


1. OCHOBHBIM MCTOYHHHWUKOM AMMHOKMCIIOT OJISI YE€JIO-
BEKa SIBJIISIFOTCSI ITMiIeBble OenikM. CyTrTodHasi HOpMa I10-
TpeOseHMsI OeJIKOB cocTaBJisieT okoJio 100 .

2. Bce 20 aMMHOKMCJIOT, KOTOpPbIE€ BCTpEe4YaloTCcs B 6eJ1-
Kax opraHM3Ma, MO>XHO pa3aejinTb Ha 4 IrpyriribI:

3aMeHHMMbI€e AaMHHOKMCJIOTHBI — AJia, Acni, AcH, Ixy, IJ1H,
IIpo, Ililm, Cep — CHUHTE3UPYIOTCSI B HEOOXOIMMMBbIX KO-
JU4YecTBaxX B opraHM3MeE;

He3aMeHHUMbIE aMHHOKMCJIOTHI — Baul, JIleii, HMiae, Mer,
PDeH, Tpu, JInz, Tpe — HE MOIyT CUMHTE3UMPOBATHLCSI B opra-
HHM3ME;

YJACTHYHO 3aMEeHHMbI€ aMMHOKMCIHOTHBI — IHMc, Apr —
CHUHTE3HMPYIOTCSI B OpraHM3Me O4YeHb MCEIJIEHHO, B KO-
JINdecTBaX, HE ITOKPHBbIBAIOIIIMX IMTOTPpEOHOCTEM OpraHuU3-
Ma, OCOOEHHO B JIETCKOM BO3pacTe;

YCJIOBHO 3aMeHHMMbI€e aMMHOKMCJIO0OTHI — ILluc, Tup — cuH-
TE3UPYIOTCSI M3 HE3aMEHUMMBbBbIX AaMMHOKHUCIIOT MeT u dDeH

COOTBECTCTBCHHO.
3. OTC}’ ICTBHMC B ITUIIEBBLIX OeJiIKaX He3aMEeHHUMBbIX aMM -~

HOKHMCJIOT (1ake OIHOM) HapylllaeT CUHTE3 OeJIKOB, I1o-
CKOJIBKY B COCTAaB IMpakKTH4YE€CKH BCeX O€JIKOB BXOJHUT ITOJI—
HBbIMM HAGop aMHUHHOKMCIIOT. IToTHOLEeHHOCTh O€eJIKOBOro
NIHTAHUSI 3aBUCHUT OT aMMHOKMCJIOTHOIO cocraBa OeJIKOB
M ornpeneiysiercsa HAaJIuYHUeM He3aMeHHMbIX aMHMHOKMCJIIOT.
CHUHTE3 1 OOHOBJIEHHE OE€JIKOB B pa3HbIX TKaHsIX IIpOUC-
XOOAT C pa3HOM CKOPOCTBhIO. Tak, OeJIOK COeaUHUTEII b~
HOM TKaHM KoJjujlareH OOHOBJISIETCSI INTOJIHOCTBIO 3a 300
OJHeM, a OeJIKM CHMCTEMbBbI CBEPThIBAHUSI KPOBHM - OT HE-
CKOJIBKMX MHWHYT JIO HECKOJIBKMX INTHECH.



5. A30THCTbBIH 0alaHC — pa3sHHMIA MeXIY KOJIHYECTBOM
a30Ta, NOCTYNAIIIMM C HLLEH, H KOJHYECTBOM a30Ta, Bbl-
JieJIs1eMOoro noYkaMu B BUI€ MOUYEBUHBI U a30TUCTBIX CO-
sei. OH SBIsIETCS MOKa3aTeJieM COCTOSIHUS OeJIKOBOro
1 aMMHOKHCJIOTHOIO OOMEHaA.

