUHOBBIX HYKJIE-
T"omorucrenn MeTtuonus OTHJIOB
N
o 0]
_(leZ
OPOzH,
OH
dTMOD

IncTenH 1 METHOHUH

[{ucTerH U METHOHHMH OTHOCSTCS K TPYIIIE CEPOCOJCPKALINX aMHU-
HOKHCIIOT, 00pa3yIOIINX aKTHBHEIC IEHTPHl (EPMEHTOB, TOPMOHOB, PEIIETITO-
POB M y4aCTBYIOIIMX B MHOTOYHCIICHHBIX METa0OIHMYECKH B3aMMOCBSI3aHHBIX
Tporeccax.

[uctenn Onaronmaps HAJIWYHIO HYKICO(PHILHOU CYIb(TUAPUIBLHON
TPVl OTIMYACTCS UCKITIOYUTEIBHO BBICOKOH PEaKIIMOHHOMW CITOCOOHOCTBIO.
Hanmgme ero Monexyn B CTPYKTYpe HOJMIICNITHIOB UTPACT CYIIECTBEHHYIO
poiib B (OPMHUPOBAHMU TPETUYHOH CTpYKTyphl Oenka. CymbhruapuiabHas
TPYIINa MOXKET OKHCIITECS ¢ 00pa30BaHUEM AUCYIb(GUIHON CBSI3U, KOTOPHIE,
CTaOMIIM3UPYS TPETHYHYIO CTPYKTYPY (PEPMEHTOB, OTPEACISIIOT KOHPUTYpa-
[UI0 aKTUBHOTO IIEHTPA U, CIEOBATENBHO, UX KaTATUTHICCKYIO aKTHBHOCTE.
JucynbduaHple MOCTHKH OOYCIaBJIMBAIOT (PYHKIIMOHATIBHYIO aKTUBHOCTD
WHCYJIMHA, KOPTUKOTPOIIMHA, Ba30IPECCHHA, OKCUTOIIMHA U Psia IPYTUX CO-
€MHEHUH.

Cynb(GrumpuiabHbIe TPYIMIB OCTATKOB IUCTEHHA BXOAAT B COCTaB
aKTHBHOTO IIeHTpa psiga okcuaopenykras (HAJI-3aBrcHMBIC MerHIPOTEeHA3HI -
rimIepaibaerua-3-pocharaernaporenasa, ajlKkaroibIeruIpOreHasa) U SH3u-
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MOB Jpyrux kiaccoB (ppykrozomudochariuaza). LlucTenn - 310 cocTaBHas
YacTh TPHUIEITH/IA TIIyTATHOHA, OJHOTO W3 KO(PAKTOPOB aHTHOKCHIA3HOM CHC-
TEMBI, BOCCTAHOBJICHUS IETHAPOACKOPOUHOBOM KHCIIOTHI B ACKOPOHHOBYIO.

IMox meiicTBHEM TJIyTATHOHMHCYJIMHTPAHCACTHAPOreHassl, Tae -SH
rpyImna riyTaTHOHa - JOHOP BOAOPOAHBIX aTOMOB, TPOUCXOAUT Pa3phiB K-
CYNb(QUIHBIX CBA3CH MEKIY ABYMs MOJUTEITUAHBIMA IETIIMA MOJIEKYJIbI
WHCYJIMHA ¥ HHAKTHBAIIAS TOPMOHA.

ITpon3BOAHBIE IUCTEHHA - THOITAHOJIAMUHEI - IPEACTABIAIOT (DYHK-
[MOHAILHO AKTUBHBIE TPYIITUPOBKA KOH3UMA A U AIMIINIEPEHOCSIIEro Oe-
ka (AIIB).

Taypun (MpOU3BOIHOE IMCTEHHA) BXOAWT B COCTAB MApPHBIX JKEI-
HBIX KHCJIOT (TaypoxoiieBas M TaypoAe30KCHXOJICBasi), KOTOPBIC WIPAIOT
GOJBLIYIO POJIb B Tpoliecce (PEPMEHTATHBHOIO PACIIEIUIEHHs KUPOB U BCa-
CBIBaHMS MPOIYKTOB WX THAPOJM3a B KuIleuHuke. Taypun obpasyercs B pe-
3ymbTare IeKapOOKCHIMPOBAHHS IIMCTCHHOBOM KHCJIOTHI - TPOAYKTa OKFHC-
JICHWS IIACTCHHA B TKAHSX.

CH, - SH CH,SO,0H CH,SO,0H

| +30 I -CO, I

CH-NH,OOO - CH-NH, 0OO000ODO -CH,—NH;

| | JeKkapOoKcH-

COOH COOH na3a

Hucreun Iucreunosas Taypun
KUCIIOTa

HauBaxxHeiimee 3HaueHUEe METHOHHMHA B MEeTa00JIM3ME 00YCIIOBICHO
TEM, 4TO, SBIISSICh UCTOYHUKOM METHJIBHOM Tpymmbl B hopMe S-a/IeHO3MIME-
THOHWHA, OH yYacCTBYET B PEAKIIMU TPAHCMETWIMPOBAHMI. B 3THX peaxisix
METHIIBHASI TPYIINA ¢ MTOMOIIBIO CIICITU(PUUECKUX METHITaHC(epa3 mepeaacT-
Csl Ha MOJICKYJTy akuentopa. [Ipu 3ToM S-aleHO3WIMETHOHHH MPEBPAIaeTCst
B S-a/ICHO3WITOMOIUCTEHH. [ OMOIMCTEHH, 00pa3yoNIuiics TOJLKO U3 Me-
TUOHWHA, B JAIBHCHUINEM CIIY’)KUT UCTOYHHUKOM CEphI IS MUCTEHHA JHOO B
XO0JIE pEaKIUd TPaHCMETHIMPOBAHUS C N°-metin-TT®K MpeBpaniaeTcs B
MeTHOHHUH. ClieyeT OTMETHTh, YTO 3TOT IyTh PEreHEepaldyd METHOHWHA M3
TOMOLIMCTEHHA B OpraHU3Me MJICKOMHUTAIOIIKUX HE CTOJb 3HAUUTENIECH BCIIEM-
CTBHE HHM3KOTO COJCPXKaHHS CBOOOIHBIX MOJICKYNI TOMOIIMCTCHHA, TaK Kak
OCHOBHAS 9aCTh €T0 HUCIIONIB3YeTCs Uil CHHTE3a [IUCTEHHA.

HS HC-S
I I
CH, TOMOIIMCTENH- CH + TIroK
| + N-CH;-TroK 000000 - |
CH, METHJITPaHC- CH
| depasa I
H,N —CH —COOH H,N —CH - COOH
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HpOMe)KyTO'-IHI)IM NEPEHOCUYUKOM METUILHOMU T'pyImiIbl B 3TOM peak-
U CIIYIKUT METHIIKOOAJIaMUH - MIPOU3BOAHOC BUTAMHHA B12.

(26
I
CH, H,N —CH — COOH AT®
I | DDy + Dy
HOOC -CO (CHy),
| NH,
O-keTo0yTHpaT S —-CHj;
MeTnoHuH
TIOK H3C— k J
SH
| TCOMOLIMCTEHH- (CH)z
CH, N3/ \mermnrpanchepasa |
| HN-CH-COOH
H,NCH — COOH -CH3-TI'®K H OH
Hucrenn SaeHO3UIMETHOHUH
OH H-S Axuentop R
I I S
Ch (Ch), Axrnentop R 1— CI—gI
I I
H,N-CH-COOH HN-CH-COOH N,
Cepun T'omonucrenn
(C@z CH k J
HN- CH COOCH
k OH OH
S -a/IcHO3MITOMOLIUCTEHH

CHZOH

OH OH Aneno3un

Puc. 41. Metabonuyeckuil UK METHOHMHA U 00pa30BaHUE [IUCTCHUHA.