6. A30THCTBIH 0a71aHC MOXET OBITH:

* MOJOXHUTEJbHBIM — Y NETEN, Y BbI3NOPABIUBAIOLLIAX
OOJIBHBIX TIOCJIE TSXENON O0JIE3HU, TPU OOWJILHOM
O€JIKOBOM TMTaHUM;

* OTPHMIATEJIbHbIM — IIPM TSIKEJIbIX 3a00JIeBAHUSX, TIPH
roJIOJaHuW, NPU CTapeHUU;

* PpaBHbIM HY.JIO (a30THCTOE PaBHOBeCHE) — Y 3/I0POBbLIX
B3pOCJIbIX JIIOAEH NPpU HOPMAJIbHOM ITUTAHUH.
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1. AMMHOKUMCIOTbI U Benkn cogep>kaT OKomno 95%
BCEro a3oTa opraHmama.

2. A30T aMMHOKMNCNOT BbIBOAUTCA U3 OpraHmn3ma
no4ykamu B Bae MOYEeBUHbI UMM aMMOHUNHbIX
conewu

3. bonbLwasa YacTb cBOOOAHBIX aMUHOKUCIIOT
NCNOSib3YyeTCs Ansl CUHTE3a CODCTBEHHLIX OENnkoB
opraHmama

4. 13 aMMHOKUCIOT CUHTE3npyeTca bonbLuoe
KONM4eCTBO DMOSIOrMYecKkn akTUBHbIX MOJIEKYI:
FOPMOHBI, NONIMaMUHbI (CNEepPMUH, cNnepMngnH),
HenpomegmnarTopsbl (rnytamar, raMmma
aMuHomMacnsaHasa Kucrnora)

OCHOBHbIE NYyTN 0OMEHa aMUHOKUCIOT:
nesamMmHNMpoBaHne, TpaHCaMUHNPOBAHME,
nekapbokcunmpoBaHune



e 1. AMMOHUOMeIU4ecKuUu mun , npu
KOTOPOM rMaBHbIM KOHEYHBIM NPOAYKTOM
a30TUCTOro obmeHa aBnaeTca aMMumak,
CBOWCTBEH pblbam.

e 2. Ypeomenu4deckuu mur oOMeHa —
OCHOBHbIM KOHEYHbIM MPOAYKTOM OOMeHa
BenkoB sIBNAETCA MOYEBUHA, XapaKTEPEH Ans
yenoBeKa U XXMBOTHbIX.

e 3. Ypukomenu4yeckuu mur — rnaBHbIM
KOHEYHbIM NPOAYKTOM OOMeEHa ABMNAeTCH
MOYEBas KNCNOTA, XapaKTepeH Anga NTul, v
penTUNnN.



* [lonaBLwine ¢ nuLen 6enkn nogBeprarTcS
B OpraHn3me pacLiensreHuo ¢ y4yacTtmem
depmeHToB XKT — nentnaas.

1. I'lpu nmepeBapHBaHHH NMPOHCXOAMT MAPOJIHU3 ITHIILE -
BbIX O€eJIKOB 10 CBOOCOIIHBLIX aMHMHOKHMCcIHOT. [Ipoluiecc ne-
peBapMBaHMSsI HAUMHAaAETCsI B KeJIyJKe M IIpoaoJikaeTcst
B TOHKOM KHIIIKEe ITod neicTBHMeM (bepMEeHTOB NMernTHUIAr -
poJja3 (rnenrmuaas3).

2. B 3aBHMCHMMOCTH OT MeCTa PAaCIIOJIOKEHMHWSI B IIeriTH1 -
Je TMAPOJIM3YEMOM CBsSI3M BCE€ NmenTHIAA3bI JeJISITCSI HA:

* SHIOONENTHIAA3bI, KOTOpPbIC NJcHUCTBYIOT HA IIS€IITHUIHbLIEC
CBSI3M, VIAJIEHHBbIEC OT KOHIIOB NErNTHMAHOM LIernu (rier-
CHMH, TPMIICHH, XMMOTPHMIICHH, 3JIacTa3a);

- 3K30IIEeNTHIA3bI, KOTOPHbIC JACHMCTBYIOT Ha IICIITHUIOHBIC
cBsI3U, oOpazoBaHHBbIEC N- 1 C-KOHLIEBBIMM aMHMHOKMC-
JjoTaMi (AaMMHOIIEIITHIA3Aa, KapOookcunenriassl A m B).



MecTo MecTo pH AKTUBauMa npoTtenHas Cneunn4HOCTb
cuHTEe3a nencTBun npogepmeHT aKTMBaTop aKTUBHbIA nencTBus
thepMeHT
Cnuaucras MonocTb 1,5-2,0| [lencuHoreH HC1 — MeanexHo MencuuH -X - Tup-
obonoyka xenynka MencuHoreH MencuH — 6bicTpo fMencuH -X — ®eh-
Xenyaka -Nen - ny-
Mopxeny- Monoctb 7,0-8,0| TpwuncuHoreH | DHTeponenTtugasa TpuncuH -Apr — X-
Ao4Has TOHKOW KWLIKU -NMus - X-
xenesa XuMoTpUNcuHoreH Tpuncur XuMOTPHUNCHH -Tpn — X-
-®DeH — X-
-Tup — X-
MMpoanacrasa TpuncuH 3nactaza -Inu - Ana-
Mpokap6okcnnen- TpyncuH Kapbokcunentu- -X-NH-(iZH—COOH
TMOasbl A, B nasbt A, B R
ToHkass  |[lpucTeHouHbIn| 7,0 — 8,0 AMuHonenTugas.bl H,N-CH-CO-X-
KuUlKa CNow Ou- v TpyunenTupasbl ;‘

An- v TpunenTuab

MpuMeyvanune. X — nobas aMMHokucnoTa.




1. IMTpoMexXXyTOUYHBIM OOMCH aMHUHOKMCJIOT Yallle BCce-
ro Ha4MHAaeTCs C OTLIETUIEHUS O--aMHWHOTPYIIIIbI OT aMH -
HOKMCJIOTBI. DTO MPOUCXOAHUT NABYMS IMYTSIMU: TpaHC-
aMMHHUPOBaHUA U Ne3aMMUHHUPOBaHHS.

2. TpaHCAMMHUPOBAHHE — peaKUHs MepeHoca AMHHO-
rpynmnbi ¢ aAMMHOKHCJIOTHI (IOHOPAa) HA O-KeTOKHUCJIOTY (aK-
LICTITOP), B pPe3yJILTaTe 4ero oopasyrTCsl HOBasi KETOKMC-
JIoTa U HOBast aMMHOKMcIoTa. Peakims oopaTuma.

3. Peakuysi paHCcaMUHUPOBaHUSI IPOHUCXOIHUT C y4ac-
TUeM (epMeHTOB aMHHOTpaHcdepa3 (TpaHcaMHHa3),
KOTOpbI€ JIOKAJIU30BaHbl B LIMTO30J1I€ U MUTOXOHIPUSX
KieToK. KodepMeHTOM sIBJIsieTCSI [IPOU3BOJHOE BHTA-
mMHHa B¢ nupunokcainngocdar.

4. TpaHCaMUHUPOBAHUIO TOJIBEPTAIOTCSI BCE aMUHHO-
KHCJIOTHI, KpOMeE JIM3UHA U TPEOHHHA.

5. AmuHoTpaHcdepa3ssl 00J13JaI0T CYOCTPaTHOIM crienu-
(pyyHOCTHIO K pa3sHbIM aMUHOKHUCIOTaM. B TKaHsix 4ye-
JoBeKa obHapyxeHo 6oJiee 10 pasHbIX aMHUHOTpaHche-
pa3. Haubosee pacnpocTpaHeHHbIMU SBJISIFOTCSL:

- acrniapraramuHoTpaHcdepasa (ACT), nmo obparHoI

Peakiuri DiyraMaToKkcajoanerarrpaicamunasa (I'OT);
+ ajaHnHaMuHoTpaHcdepasa (AJIT), mo obpaTHOIi pe-

aKUuMM mryraMarndpyBarrpancamuuaza (I'TIT).