67



TpancMeTHIMpOBaHUE ABISACTCS OJHUM M3 3TAllOB CHHTE3a ajpeHa-
JMHA, KpeaTwHa, (GochaTuANIXONMHA, aHCepHHA. Peakiui TpaHCMETHIHPO-
BaHMS KaTAJIM3MPYIOTCS CHELU(PHUIECKUMH METHITpaHc]epa3aMu, JOHOPOM
METWIBHOW TPYIIBI CIYKUT S-a/leHO3WIMETHOHNH. OH CHHTE3UPYETCsl MO
JICWCTBHEM METHOHHMH-aJIeHO3WITpaHcdepas3sl u3 MeronnHa u AT®: meTnis-
Has TpyNIa METHOHWHA aKTUBUPYETCS MO NEHCTBHEM IOIOKUTEIBFHOTO 3a-
psifa COCEIHEr0 aToMa Cephl, BCIECACTBHE YETO €€ PEaKIIMOHHAs CIOCOOHOCTh
3HauUMTENbHO Bhime, deM y N°-mermarerparmgpoonara, u mostomy S-
aJICHO3MJIMETHOHHUH SBJISICTCSI OCHOBHBIM JIOHOPOM METWJIBHBIX IpyNN B
OOJIBIIMHCTBE MIPOLIECCOB CHHTE3A.

Hmxe mpuBeneHa cxeMa TPaHCMETIIUPOBAHUS B PEaKIMH 00pazo-
BaHUS aHCEPHUHA.

COOH QOOH
| | i,
H-C — NH, H-C-NH, |

| |
CH, +AT®O O- cn, V7 | |N + DDy + Dy
| sl ]
CH2 CH2 \N N
| |

HC-S HyC—S~CHy ¢

MeTroHuH | SFeHO3MIT-

OH OH METHOHUH
- CH, -CH - COOH

NH
N |
| O0=C-CH,-CH, COOH
Kapnosun [ ¥,
H-C - NH; |
| N N
- CH, - CH - COOH CH | |
|| | | ~ J
NH ChHl N N
'l\‘ | | 0
O:C—CHz—CHz H—S—CHZ_
CHs | SFECHO3HIT-
NH, [ | TOMOIIMCTEHH
AHcepuH OH OH

KapHO3uH ¥ aHCepHH - CreU(pUUECKUEC a30THCTHIC BEIICCTBA CKE-
JIETHOW MYCKYJAaTyphl TTO3BOHOYHBIX, CTUMYIHPYS 3(P(HEKTHBHOCTh pabOTHI
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MOHHBIX HACOCOB MBIIICYHON KIIETKH, YBEIMINBAIOT CHIKCHHYIO YTOMJICHHU-
€M aMIUINTYy Iy MbIIIEYHOTO COKPAIICHUSI.

BuocunTe3 kpeaTuHa - ele OAUH NMpUMEp, TJe peakuus TPaHCMETH-
JMPOBaHMUS SIBJISAETCS OJHUM M3 3TAllOB B 00pa30BaHMHU BEIIECTBA, UTparolle-
r'o B)KHYIO POJIb B oOecrieueHnn padoratoeil Mpiis! sHeprueit ATO.

B cuHTE3€ KpeaTHHa y9acTBYIOT MOYKH U ITedeHb. B moukax oOpasyercs
TYaHUAWHYKCYCHAs KMCIJIOTa PH YJaCTUH NIINIHHAMHIOMHTPaHC(Epashl.

HN=C-NH, NH NH HN=C-NH,

| | | |

NH ChH (CH)3 NH

| + oo - | + |

(CH,)3 COOH bN — CH — COOH CH

| |
H,NCH — COOH J B 170005050 OpHUTHH COOH
ApruHuH I'yaHuguHanerar

B medeHun ryaHuanHAIETaT B MPOLIECCE METHIIMPOBAHUS IpeBpaIia-
eTcs B KpeaTuH

HN=C-NH
|
NH S -aeHo3mII-
| METHOHUH
Ch
| ryaHHIMHALIETATMETHI-TpaHc(epasza
COOH
T'yanuuHaneTar S —ajeHo3MI-
TOMOLIUCTEMH
HN=C-N
o e
HsC - N HS
| | N~ | T‘
CH CH k J
| | NP NN
COOH CH
Kpeatnn | 0~ 01
HN — CH - COOH
lomorucrenn
AJleHo31H

OCHOBHAs 9aCTh TOMOIIMCTEHUHA UCIIONIB3YETCS U CHHTE3a [[UCTEH-
HA, TJIe€ TOMOIIUCTEHMH SIBJISETCS MOCTABIIUKOM CEphl, a YIIEPOIHAsS YaCTh
LUCTEHHA 00pa3yeTcs U3 CepHHa!
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CH,- HO — CH CH-S- CH

| | H0 | |
CH, CH-NE OOOODO - CH, CH-NHOOO -
| + | [UCTATHOHUH- | |
CH - NH, COOH [B-cunraza CH-NH COOH
| Cepun [
COOH COOH
l'omorucrenn [ucraTnonun

CHs CH - SH

| |
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[B-xeToOyTHpUI

[{ucraTHOHUH-3-CHHTa3a ¥ LUCTATHOHUH-Y-IHA3a B KAyeCTBE KO-
(dbepmeHnTa conepxat mupuaoKcanbdocdar.

MeTHUnupOBaHUE SIBIICTCS BAKHEHWIINM MEXaHU3MOM KOHBIOTAIMH
AMHUHOB, ()CHOJIOB M THOJIOBBIX coeauuenuit. Oopasyrores N-, O- u Smerwmi-
npousBoHbIe. [IpumMepoM O-METHIMPOBAHHUS MOXET CIY)KHTh METHIIMPOBA-
HHUE aJ[pCHAIMHA ¥ HOpaJpeHaTNHA ¢ 00pa30BaHHEeM 3-METOKCHUAJAPCHATNHA U
3-METOKCHHOPAIPCHAIHHA.

MeETHIMPOBAHUIO C MOMOIIBI0 S-AACHO3WIMETHOHHHA MOTYT IIO-
BEPTHYTHCS TYaHUJIWHOBAs TPYNIHMPOBKA apTHHUHA, UMHIAa30JbHOE KOJBIIO
TUCTUIUHA, OCTATKH aMUHOKHMCIOT B N-KOJIHIIEBOM IIOJIOXKCHUU IIOJIMIIEI-
TUIHOW IIETH B XOJI€ €€ MOCTCUHTETUYEeCKON Momudukammu. B nporecce co-
3peBanus TPHK ¢ momomipio crierupuieckux MeTunaTpancdepas, HCIOIb3y-
OIUX S-aCHO3UIMETHOHNH, POUCXOAUT METHIMPOBAHUEC HEKOTOPBIX HYK-
JICOTHIIOB, PUYEM HE TOJBKO UX OCHOBAaHHS, HO U CBOOOJHBIA THUIPOKCHII
pubo3el. B pesynbraTe 00pa3yroTcs cleayrolue Hykieo3uabl: N-mermia-
JICHO3WH, 2-METHJIaIEeHO31H, NG-MGTI/IHaZ[CHOSI/IH, N-meTmnTryanos3us, NE-
METHILUTHIAMH ¥ MHOTHE ApYrue (MCTOYHMKOM METHIILHOMN IPYIIIBI THMHHA
ciyxut N°, N*-mernnen-TI'®K).

I[mcapﬁoﬂomﬂe AMHMUHOKHUCJIOTHI 1 UX aMHU/IbI

I'myraMHHOBas W aCIIAPTUHOBAS KUCIOTHI M MX aMUJIBI - TITYTAMHH H
ACTIAPTUH - 3aHUMAIOT KJIFOUCBYIO POJIb HE TOJNEKO B MHTETPAIMH a30TUCTOTO
oOMeHa B OpraHu3Me, HO ¥ B OOMEHE YTIICBOIOB M JIUTTHIOB.

Acmnaprar, Hapsly ¢ TJIIyTaMHUHOBOM KHUCIIOTOM, BXOJUT B COCTaB
KHCIIBIX OCJIKOB, K KOTOPBIM, B YaCTHOCTH, OTHOCUTCS TICTICHH. AcCHaparuHo-
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Basl KHUCJIOTa MPUHUMACT HEMOCPCACTBCHHOEC YYaCTUEC B CHHTE3C MUPUMUIU-
HOBOT'O KOJIbI[A B COCTABE MUPUMHUJINHHYKICOTHIOB, AMUHOTPYIINA acapTara
CIIY)KHUT UCTOYHUKOM N-ITypHHOBOTO IeTepOLMKIIA, a TAaKXkKe 6-AMUHOTPYIIIBI
aJIeHO3UHaA.