6. HasBaHue KaXXnoil TpaHcaMHHa3bl BKJIIOYaeT Ha-
3BaHUsI CyOCTpPaTOB:

- CcHavajla MIeT Ha3BaHUe JOHOpa aMUHOIPYTIINbI (aMU-

HOKMWCJIIOTHI);

* 3aTeM UAeT Ha3d3BaHUE aKLeNTopa aMHHOIPYIIIbI

(X-KETOKHCIIOTHI).

Hanpumep, dpepMeHT, KaTUJIU3UPYIOLLIUN peaklIHIo:

Imyramar + OkcajnoaueraTt &
= a-Kertornyrapar + Acnaprar,

Ha3bIBAaCTCsl «IJIyTaMaToKcajloaleraTaMuHoTpaHcde-

pa3a». [To cyGecTparaM oOpaTHON peakliMU 3TOT dep-

MEHT Ha3bIBAETCH «acnapraTamMmumHoTpaHcdepasa». Ha-

3BaHHWE BTOPOTO cyOCcTpaTta — O-KeToriryrapara — M3

Ha3BaHUs depMeHTa OObIYHO HMCKJIIOUaeTCs, TaK KakK

3TO OCHOBHOW aKIeNTOp aMUHOIPYTIN B OPraHU3Me.

7. OCHOBHBIMM JOHOpPaMU aMUHOTPYIII B peaklUsiX
TpaHCAMHWHUPOBaHUS SABJASAIOTCA [NIyTaMaT, acnaprar u
aJIaHHH.

8. Peakud TPAaHCAMHMHHPOBAHHUA UTpPalOT GOJILLIYIO
poJib B O0MeHe aMHHOKHUCJIOT.

« IlyreM TpaHCaMMHHPOBAHUSI U3 COOTBETCTBYIOLLMX
O-KE€TOKHCJIOT CHHTEe3HPYIOTCH 3aMeHUMBIE aMUHOKHC-
JOTBI, €CJIN UX B JaHHbIA MOMEHT B TKaHU HelloCcTa-
TO4YHO. TakuM 0Opa3zoM MPOMUCXOOUT Nepepaclipese-
JieHHe aMMHHOIO a30Ta B OpraHax M TKaHsIX.

+ TpaHCcaMUHHPOBAHHME — OJIMH U3 HAYAJIbHBIX 3TAIIOB Ka-
TaBOJIN3MA AaMHHOKMCJIOT, INEPBas CTAaAUA HelpsAMOro
ae3aMHUHHMpoBaHMsi. OOpa3yloluecs O-KEeTOKHUCIIOTHI
MOTYT 3aT€M OKMUCIISATBCS B LIMKJIEe TPMKapOOHOBbLIX
KHCJIOT U UCIIOJIb30BaThCsl IUTSI INIIOKOHEOoreHe3a.

9. TpaHcaMHUHUpPOBaAHUE ITPOUCXOIUT BO MHOTUX TKa-
HsIX, HauboJjiee aKTUBHO — B [EYEHMU.

10. AktuBHocTh ACT paBHa 8—40 EJ/I B ni1a3Me KpoBH
3J0POBBIX JIoJAek, akTuBHOCTh AJIT — 5—-30 EJI.

B KJIMHHKE ILIHMPOKO UCIIOJIb3YeTCs OolpeleieHue aKk-
THUBHOCTU HEKOTOPKIX aMUHOTpaHc(hepas B [1a3Me Kpo-
BU, ocobeHHO yacTto ACT u AJIT. Ilpu 3aboneBaHUAX
rMnedyeHy M cepiua aKTUBHOCTL (bepMEHTOB yBeJIMUYMBa-
etcst mo 400 EJ1 u 6oJiee.
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2. KaTaboim3zM aMMHOKMCJIOT Yalll€e BCEIo HAYMHAETCsI C pe-
aAKUMHM Je3aMHMHHMPOBAHMS — YIAJICHUSI OL-aMUWHOIPYIIIbI
(puc. 9.3). (B omwiuMe oT TPaHCAaMHUHHWUPOBaHMS ITPpU JI€e3aMM -
HMPOBaAHHUHA OOl11Iee KOJIMYECTBO aMMWHOKMCIIOT YMEHBILIASTCS . )

3. - AMHMHOTPYIHIA OTHIEIUISIETCS B BHUIE€e aMMMaKa. AM-
MMAK — TOKCHMYHOE cOe€edMHEeHMEe, ITO3TOMY B KJIleTKaX
noaBepraerTrcsi ooe3ppexKMBaHuIO (Tema 9.7).