B mporuecce npocreTryeckoll MOIUGUKAIMH TTOJUNCTITUIHON TeTH
B TKaHH MO3Ta MOXKET MPOUCXOauTh N-aleTHINpOBaHHE acapardiHOBOW Ku-
ciotel. CBOOOHAS KapOOKCHIIbHAS TPYIIIa acTiapariHOBOM KUCIOTH BXOJIHT
B COCTaB aKTHBHOIO LIEHTPa HEKOTOPHIX (DEPMEHTOB, HANPHUMED, ALETUIXO-
JMHACTEepa3bl. ACHapTaT MPUHUMACT HEMOCPEACTBCHHOE y4acTUE B OPHUTH-
HOBOM IIMKJIC MOYCBHHOOOpA30BaHMs, OMOCHHTE3¢ KapHO3WHA W aHCEPHHA.
OOpasyromuiicss B Mpolecce TpaHCAMUHUPOBAHHS acraprara OKcajoalerar
SIBJISIETCS  KJIFOUEBBIM HMHTEPMEAMATOM LUKJIA TPUKAPOOHOBBIX KHCIOT, U
KIIOYEBBIM CyOCTpaTOM B OHMOCHHTE3¢ TIFOKO3bI. [Ipu B3anMMOACHCTBHH C
aMMHAKOM B pe3yJbTaTe aclapardiHCUHTCTA3HOW PEaKIMU acmapraT MpeBpa-
L[aeTCsl B aCHaparkH.

B rimkonpoTenaax amujHas rpyrnma acrnaparriHa MOXeT ObITh HC-
[10J1630BaHa JUIsl 0OPA30BAHMs TIMKO3WIAMUAHON cBsi3u ¢ C' N-anermirio-
KO3aMUHa.

r.]'lyTaMﬂHOBaﬂ KHCJI0TA

B 3HauYMTENBHO BBICOKHX KOHIICHTPAIUSIX COJCPIKHUTCS B COCTABE
0OCIIKOB HEPBHOH W MBIMIEYHONH TKaHEW, BBITIONHSIONINX Ccrenuduaeckne
(yHKIHH, BXOIWT B COCTaB BBICOKO aKTHBHOTO TPUIENTHAA TIyTaTHoHa. B
OenKax CBEPTHIBAIOIICH CHUCTEMBI KPOBH TIIyTaMaT IMOJBEPracTCs JOIOIHU-
TEJEHOMY KapOOKCHIMPOBAHUIO N0 Y-KapOOKCHIBHON TPYIIIE, YTO TOBBIIIACT
CITOCOOHOCTL OEJIKOB K CBS3BIBAHWIO MOHOB Kanbliusa. CBOOOIHAs KapOOK-
CHIIbHAS TPYINa TII0TaMaTa — OAWH W3 YJ9aCTKOB HEKOTOPHIX (EPMEHTOB,
HATIpUMep, aleTHIXOIUHICTepasbl. [ TyTaMUHOBAsT KHUCJIOTa UTPACT BAXKHYIO
POJIb B a30THCTOM OOMCHE: SIBIIICTCSI ICTOUHUKOM OOCHX aMHHOTPYIII MOYe-
BUHBI, CIYKUT HCTOYHIHKOM aMHHOTPYIIIBI IIPH CHHTE3€ 3aMEHUMBIX aMHHO-
KHCJIOT.

Ipu nekapOOKCUITUPOBAHHUH TITyTaMaTa B KJIETKaX TOJIOBHOTO MO3ra
obpasyercs y-amuHoMacisHas kuciaota (CAMK) - menuaTop HepBHOW cHc-
TeMBl. B KireTkax Mosra riiyTaMHHOBAas KHCIIOTa B JIOTIOJIHEHHE K TIIFOKO3€
CIIY’)KUT YHEPTEeTHUECKUM MaTepHajoM. BeicTymas B ponun akmenTopa aMMua-
Ka, B TJlyTAMHUHCHUHTECTA3HOW PEaKIUH TITyTaAMHHOBAs KHCJIOTAa MPEBPaIacTcs
B TNIyTaMUH. JTa peakiys, 0COOCHHO B TOJOBHOM MO3TY, UTPACT KIFOYCBYIO
pOIb B CBS3BIBAHUM M TPAHCIOPTE aMMHaKa, B PETYJLIIAH KHCIOTHO-
IIeJIOYHOTO PaBHOBECHsA. | JyTaMHH SIBISETCS HE3aMEHHMBIM HCTOYHHKOM
a30Ta B psJic CHHTE30B, B YaCTHOCTH, B OMOCUHTE3¢ MyPHUHOBBIX W MUPUMHU-
JTUHOBBIX HYKJICOTHJOB, aMHHOCAXapOB U JPYTHX COCIUHCHUIN. B mouedHbIX
KaHAJbLAX CBOOOIHBIN aMMHak, oOpa3yrouliiics B pe3ynbTaTe TIIyTaMHHA3-
HOU peaKiiy, UCIIOIb3YyeTCs It 00pa3oBaHUs aMMOHMIHBIX colieit (puc. 42).
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FJ'IyTaMI/IHOBaSI KHCJIOTAa U TPOAYKTBI €€ OKHUCIIUTEIBHOI'O A€3aMUHUPOBAHUSA -
O-KeToriyrapar - UMEIT 0O0JIBIIIOE 3HAYEHHE BO B3aMMOCBI3H aMUHOKHCIIOT-

HOTO M YTJIEBOJAHOTO OOMEHa.
MoueBuHa HI/IPHMHI{I/IHOBLIC HYKJICOTHAbL
(0] O (@) OH

I 1" Il |
HO - C—CH- Chi- C {NH][HN]-c-0-P=0 HOOC - CH—R
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comn NH OH
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tdocdar

Puc. 42.Vicionib30BaHHE aMHHOTO a30Ta TiiyraMuHa
JUIA CUHTE3a Pas3InIHbIX COCIIMHEHUI B OpraHusme.
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rJ'lyTaMl/lHOBaﬂ KHCJI0TAa KaKk MeiuaTop

I'myTaMuHOBas KHCIIOTA SIBJISIETCS OCHOBHBIM MEANATOPOM B COCTaBE
IIHC u mpencrasiieHa BBICOKOM KOHIEHTpalMeil B HepBHOM Tkanu (10 MM),
IIPY 3TOM HEHPOTPAaHCMUTEPHBIN Iy IIyTamMaTa HEMHOTO MEHbIIE MeTabo-
JMYECKOTro, 4YTO 00YCIIOBJIEHO CUCTEMOI KOMIAPTMEHTAIIMN HEWPOHOB U pa3-
JeneHusT MeTaboJaM4eckoro W HEeWpOTPaHCMHUTEPHOTO IIyjla IiIyTamara.
I'myramaTepruueckue myTH nepeaadd nHQopmanuu, npyu y4acTHH INTyTaMu-
HOBOM KHCIIOTHI MpecTaBiicHbl B 0osee yeM 40 % xietok mo3ra. [myramar
SBJISIETCS. OCHOBHBIM MEMAaTOPOM B OOJIBIIOM KOJIMYECTBE HEPBHBIX IyTeH —
KOPTHKOCTPHATHBIX, KOPTUKOTAIAMHYECKUX, KOPTUKO(YTaJbHBIX BOJOKOH, a
TaKKe BOJIOKOH, MPOEIMPYIOIUXCS B Ipyrue 00JIacTH, BKIIOYast OOOHSTEINb-
HbIe OYrOpKH, BEpXHHE XOJIMHKHU IUIACTHHKH YE€TBEPOXOJIMUS, BEHTPAIBHOE
T10JI€ TIOKPBIIIKH, KPAacHbIE Spa, YSPHYI0 CyOCTaHIMIO, SApa MOCTa U CIIHH-
HOW Mo3r. I'myramaT sBiseTcs OCHOBHBIM MEOWATOPOM B KOPTHKO-
KOPTHKAJIBHBIX MyTSAX M MyTSAX, HPOXOMILIMX Yepe3 Mo30aucToe Teio (obpa-
3oBaHbl HelipoHamu |l u Il croeB KopbI), a Takke BCEX BXOASAIIMX M BBIXO-
JUILMX HEPBHBIX IIyTeW TUIIIOKaMIIa.

OOmMmeH nHpOpMaIMeil Mex1y HelpoHaMu oOecreynBaeTCs MHOXe-
CTBOM MEXaHH3MOB, B KOTOPBIX y4acTBYET IIyTamar.

B rmiyramarepruueckux HeWpoHax OOHApyXEHO ISITh OCHOBHBIX
KJIACCOB PELIENITOPOB IIyTamara.

Bce u3BecTHBIEC TITyTaMaTHBIE PELENTOPHI IO CBOEMY (DYHKIIHOHAIb-
HOMY 3HAUCHHUIO JIEJIATCSA Ha ABA THIIA — HOHOTPONTHIE U META0OTPOIIHBIE.

PenenTopsl riryTamara MOIyqmId CBOE Ha3BaHHWE OT arOHHCTOB, BBI-
3BIBAIOLINX UX CEJICKTUBHYIO aKTUBHOCTB!

1. NMIA (N —merun-/I-acaprar);

2. AMPA (anbga-aMHHO-3-THAPOKCH-5-MeTHII-4-H30KCO30JI-IIPOIIH-
OHar);

3. KauHar;

4. L-AP4 (L-2-amun0-4-hochoHOoOyTHPAT);

5. ACPA (tpanc-1-amuHouukinonenTon-1,3-1ukapookcunar).

NMJIA, AMPA u xauHaTHBIE pelleNTOPhl — HOHOTPOIHEIE U CBs3a-
HBI C NOHHBIMHU KaHAJIaMH.

L-AP4 u ACPA — MeTabOTpOIHBIC PEIENITOPEI, CONpsKeHHbIE ¢ G-
Genxamu.

HoHOTponHBIE pEelenTOpsl aKTUBUPYIOT KaHANIbI, KOTOpbIe (hopmu-
PYIOT OCTaTOYHO OBICTpBIC BO30Y’KAAIOIIUE MOTEHOWANbl. Pacmonararorcs
OHH Ha CHHAIITHIECKOH MeMOpaHe MPUHUMAIOIIET0 BO30yKAeHHE HEHPOHA.

73



Jenonsipu3anusi MeMOpaHbl, CBsI3aHHAsE C aKTHBAL[MEH HOHOTPOITHBIX
peuenropoB (NMIA u AMPA), npuBOIUT K OTKPBITHIO IOTEHIHAI-
3aBucHMBIX Ca’’ KaHATOB M YBETHYCHHIO KOHLEHTPALMH BHYTPHKICTOTHOTO
Ca®". Vionsr Ca®* mpy akTHBAIMK PEHENTOpa IIyTaMaTa BBHICTYIIAIOT B POJIH
BTOPUYHOI'O TIOCPETHHKA.

MeTaboTpOIHEIC PEIENTOPBI MOAPA3NCIIIOTCS Ha HECKOJIBKO TOJ-
TUIIOB, OTIHYAIOIIUXCS MEXKAYy CO00M HAOOPOM BXOMSIIMX B HUX OCNKOB, a
TaKKe MEMOpaHHBIX OCJIKOB — MUIICHEH, aKTUBHOCTh KOTOPBIX OHH PETYJIH-
pYIOT.

AxtuBaius L-AP4 npuBomut k ycuineHuto rupponusa n-I'M® u
Onokaie BXOASIINX UOHHBIX TOKOB, a aktuBaims AC/IP — penenTopoB BhI3bI-
BAeT HAKOILICHHE MHO3HTOI-(OChaTOB IHALMI-TINIEpHHa i Bbixox Ca’’ u3
BHYTPHUKJIETOUHBIX JETIO.

AxTHBalysi MeTabOTPOIHBIX PELENnTOpPoB, KoTopbie depe3 G-Oenok
akTuBHPYIOT (ochonumazy C, compoBokAaeTcs 0Opa30BaHUEM HHO3HUTOJ-
1,4,51apudocdara, kotopsiii ocBo6oxkmaeT Ca®* 13 BHYTPHKICTOYHBIX JETIO.

MeTaboTpOIHEIC PEIENITOPBI PACIIONIOKEHBI KaK Ha MEeMOpaHax Iie-
peAaroNNX, TaK W MPUHUMAIOIIUX HEHPOHOB. AKTHUBAIUS METaOOTPOIHBIX
PELENTOPOB CTUMYIUPYET (PYHKIUIO HOHHBIX KAHAIOB, 3aBUCUMBIX OT HOHO-
TPOIHBIX PELEHTOPOB, YCKOPSS MM 3aMEIsisA UX paObOTy B IECATKH pas.

Bce penentopsl 001a1ar0T pa3IMYHBIM CPOJICTBOM K MIIyTaMary, Mmo-
9TOMY WX aKTHBAIMS B HEUPOHE 3aBHCUT OT CKOPOCTH €0 BBICBOOOXKICHUS
M3 TIyTaMaT-pelenTopHoro Komiuiekca. Takum oOpa3oM, Kakoi THUI riryTa-
MaTHBIX PELENTOPOB AKTUBHPYETCSI U Ha KAKOE BpeMsl — 3aBHCHUT OT XapaKTe-
pa BO30OYXKICHUS U W3MCHEHHs KOHLEHTPALUH CBOOOTHOTrO TiyTamaTa B
MEKCHHATICHYECKOM TPOCTPAHCTBE.

CHkeHne BO30YKICHHUS TITyTaMaTHBIX PEIENTOPOB 00eCTeunBaeT-
csl 0OpaTHBIM 3aXBaTOM MEIUATOpPa B HEPBHBIC KIETKH. DTOT MEXaHU3M aB-
TOMATUYCCKU BKJIFOYACTCS KaK TOJIBKO B MCEKHEHPAILHOM MPOCTPAHCTBE
MTOBBIMIACTCS KOHIICHTPALUS TTIYTAMHHOBON KUCIIOTHI.

Yrpasisier 3THM MPOIECCOM TPAJUCHT HOHOB HATPUS HA KICTOYHOM
MeMOpaHe, HanpaBJeHHbIH BHYTph HelfpoHa u 06ycioBIeHHbIi paboToit Na',
K" - AT®a3 u cnenuanbHEIX GeIKOB-TIepeHOCYNKOB KoMiiekca Na* ¢ rioyTa-
MaToM.

DddexTuBHOCTE 0OpPATHOTO 3aXBaTa HEPBHBIMU KJIIETKAMH 3aBHUCHT
OT BeJIMYMHBI HOHHOTO IPAIUEHTA U LIEJIOCTHOCTH MEMOPAHHBI.