Bun peakuuun AMuHoOKuUcnoTa depMeHThl, Peakuuu
KO(hepMeHTb!
OkucnurensHoe ny myramarpervnporeHasa, NAD* | cOOH COOH COOH
Ae3amuHnpoBaHve ) !
(PH;): NAD* NADH (C Hz)2 H.0 (CH:):
C‘:H-NHz C=NH \ > C-O + NHs
COOH COOH COOH
HeokucnurtensHoe Cep CepuHpgervaoparasa CHa OH H.O CHz CHa H:O CH3
Ae3amMuH1poBaHue CHNHz AL C-NH: > C_NH N S——
COOH CooH  COOH EooH
Tpe TpeoHWHaervapaTtasa CH CHs CH  H.O CH3
CHOH CH CHa CHn + NHs
_ﬁ_.» ]
CHNHz C Nl-b C =NH CI)=O
COOH COOH COOH
CHz-CH-COOH CH-CH—COOH
Mic Mictupasa L E E
HenpsiMoe nesamnHupoBaHWe aMUHOKUCNIOT
TpaHcamuHupoBaHue BonblwuKHcTBO TpaHcamuHasa, R COOH I? CI>OOH
C o-KeTornyrapaTtom, amMuHokucnor dochonupuaokcans CHNH: ((:H,)2 _o (CHz):
1
obpasosaHue 'y COOH+ c o COOH + CHNH;
1
COOH COOH
Mpsamoe FnyramargervgporeHasa, COOH NAD+ NADH coo|-| H.0 cooH
oKucnurensHoe NAD+ (CHz)z (CHz)z L_» (CHz)z
AesamuHvpoBaHve CH-NH. C_NH c—o + NHs
i
Fny COOH COOH COOH




4, be3asoTeTriit 0CTATOK NpejicTaBseT coboi ot-Ke-

TOKHCJIOTY, KOTOpas BKTI0YaeTcs!:

* B peaKuK TpaHCAMMHMPOBAHKA LIS CHHTE3a 3ame-
HHMBIX AMHHOKHCJIOT,

* BaHAIIePOTHYECKHE PeaKLHH 117 BOCTIONHEHHUS YObI-
11 Metabonutos OIIK, cnonb3yeMbIx Ui CHHTe3a
JPYTUX COSAMHEHUN;

* B [I0KOHEOTEHES;

* B KETOreHe3;

* B peakumu okucaenus ao CO,u H,0.

5. Jle3aMUHMPOBAHHUIO OABEPratoTCs BCE AMHHOKHC-

JIOTbI, KpOMe JIH3HHA,

Peakimn 1e3aMuHHpOBAHMS:

a) OKHCIUTENbHOE — g [y,

6) HeokucmurensHoe — s Cep, Tpe, Tvic u Luc;

B) HETIPAMOE — V15 OCTA/IbHBIX AMMHOKHCIIOT (Tab11, 9.2).

7. OkucmMTebHOE e3aMHHHPOBAHKE [IYTaMaTa TIpo-
HCXOMHMT B ripucyTcTBUM Kodepmerra NAD*, Peaxuusa
TPOMCXOIUT B MHTOXOHAPHAX MHOTUX TKaHeH, Hanbo-

116 aKTMBHO B ledenH. [IpavMoMy okuCAHTebHOMY Je3a-
MHHHPOBAHHIO [IOBEPracTCs TOAbKO [IYTAMAT,

8. IIpAMOMY HEOKHCIUTENBHOMY Jie3AMHHUPOBAHHIO
TIOJBEPIaloTCy:

* CepHH H TPEOHHH — [€3aMMHUPOBAHKE IIPOUCXOLHT C
OTILICTUICHHEM BOJIbI,

* THCTHIMH [1€3aMMHUPYETCA BHYTPUMONEKYIAPHBIM
CIoCobOM;

* IMCTeHH Je3aMMHUpYeTCs ¢ BoiieneHueM H,S u uc-
nonb3oBanneM H,0.