Bo30ysk/ieHre HOHOTPOITHBIX PELENTOPOB MO BO3/ICHCTBUEM IITy-
Tamatra B HOpMalbHBIX yciaoBusax mmtcess 10 MC. 3a 3TOT KOPOTKUi Ipome-
JKYTOK BPEMEHU KOHLEHTpAIMs CBOOOIHOTO TiyTamMaTa B MEXKKICTOUHOM
MPOCTPAHCTBE CHIKACTCS IO HMCXOJHOTO YPOBHS 3a CYET €ro 0oOpaTHOTO
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TpaHCropTa B KIeTKH. MeMmOpaHa mpuHUMAaOIIEro MHGOPMALUI0 HEHpOHa
ycrneBaeT TpaHChHOPMHPOBATH JIOKAJbHOE BO3OYXKIEHUE B psl OHMOXMMHYE-
CKHX PEaKiii — yBeTHICHHIO BHYTPHK/IETOUHOM KonenTpamuy Ca’’ | uto B
CBOIO Ouepe/ib BbI3BIBACT aKTHMBAIMIO MIPOTEMHKHHA3, Gocdonuias, mpoTeu-
Ha3, Hutpokcuacuurerassl (HOC), akTHBaniny MUTOXOHAPHAIBHBIX QYHKIHI
¥ 00pa30BaHUIO CBOOOJHBIX PATUKAIOB. DTH PEAKIUH U MPOAYKTHI PEaKIIH,
B YaCTHOCTH CBOOOJHBIC PajMKalibl, B MUHUMAJILHBIX KOHICHTPALUAX HEOO-
XOJIMMBI JJIs1 HOPMAJIbHON Pa0OThI KIICTOK. AKTUBAIIMS PEICIITOPOB TIyTama-
Ta BCJIEACTBHE HAPYIICHHWS HOHHOTO TPaJMEHTa, LEJOCTHOCTH MeMOpaH,
M30BITOYHOTO HAKOIUICHHS KOJIMYECTBA MEAMATOPA B MEKHEHPAIBLHOM IPO-
CTPAaHCTBE BBI3BIBACT aKTHUBALMIO MPOLECCOB 0Opa30BaHUS BBHICOKOTOKCHYE-
cKuX (hopM KHCIIOpO/a, YBEIUUEHHE IPOAyKTa okcuaa azora |l (murpokcun,
NO). U36bITOUHOE HAKOILUIEHHE MEIUaTOpa B 00JaCTH MOBPEKIECHHBIX Kile-
TOK BBI3BIBACT TAKKE BO30YKICHUE COCEAHUX KJIETOK, ACATEIbHOCTh KOTOPO-
ro yKe He KOHTpojupyercs. II30bITOYHAST aKTHBALUS PELENTOPOB
AMHHOKHUCIIOT YCHJIMBAIOMINX 00pa30BaHUE BbICOKOTOKCHYHBIX (pOpM KHCIIO-
pona u Hurpokcuaa (NO) BkiIrOYaeT MEXaHU3M amonTo3a. B xoje skcaiiro-
TOKCHUYECKOTO  TOBPEXJCHUS  HEHPOHOB  aKTUBHPYIOTCS  IIPOLECCHI,
BOBJICKAIOIINE BHICOKOTOKCHYHBIC (POPMBI KHCIOPOA, TAKHX KaK THAPOKCHIT
(-OH) u cynepokcun O, — pagukassl, a tTaixke HuTpokeua (NO). Fuapokc-
pazuKan ¥ HAITPOKCHUJL pearupyer ¢ 0OJbLIONH CKOPOCTBIO M CPOJICTBOM IOYTH
CO BCEMHU MOJICKYJaMH, HaXOJIIMMUCS B )KHUBOH KJIETKE, B YaCTHOCTH, BBI-
3bIBasi XUMHUYECKOE IMOBPEKICHHUE €30KCUPUOO03bI, MyPHHOBBIX M MHUPHUMHU-
JMHOBBIX OCHOBaHHWI, MEMOpAaHHBIX JHUIHIOB, YTO NPUBOJUT K KacKamy
pEaKIHii, BBI3BIBAIOLIMX MOBPEKICHUE MUTOXOHAPHAIBHON AJIEKTPOHTpPAHC-
IIOPTHOI CHCTEMBI, HAPYIICHHIO BHYTPHKIETOYHOTO romeocrasa Ca”’, reme-
THYECKUM MOBPEXKICHUSAM, HHAYKIUU MPOTEa3, YBEIHMUCHUIO TIEPOKCHIAINN
JUTIIOB MeMOpaH 1 B PUHANIE — CMEPTh KJICTKH.

I'ncruann

OTHOCUTCS K aMHHOKHCIIOTAM C MOJIOXUTEIBHO 3apsKEHHBIMU pa-
JIMKAJIaMU 33 CUET UMHA30JIbHOM TPYIIIIbI.

B mpormecce MOCTCHHTETHYECKOW TOCTPAHCIAIIMOHHON MOIU(UKa-
LUK TOJHUIENTUAHON LEMH MOXKET MPOUCXOAnTh N-aleTHIMpoBaHHE OCTAaT-
KOB THCTHIHMHA, a Takxke ero (ocopuimpoBaHie HIM METHIMPOBAHHUE C
obpazoBanueM 3-hochorucTuauHa u 3-METUITHCTHIMHA.

B 3HaYUTETLHOM KOJIMYECTBE THCTHIUH COJEPIKUTCS B TEMOIPOTEH-
nax. KoopauHanmoHHbIe CBSI3U, BOSHUKAIOIIME MEXKIy JKEIe30M r'eMa U aTo-
MaMHM a30Ta FHCTHAUMHOBBIX ocTaTkoB (['mc 87 a-cyobeauuunsl u I'uc 92 B-
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CyOBEIMHHMIIBI), UTPAIOT CYIIECTBCHHYIO POJIb B MPUCOCIWHEHIH reMa K Oel-
KOBOMY KOMIIOHEHTY. B CTpyKType OKCHIeMOrjioOMHa OCTATKH THCTHUIAMHA
(T'uc 58 a-cyopeauunupl U ['nc 63B-cyObeqMHHIBI) IPUHUMAIOT y4acTHE B
CBSI3BIBAHHUHU KHCJIOPO/IA.

I'ucTuarH BXOAMT B COCTAB aKTUBHOTO LEHTPAa MHOTHX (DEPMEHTOB.
Oco0EeHHOCTH CTPOEHHUS MMHIA30JbHOTO KOJIbIIAa OOBSCHSIOT BaXXHYIO POJIb
THCTHMHA B HEKOTOPBIX ()epMEHTATUBHBIX PEAKLUIX, B YACTHOCTH €r0 CHO-
COOHOCTB OCYILECTBIIATH 3a c4eT "muppoibHOoi" NH-rpynmbsl KUCIOTHBIN U 32
cYeT "MMPUMHUIMHOBOrO" aroMa a3oTa OCHOBHOM Karaiu3. B cocraB akTuB-
HBIX IIGHTPOB XMMOTPHIICHHA U MaHKpeaTHYeckoil ¢ocdonunassl A,, Hapsay
C TUAPOKCHJIOM CEpPHHA, BXOJMT MUMHAA30JIbHAs TpyIIa THMCTHIMHA, pubo-
HyKJIea3a COJCp)KUT JiBa aKTHBHBIX OCTaTKa ructuauHa. Psg ¢epmeHroB
ocymiecTBIsIeT nepeHoc (ocdarHeix rpymnm 3a cuer pochopumupoBaHus U
nedochopIpOBaHKsl OCTATKOB TUCTHAWHA. Tak, B XoAe CyOCTpaTHOTO
dhochopuarpoBaHusi, OCYIIECTBIIEMOT0 CYKIMHAI-THOKHHA30#, 3-hocdo-
THCTH/IMH, BXOJSIIIHI B COCTaB aKTUBHOTO LIEHTPa 3TOTO (hepMEHTa, IepeaaeT
cBoio ¢ochaTryto rpynmy Ha ' J1D.

E-R-NH-CH-CO- E — R—NH - CH —CO -HEKoA
| oo - |
Ch CH
OPOSH,
OSKoA + HsPO,

E-R-NH-CH-CO- ®Il® E-R-NH-CH-CO-
| oooo - |
CH CH +TTD
UPG;H, N

~H

I'mcTHaMH BXOAWT B COCTaB psAAa (DPU3MOIIOTHYECKH aKTHBHBIX IH-
TIENTHIOB. KapHO3WHA B CKEJIETHBIX MBIIINAX W FOJIOBHOM Mo3ry. [lonsepra-
SICh METHJIMPOBAHUIO, KAPHO3HMH IPEBPAIIAETCS B aHCEPUH.
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DochopunupoBaHre KapHO3WHA B CKEJIETHBIX MBIIIIAX MPUBOIHUT K
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I'uctunuHCOAEpIKAIME OUIENITHAB MPHHAMAIOT YIacTHE B PEryIs-
MU TPOIIECCOB, MPOTEKAIOMINX B HEPBHO-MBIIIEUYHBIM CHHAICE, MOBHIMAIOT
YYBCTBUTEJBHOCTh PELENTOPHOW 30HBI K alETHIXOJIMHY, CTaOMIM3HPYIOT
CTPYKTYPY MHO3HUHA.

HAPYIHIEHHE OBMEHA AMHHOKHCJIOT

ABOTHCTBII OOMEH B OpraHu3Me MPEUMYIIIECTBEHHO CBSI3aH ¢ 00OMe-
HOM aMHHOKHCJIOT, KOTOPBIC SIBIISIOTCS CTPYKTYPHBIMU CAMHUIIAMH OCIIKOB U
MENTH/IOB, CIIY’KaT CTPOUTEIHLHBIM MAaTCPUAIOM a30THCTBIX OCHOBAHUU HYK-
JICOTHIOB U pAa OMOJIOTHYECKH aKTUBHBIX a30TCOACPKAIINX COCTUHEHUH.

B ocHoBe HapymieHH# a30THCTOTO OOMEHA, Pa3BUTHS MATOJOTHYE-
CKUX COCTOSHHI B OpPTraHH3ME JIKHT OCIIKOBas HEIOCTATOYHOCTb, SIBIISIO-
masicss CICICTBUEM JehUIMTa OCIKOB IUIIM, HU3KOTO COACPKAHHUS B HHUX
HE3aMEHUMBIX aMHUHOKHCIIOT W HapYIICHHS HOPMAIBHOTO IyTH oOMEHa OT-
JeNBHBIX aMUHOKHCIIOT. [IpranHaMu HapyIIeHusI 0OMEHa OTAENBbHBIX aMHUHO-
KHCJIOT MOTYT OBITh BPOKACHHBIE M IPHOOPETEHHBIE HAPYIIICHUS.

BposkieHHbIe, TEHETHYCCKU OOYCIOBICHHBIC HAPYIICHUS OTICIb-
HBIX aMHHOKHUCIIOT, SIBJISFOTCS PE3yJIbTaTOM HACJICACTBEHHOI'O HEIOCTATKA
(hbepMEeHTOB M3-32 Yero BO3HHMKAET OJIOK oOMEHa BEIIeCTB, YTO MPUBOJIUT K
HapYIIECHUIO Pa3BUTHA U MOBHIIIAET BEPOSATHOCTh HEOOPATUMOTO MOPAKECHHUS
MO3ra.

@ennnkeroHypusi  (GpeHWINUPOBUHOTPATHAS  OJMTOdpeHNs).
HeobOxonuMbiM 3TanioM kaTabomim3ma (heHUIIANAHUHA SBISICTCS €ro IpeBpa-
IeHNE B TUPO3UH NIPH y4acTHH (epMeHTa QeHMIaTaHnH-4-MOHOOKCHT€HA3BI
(bennmamaHUH-THAPOKCHUIIAZEL).

HacnenctBeHHOOOYCIOBICHHEIH Te()EKT TeHa, KOIUPYIOMETO (HeHH-
JATaHWHTUIPOKCHIIA3Y, BBI3BIBACT OJOKaAy MpEBpAalICHUs (CHUIAAaHWHA B
TUPO3uH. J[aHHAS YH3UMOIATHS XapaKTEPU3YeTCs HAKOIUICHHEM B KPOBH U
TKaHAX (eHMJIATIAHMHA ¥ MPOAYKTOB €ro TNPEeBpaIleHUs - (CHWIMHPOBUHO-
TpagHON KUCIOTH M (hEeHWIANCTHITTyTAMHHA, KOTOPBIE 3aTEM BBIBOISATCS C
MOYOH.

[NoBriieHue ypoBHs (peHmIadaHuHa W (HEHUIMUPYBAaTa B KPOBU Y
HOBOPOXIICHHBIX SIBJSIFOTCS OCHOBHOW NPUYMHOU IepeOpaNbHBIX HapyIle-
HUM, COMPOBOXKIAIOIMINXCSA TAKEION YMCTBEHHOM OTCTAIOCTHIO.

IIpu paHHEM BBISBICHHUH (PEHMWIKETOHYPHH MOXHO C IIOMOIIBIO CO-
OTBETCTBYIOIICH JAMETHI C HU3KUM COJICpKAHUEM (pCHHIAAaHWHA TPEIOTBpA-
TUTHh YMCTBEHHOE OTCTaBaHUE.

AJkanToHypusi. B pe3ynbraTe reHeTHIECKON MyTanuu e(eKTHBIM
OKa3bIBAaeTCS YETBEPTHIN (pepMeHT (eHMIaTaHHH-THPO3SHHOBOTO MYyTH - TO-
MoreHTH3at-1,2-1oKkcurenasa. M3-3a HapylIeHUss aKTHBHOCTH TOMOICHTH-
3aT-OKCHIa3hl HE MOJIBEpracTCs JabHEHIIeMyY PACIICTUICHUIO
MPOMEKYTOYHBIA MPOAYKT paciajga THPO3WHA - TOMOTCHTU3AT, KOTOPBIN Ha-
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KaIlJIMBAETCsl B KPOBH, KHUIKOCTAX TKaHEH M BBEIBOIUTCA M3 OpPTaHU3ME C MO-
yoii. Ha Bo3myxe Takas Moua TeMHEET, TOCKOJIBKY TIPH CTOSHHH MOdYa B pe-
3yJIbTaTe KHU3HEIACATCILHOCTH MUKPOOPTaHHU3MOB HPUOOPETACT MICTOYHYIO
PCaKIMI0 ¥ TOMOI'CHTU3WHOBAs KHUCIOTA OKHUCISCTCS 10 XWHOHA, KOTOPBIH
MOJIUMEPU3YETCSI B AJIKANTOXPOM - COEAMHEHHWE TEMHO-KOPUYHEBOIO IIBETA.
B manexo 3amenmeM ciydyae aJKaNTOHYPHH Pa3BUBACTCS OXPaHO3 - B IIPO-
MEXYTOYHOM BEIIeCTBE XPAIIei HOCa, YIIeH, B CKIIEpe OTIOKEHHUS INTMEHTA.

AnKanToHypHs HE BEJCT 3a COOOH HAPYIIICHUS 310POBBSI.

I'ucruanHemusi. B MaTpukce MUTOXOHIpHU B TpOIECCE pachaaa
TUCTU/MHA IO/ BIHMSHHUEM THCTHIUH-aMMHAK-JHAa3bl B PE3yabTaTe BHYTpHU-
MOJICKYJISIPHOTO JIe3aMHIHHUPOBAaHUSA 00pa3yercsi ypokaHaT. BposkneHHBIN ae-
GUOUT THCTHIWH-aMMHAK-THA3bl SABIAETCS TNPUYMHON OJOKampl pacmana
TUCTUAMHA TP TUCTUAMHEMUH. [Ipu 3TO# 3H3MMONATHU B KPOBH M TKAHIX
HAOIOAAaeTCs BHICOKAs KOHICHTPANWs TUCTHUIMHA, 8 TAKKE WHTEPMEIUATOB
MOOOYHBIX TyTEH ero Meradoiam3Ma - UMHIA30JIPOM3BOTHBIX MTHPOBHHO-
TpajHON, MOJIOYHOW U YKCYCHOM KHCJIOT, KOTOPbIE BBIBOJSATCS U3 OpraHU3Ma
¢ Mouoii. HaGmonarotes pa3Ho#l cTeleHr HapyIIeHHsST YMCTBEHHOTO Pa3BUTHS
u peun. Hora 0oJe3Hb MPOTEKaeT 6ECCUMITOMHO.

T'omonucTuHypusi 1 mucTaTHHUHYpHS. [lepBbIM 3TarmoM kaTabo-
JM3Ma METHOHHHA SIBIISIETCSl €r0 MpEeBpallieHre B S-4JCHO3MI-METHOHHH. B
MPOIIECCe TPAHCMETHIMPOBaHUSI 00pa3yeTcs S-a/IeHO3UITOMOLMCTENH, KOTO-
PBIH THAPOIM3YETCS 10 TOMOIMCTEHHA M aleHO3WHA. [Ipy KOHIECHCAIINH To-
MOIIMCTCHHA C CEpUHOM O00pa3yeTcs UUCTATHOHWH, II0BEPraIOIHIACs
PACILICIUICHHUIO HA IIUCTCHH, aMMHAaK U 2-KETOOYyTHpaT.

MeTtabonmueckuid 010K TMpEeBpaIICHUss METHOHUHA MOYKET OBITh 00Y-
CITOBJICH BPOXICHHBIM Ie()UIMTOM IMCTATHOHMH-[-CHHTa3bl (IPUBOINUT K
TOMOIIMCTHHYPHH) U [UCTATHOHUH-Y-THa3bl (CJASICTBUEM YEr0 SBIISCTCS I[HC-
TATHOHUHYPHUS).

OTH SH3UMOINATUU XaPAKTCPU3YIOTCS HAKOIUICHHEM B TKAaHIX, a
TaKXKe TOSBICHHEM B MOYE COOTBETCTBYIOIIUX IPEIINICCTBEHHUKOB METa00-
JIMYECKOM peaknuu (TOMOIMCTENHA, MCTHOHHHA, IACTATHOHA), YTO TIPHBOJINAT
K HApYIICHUIO YMCTBEHHOTO PAa3BUTHUS M HAPYIICHUS Pa3BUTHS CKEJIETa.