9. BOJBIIMHCTBO AMHHOKHCJIOT NOIBEPraeTcs B KIeTKe
HenpaMOMY /e3aMHHHPOBAHHIO, KOTOPOE BKJIIOYAET JIBe
CTaIUH;

* TPAHCAMMHUPOBAHUE C (-KETOTIyTapaToM, 0bpaso-
BaHHe [Ny B 1MT0301€ KIETKH;

* OKHUC/THTENBHOE Je3aMUHHMpoBaHHe [y B MHTOXOHA-
PHSIX.

[lenTpabHy1o poJib B HeNpAMOM Je3aMHHHPOBAHHH HI-
PAIOT [IYTAMAT H (/- KETORTyTapar.



1. OCHOBHBIM HCTOYHHKOM aAMMHAKAa SABJAsIeTCS KaTado-
JIH3M aMHHOKHCJIOT, OIHAKO aMMHaK MOXET 00pa30BbI-
BaThCS MPH pacriajie Ipyrux a3oTcolepXalluXx coeau-
HEHUM (OMOreHHBIX aMMHOB, HYKJIEOTHU/IOB) B TKAHSIX
(puc. 9.4).

2. Yactb aMMHaKa oOpa3syeTcs B KMIIEYHHKE B Pe3yJib-
TaTe AeSITeIbHOCTU MUKPOQIOpHI KMIlIeYHUKA (THHeHue
0eJIKOB) U BCcachlBacTCs B KPOBb BOPOTHOM BeHbl. KOH-
LIEHTpaLMs aMMHaKa B KPOBY BOPOTHOM BEHBI CYILIECT-
BEHHO BbIlUE, YeM B 00111eM KPOBOTOKE.

3. Karaboim13M aMMHOKUCIIOT U, CJIeIOBATeIbHO, 00-
pa3oBaHME aMMMaKa [IPOMCXOIST BO BceX TKaHIX. KoH-
LIEHTpalMsl aMMHaKa B KpPOBM OY€Hb Malla, TaK KakK OH
SIBJISIETCS] TOKCUYHBIM BELLIECTBOM U OBICTPO 00e3BpeXU-
BaeTcsl B kietkax. CojlepkaHie aMMHaKa B KpOBH B HOpMe
0,4—0,7 mMr/n, nim 25—40 MKMoJIb/J1.

4. ToKCMYHOCTh aMMMaKa CBS3aHa C €ro JIeUCTBHEM
Ha LEHTPaJIbHYK HEPBHYIO CUCTEMY.

5. IpyuMHBI TOKCHYHOCTH AMMHAKA:

* AMMMaK CBUTaeT peaklMio, KaTalIu3UpyeMyHo LIy-
TaMaTAeruiporeHa3oi, B CTOpoHy oOpa3oBaHMsI IJTy-
TamMara.

a-Kerornyrapar + NADH+H* + NH,—>
—>» Inyramat + NAD”

CHHKeHMe KOHIIEHTpalMM O-KeTONTyTapaTa BbI3bIBa-
€T yTHeTeHHEe OOMeHa aMMHOKHCJIOT (TpaHCaMHHHPOBA-
HHA) U TMIIO9HEPreTUYecKoe COCTOSIHUE (YTHeTeHHe
ITK).

* AMMMaK YCHJIHBaeT CHHTe3 LIyTaMHHA U3 IJIyTaMarta

B HEPBHOM TKaHHU:
[nyramar + NH, + ATP —>»
—>» [yramun + ADP + H, PO,



Hakoruienue rmyraMmHHaA B HEPBHBIX KIJIETKaX IIpHBO-
JAHNUT K ITOBBIHICHHWKO OCMOTHYCCKOI'O J1aBJIECHHSI U B 60Jl]:>-
LIMX KOHLIEHTPALIUSIX MOXKET BbI3BaTh OTeEK Mo3ra. CHH-
JKeHHe KOHUEeHTpPauHH rjyraMarTa HapyllaceT oOMeH
HellpoMeaHuaTopoOB, B YACTHOCTHU CHHTE3 Y-aMHHOMACJISA-
Hoi Kncyiotbl (FAMK) — OCHOBHOTO TOPMO3HOIO Meaua-
TOpAa:

Ilyramar —>» FAMK + CO,

OTO HapyliaeT IMNpoBeleHUEe HEPBHOIO UMIIyJbCca U
BbI3blBa€T CYIOPOTH.
* AMMHaK B KPOBH M LIMTO30JI€ oOpa3syeT noH NHj:

H+

NH \

3 > NH;

Hakonnenue NH, napymaer TpaHCMeMOpaHHbIiH nepe-
HOC MOHOB, B HACTHOCTU OJHOBAJIEHTHBLIX KaTHOHOB Na™t
H K', yTo Tak>Ke BJIMSIET Ha INpoBeJleHUEe HEPBHbIX UM-
I1YJIbCOB.

6. OGpa30oBaBLIMMCA B KJIeTKaX aMMHUaK CBA3blBaeTcCs
(o0e3BpexKHBaEeTCsA) M BLIBOAUTCS MOYKAMU B BUJIE KO-
HEYHbIX NMPOJAYKTOB A30THCTOro OOMeHa:

* MOYEBHHbLI — CHHTE3UPYETCS B MEUYEHH;
* AMMOHMMHHbBIX coJieit — 00pa3yroTcs B MMOYKaX.

CylluecTByeT HECKOJIBKO CITOCOOOB OOe3BpeKUBaAHUSL
M BBIBEJICHUS aMMUAaKa B pa3HbIX TKaHsX (CM. pUuc. 9.4).

TlepBas peaklius KaTaAJIM3UPYeETCsl NIYTAMHUHA30/, BTO-
pasi — AJIT. B sHTepoLiMTax aMMIAHas rpynna miyraMMHa
npeBpaijaercsa B aMMHaK, 3 aMUHOIPYNIa NIyTaMHHA — B
aMHMHOIPYNITY AJIAHUHA.

10. B mouykax rmyTaMHMH TaK>e noaBepraeTrcsi neu-
CTBHIO MIYTaMHMHAa3bl M pacluellIsieTCcsi Ha aMMHaK U
TJIyTaMaT, KOTOPBIH peabcopbupyeTcsi M BO3BpalllaeTCs
B KJISTKH TKaHel. InyramMmMHuasa nouyek aKkTHBHMpYeTCsl IpH

7. OCHOBHOM peaKnued o6c3Bpe’XMBaHUSI aMMHaKa
IIOUYTH BO BCeX TKaHSX SABJISETCH CHHTEe3 IIYTAMHHA OO
OeCTBUEM IIIYTAMHAHCHHTETA3BbI:

Intyramar + NH, + ATP —>
—> Diyramun + ADP + H, PO,

ItyraMuHcHHTeTa3a obJiagaeT BEICOKUM CPOACTBOM K
aMMHMaKy, U Giarojapsi 3Tok peakiliMM B KPOBU U TKaHSIX
noaAepKUBaeTcd HU3Kas KonnenTpauuss NH,.

8. IlyraMHH fABJIsieTCA TPAaHCHOPTHO#H ¢hopMoit aMMHa-
Ka, TakK Kak I[pelcTariisieT CO00M HEUTPpaJIbLHYIO aMUHO-
KHCJIOTY, CITOCOOHYIO JIETKO MPOHHUKAaTh Uepe3 KIIeTOY-
Hble MeMOpaHBI nyTemM oOJeryeHHoii aud¢ysum
(B OTJTMUME OT IJTYTAMUHOBOM KHCJIOTHI, TpeOyroiieil Mme-
XaHU3MOB aKTHBHoOro tpaHcnoprta). M3 mHormux opra-
HOB IJTyTaMMH ITOCTYyTaeT B KPOBb, B HAUOOJIbLIIEM KO-
JIMYECTBC — M3 MbILIK U Mo3ra (puc. 9.5).