HapyuieHusi chHTE3a MOYE€BHHBI, 00YCI0BJIE€HHBIE BPOKIEHHBIM
nepunuToM GepMEeHTOB MHKJIA MOYEeBHHOOOPa3oBanus. OOMUM pU3HA-
KOM HEJ0CTaTOYHOCTH kapOoMomidocharcuaTeTassl | 1 opHUTHH KapOOMO-
wiTparchepassl ABISIETCS 3HAUNTENIFHAS THIIEpaMMOHUEMHS 0e3 HaAKOTUICHHUS
MPOMEKYTOYHBIX MPOAYKTOB IHMKJIA MOYCBHHBI. OCHOBHEIC TPOSIBIICHUS 3H-
3UMOTIATUI - HEMEPEHOCUMOCTh OCIKOBOW IHIIM, PBOTA, TOJOBHBIC 0OO0JH,
CyIOpOTH, KOMa; INPH HEZOCTATOYHOCTH OPHUTHHKapOOMOMITpaHC(hepasHl,
KpOMe€ TOT0, HaOJIF0aeTCs BBIICIICHHE OPOTOBOM KHCIOTHI C MOYOH.

IMpu murpynuHeMun (IeQUIMT apTHHAHCYKIIMHATCHHTETA3bI) U ap-
TMHUHHOCYKIIMHATYpHUH (MeQUIMT aprUHUHOCYKIUHATIINA3BI) B KPOBU M MO-
Ye MOBBIIICHO COJICPIKAHUE TMPOMEKYTOUHBIX MPOAYKTOB ITUKJIAa MOUYCBHUHEI -
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OUTPYTUHA W apTHHUHOSHTApHON KHCIOTH. HaOmromaercs rumepamMMoHMe-
MUS pa3HOW CTETICHH, CyIOPOTH U HAPYIICHNS YMCTBEHHOTO Pa3BUTHS.
I'unepaprunuiemMus (ne@UUMT apruHasbl) XapaKTepH3YeTCsl MOBBI-
LIEHHBIM COJIEp)KaHHEM B KPOBH M MOYE aprWHHHA M JIPYTUX MPOMEXYTOY-
HBIX IPOJYKTOB OPHUTHHOBOTO LIUKJIA, HAPYIIEHUEM YMCTBEHHOI'O Pa3BUTHSI.

B34HMOCBA3b OCHOBHBIX ITYTEH OBMEHA BEIIIECTB B OPTAHHU3ME

OOMEH BemecTB U 00MEH SHEPrHH MPEACTABIISAIOT COOOM coriaco-
BaHHYIO CHCTEMY JBYX IPOIIECCOB - aHaboim3Ma M Karabonmsma. O0e 3T
CTOPOHBI MeETa0oJM3Ma B3aMMOCBS3aHbl PEAKIHMAMH B3aHMOIIPEBPAIICHHS
BOXHEHIIINX CTPYKTYPHBIX MOHOMEPOB - aMUHOKHCIIOT, MOHOCAXapoB, XHP-
HBIX KUCIIOT, MOP(QUPHHOB, HYKICOTHUIOB.

DTa B3aMMOCBS3b OCYIICCTBISICTCS 4Yepe3 KIFOYEBBIC YHUDUIHPO-
BaHHbIE METa0OJIMThI, KOTOPBIEC CIYXkKAaT OOIMM 3BEHOM Ha MyTSIX pacrajia u
cuHTe3a MOHOMepOoB. K Kkimo4eBbiM MeTabonauTam, SBISIOMIUMCS TOYKO# Ie-
pecedeHHsl pacnaga U CHHTE3a CTPYKTYPHBIX MOHOMEPOB, OTHOCSTCS MHPY-
BaT, O-KeTOTJIyTapaT, oOkcajoanerat, anetwi-KoA, o-rmurepondocdar,
MPOAYKThI JIMMOHHO-KHUCIIOTO IHMKia (IUTpaT, M30LMUTPAT, CYKIUHWI-KOA,
CYKIIMHAT, (hymMapar, Majar).

[ukn TpukapOOHOBBIX KHUCIOT SBISIETCS CBOEOOpa3HBIM METabOoIH-
YECKUM KOJUICKTOPOM, Yepe3 KOTOPbIi COOOIIAaI0TCsI OCHOBHBIE IyTH pacmajia
Y CHHTE3a BEUICCTB - CTPYKTYPHBIX MOHOMEPOB YIJICBOJOB, JHIHUJIOB, Oci-
KOB, IPYTHX COCIUHCHH.

YHubUUUPOBaHHBI METa0O0IUT YIJIEBOJHOIO M aMHHOKHCIOTHOTO
obmeHoB areTmii-KoA ucnonb3yeTces 1Uisi CHHTE3a JKUPHBIX KHUCIIOT, X0JecTe-
pYHA, KCTOHOBBIX TEJ, MEJWaTopa AaleTWIXOJHHA, alCTHIUPOBAHUS psaa
COCIIMHCHUI B TMpolecce WX CHHTe3a WIH 00e3BpeXHBaHUA. O-
rmeposihocdaT CIYyKUT CBSI3YIOUIHNM 3BCHOM MEXKAY YIJICBOJAMH W JIHITH-
namu. Yepes O-runepondocdaT mpoUCXOMUT TpeBpAICHUE YIIIEBOJOB B
TpUALMITIUIEPUHBI, (HOChOTIUIIEPHIbI, a TaKkKe TIHIEPHHA B YIJIEBObI.
[MupyBaT - IPOIYKT pacmana MOHOCaXapuaOB, TIUICPUHA, PsATa aMUHOKIHC-
JIOT - SABJISIETCS MPEANICCTBEHHUKOM OKcanoarieraTa u anetwi-KoA. MHorue
3aMEHUMBIC aMUHOKHCIOTHI MOTYT CHHTC3UPOBATHCS M3 TMPOMEKYTOUHBIX
MPOJYKTOB PACIIEIUICHHS YTICBOIOB M KUPOB (KETOKHUCIIOT M HEMPEACITBHBIX
KHCIIOT) TyTeM WX aMHHHPOBaHHS. Tak, U3 MUPOBHHOTPAIHON KHUCIOTHI MO-
KeT 00pa3oBaThCs ANaHWH, W3 OKcajloaleTara - aclapTar, W3 O-KeTOTIy-
Tapara - [IyTaMUHOBasi KACIOTa. [ II0K03a U Ipyrue MOHOcaxapa MOTYT CHH-
TE3UPOBATHCS U3 MPOAYKTOB OKUCIICHHSI aMHHOKHCIIOT M JKUPOB - IIPOIYKTOB
JMMOHHOTO LHUKNA - Yepe3 okcanoaneraT. CykunHmwi-KoA ucnosib3yercs B
CUHTE3€ TIOPPUPHUHOB.

Heob6xomuMo OTMETHTH, YTO B OCHOBE B3aMMOIIPCBPAIICHUS Be-
MICCTB JICKHUT OTHOCHUTEIbHAS B3aMMO3aMCHIEMOCTh OCJIKOB, YIIIEBOJIOB U
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JIMIIUIO0B - TJIABHBIX KOMIIOHCHTOB ITHIIIH. FpaHI/ILIBI B3aMMO3aMCHACMOCTH
OrpaHUYMBAIOT 3CCCHOUAJIBHBIC BCIICCTBA - HE3aMCHHUMBIC aMHWHOKHCIIOTHI,
HCMPCACIIbHBIC JKUPHBIC KUCJIOTbI, BATAMUHBI, KOTOPLIC B OPraHn3Me 4€JI0BC-
Ka HC CUHTC3UPYIOTCH.

HyxiienHOBBIE KMCIOTBI
Tl

benku Hyxneotuasl Tlonucaxapuabl
Tl
Hyxneo3napt /
/ \

AMUHOKHCIIOTBI Monocaxapnnm FJII/IL[epHH Kupnslie k-Tbl

anuepaﬂbner 11

3éocar

O-KeToTrJIyTapar
cykunHuiI-KoA
¢bymapar
oKcaoanerar
MHPYBAaT OEII (bocq)oeHonmdpyBaT

HprBaT

AHCTI/UI KoA

OkcaoareraT

Maijar M3ouutpar
- @ymapar
- CyknuHat O-KeToriryrapar
\CYKHI/IHI/IH-KOA /
i
[Mopdupus!

Puc. 43.Cxema B3aMMOCBSI3M OCHOBHBIX ITyTell OOMEHa BELIECTB.

81



Conepxanue

Tema: BeakoBoe nutanue. [lepeBapuBanue 0eJIKOB,

BCAChIBAaHHE MPOAYKTOB PACHANA OCIKOB . . . . ... ..o, 3

3HayeHUE OCIKOB B KM3HEACIATEILHOCTH OPTaHU3MA.

JuHaMHu4YeCKOE COCTOSSHUC OCIKOB B OPTaHU3ME . . ........ 4
ABOTHCTBIA OATTAHC .« « « « v v oee et e et et e e e et eveeee e e e e e 6
HOPMBI 0ETIKA B TIMTAHUM . . .« v vt v et e vt e e e e viieen 8
BenKOBBIC PE3CPBBI OPTAHMBMA &« « . « v v v v v v e e e e e e e e e e ee s 8

[TepeBapUBAHHME OCIKOB « . o v vttt ittt e et e et e e e 9
[lepeBaprBaHUE OETKOB B KEIIYAKE « « « v v v v v veeee e v e e 10
TTepeBaprBaHye OCITKOB B KUIIIEUHHKE « + . « v v v v v v ve v e v e e 11
TIPHCTEHOYHOC MUIIEBAPCHIUE « « « « v v v v ve et et e e e e e e ae s 12

BcachiBAHHE AMHHOKHMCIIOT « v v v vov v ve e e s e e et e e e e s 13

IIpoTeoNr3 B KIETKAX OPTAHHUBMA « ¢ v v v v vven e e et e e e e e 15

Hapymenus nepeBapuBaHus OCIKOB M BCAChIBAaHHS

MPOAYKTOB PACHANA OCIKOB .+« v v vv v e et v ittt e e e v s 15

I[IpeBpanmeHUss aAMUHOKHUCIIOT MO JEeHCTBUEM

MUKPOQIOPBl KUITCTHUKR + + v vvvv v v v et et ee e e s e e e s 16

O0e3BpeKUBaHUEC BCOCABIIUXCSA MPOAYKTOB

THUEHUSA AaMUHOKHUCIHOT B MEUCHH .« « « v v vt v vie e e e e e ee e 71

Tema: OcHOBHBIC MyTH MeTa00IM3Ma

AMHHOKHCJIOT B OPTAHM3ME . . . . .t vttt vttt e et e vene e e e 21

AMWHOKUCIOTHBIH GOHJ B KIETKE.

I[MyTu mocTynjaeHUuss ¥ UCHOJIb30BAHUSA AaMHUHOKHCIOT . . . . .. 22

I[IyTu npeBpalieHuss aMUHOKUCIOT B OpraHu3Me.

THIBL PEAKITHH « « v v vt vt e e e e e e et e e e rarne e e e 24
PeakiMy TPAHCAMUHHUPOBAHHUS .« « « « o v v v e e e e v e e e e s 24
KiuH#KO-IHarHoCTHYeCKOe 3HAUCHHE
OTIpENICIICHUS] AKTUBHOCTH TPAHCAMUHA3 KPOBH . . . . . « .« . . . . . 28
Jle3aMUHUPOBAHNE AMHHOKHUCIIOT & & & o v v v v e v v v e v e e e e v v a s 28
OKHUCITUTETFHOE AC3AMUHUPOBAHIE . « « « v v oo v ve v e e e e e e e 30
OKHUCIIUTENBHOE Ie3aMUHIPOBAHUE TITYTAMHHOBOMN KHCIOTHL . . 31
Henpsimoe nezamunupoBaHue

(TpaHCIE3aMUHUPOBAHNE) AMUHOKHUCIIOT « « « v v v v v v v e e a o a s 32
O0e3BpeKMBAHUC AMMHAKA B OPTAHU3ME .+ « « « v v v vveve e v e o 33
BHOCHHTES MOUCBHHBL. « « « « « v o otee v e e ee et et evenen e e 35
I[IyTu peBpameHus ¥ UCITOTb30BaAHUS
YTJACPOMAHBIX CKEACTOB AMUHOKHMCIOT « v v v v v v e e ee e e e nnnn 39

82



brocuHTE3 3aMEeHUMBIX aMHHOKHCIOT. Peaknuu

BOCCTAHOBUTEIHLHOTO TPAHCAMUHHUPOBAHUS . . . o oo v v v v 41
Tema: Oco0eHHOCTH 00MeHa OT/IeJbHBIX AMUHOKHCIOT . . . . . .. . . 45
JlekapOOKCUTUPOBAHUE AMUHOKHCIIOT « v v v v v v v ven e e e 45
O0pa3oBaHre KaTEXOJAMHUHOB KaK MEIUATOPOB . . . .« . . . . . . . 47
OO0pazoBaHUE TPUNTAMHHA U CEPOTOHHMHA .+ « « « v v v v v v v v e o 49
OOPA30BAHUE THCTAMUHA . . « « « v v ot et et e e e enne o 50
O0pa3oBaHue raMMa-aMHHOMACIISTHON KHCIIOTBI
(TAMK) M B-QJAHHHA . .« « v ovvvve et e it e e e e e e e e 51
OOPa30BAHUE TOTHAMUIHOB . .+« « v v v v v vee ettt et e e e e o s 52
Pacrag OMOTEHHBIX AMHHOB & & . & v v v v vt vttt e et e e e 55
Peakuuu mo panukany. OcobeHHOCTH OOMEHa
OTACIBHBIX AMUHOKHCIOT « « v v v vv v et e ettt e e e e s aieee e e s 56
DOCHUTATAHIH ¥ THPO3HH « « « « v v v v v v v v e e e vnene o 56
TPHOTODAH . .« o v ottt e e e e e e e e i e e e 59
TJTUIIMH, CEPHH M TPCOHMH « .« « « o v v v v v e e 61
Pacnan rnvnmna. OOpa3zoBaHue YIIEPOAHBIX TPYI . . . v . . . . . 62
LIMCTEHH M METHOHMH . .« « « o v v v et e e e e e e e e oreeee e e e e 65
JukapOOHOBBIC AMUHOKHCIOTHI M UX AMUIIBL « . . o o« o v o e o . . 70
I'ITyTaMIHOBAS KHCIIOTA . . . v vt v e v v e e e e e e e e e e eeeeee e s 71
'y TaMUHOBASI KACJIOTA KAK MEJTHATOP « « « « v v v v v v v v e e e e s 73
7 (79107 4 5 (P 75
HapynmreHrue 0OMEHa aMHHOKHCIOT « v v v v oo v v e eeen e e en e e e 78
B3auMocBs3bs nyTeil OOMEHA BEM[ECTB B OPTaHU3ME . . .. ... 80

83



.M Kyuyx

OBMEH BEUIECTB B OPTAHU3ME
(Ob6meH GenKoB U AMHHOKHUCIIOT)

Yacms IV

VYuebnoe nocodue

Penaxrop JI.M.CtpensHukoBa
Texuuueckuii penakrop 3.K.I'aBpuna.
Koppexrop O.A.MatBeeBa
Komnsrotepnas Bepctka E.I'.1lleBénkuna

oamucano k mevarn 11.02.2000Mopmar 60%84 Y/,
Ileuats odcerHas. O6beM 5,251m.11.
Tupax 1503k3. 3aka3 396\4.

WznatenscTBo CNaBIHCKOTO YHHBEPCHTETA

Otneyarano B Tunorpadguu KPCY, r.bumkexk, yia.Illonokosa, 68.

84




Jin3 CHs

JIN3
I |
I
N + H:N-CH
NH; CHs
o | Il I
1 H COOH
HC = N-CH Y
----O—P—O—CHZ | O H203P - 0 -
CH o |
\ N/
COOH
OH +
N CHs AtanuH
CHs lIudoBo ocHOBaHKE
I
ANbUMHUH
H
H
JIn3 JIin3
I |
NH> CHs NH,
CHs
|
I
Hz - NHZ O =C
H.C-N=C V
H,03P —O —H,C | O | H,OsPO - CH
o |
N COOH H1,0
COOH
+
N CHs TTupysat H,0
CHs HIudpdoso ocHoBanme
I
| KETHMUH
H
H
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