9. OSpazoBaBLUHIICS B TKaHsIX NIyTAMHH TPaHCIIOPTH-
pyeTcs B NOYKM H KMIIeYHHK. B KiTeTKkax KMIlledyHHWKa OT
I'nH oTmaennsiercst amuaHas rpynna B Buae N H,, o6pazo-
BaBIUMICS rIyTaMaT TpaHCaMHWHUPYeETCcsl ¢ OOpa3zoBaHM-
eM ajiaHUHa.

[myramun + H,O —> Imyramat + NH,

Ilmyramart + INupyBar —>» o-KeTornmyrapar + AnaHUH

[nyramuna + H,O + IlupyBatr —>
—>» o-Kertornyrapar + NH, + Ananud

anMao3e, IMOJIYVIdeHHbIM aMMHUaK UCTIONIBL3YyeTCs AJIsI Heli-
TpaJlIU3alllMUu KHUCBIX IMPOAYKTOB U OOpa3oBaHUSI aMMO-
HHUUWHBIX COJIEH, KOTOPHbIEC SKCKPETUPYIOTCS C MOYOI.

DKcKpenusi coJjieii aMMOHMSI B HOPM€E COCTaBJISIET OKO—-
Jjo 0,5r/cyr.

DOTa peaklivs 3alllMIIA€T OPraHU3M OT MOTEPH C MOYO
HoHoB Na* u K', KoTopble TaKXE MOIYT HMCIIOJIB30BaTh—
Cs IJisl BBIBECIAEHMSI U30BITKA aHUOHOB.



11. Emre onHoii peakuiyeili o6e3BpeKBaHUsI aMMUa-
Ka B MO3re U HEKOTODPBIX IPYIrUX OpraHax siBjisieTcsli BOCc-
CTAHOBHUTeJIbHOEe AMMHHUPOBaHHME O-KeTorjyrapara Irnojn
JAeHCTBHEM IIyTaMaTAerMIPOre Hasbl, KaTaTU3UPYIOLLIEH
ob6paTuMyro peakiiMio. ONHaKO 3TOT IYyTh OO6E3BpeKU-
BaHMSI aMMHaKa B TKaHSIX UCIMONb3yeTcsl ciabo, xXoTs,
€CJIM YUUTBIBaTh IMocjeaypliee oopazoBaHUe IyTaMH-
Ha, SIBJISIETCSI BBITOOHBIM IUJIs KJIETOK, TaK KaK CIIoco6-
CTBYET 00€3BpEKHBAHHIO CPa3y 2 MOJIEKYJ NH,;:

a-Ketornyrapar % Myramat % MmyTtamuH

rnyramarv- rnyramumH-
aervgporeHasa CUHTEeTasa

12. U3 MBIILILL U HEKOTOPBIX JPYIrUX TKaHE H30BLITOK
a30Ta BBHIBOJAMTCA B BHAe ajlaHMHAa. O6Gpa3oBaHUE aJlaHU-
Ha B ®THUX OopraHax MOXKHO TIpEeACTaBUTh CJIeAYIOLIeH
CXEMOM:

PaaHbie aMMHOKMCNOTLE o-KeTornyrapar AnanHuH —» KpoBb

Pa3Hble keTokucnotsl Mmyramar Mupysar
NMmiokoza AMUHOKNCNOTHLI

AMUWHOTPYIINB pa3HbIX aMUHOKHCJIOT ITOCPEACTBOM
peakiIvii TpaHCaMHWHUPOBaHUSI TIEPEHOCITCSI Ha TUPYBAaT,
HUCTOYHHUKOM KOTOPOIO CJIy>KaT 6e3a30TUCThIE OCTAaTKH
aMMHOKMCJIOT, a TakKXe IJIIoKo3a. OcoO0eHHO MHOIo ana-
HHHA BBUIEJASIOT MbINNILI B CUIY UX OOJIBLIOI Macchl, a
TakoKe TTOTOMY, UTO paGoTarolliMe MBIIHLIBI 4acTh 3HEP-
MU IOJIy4aloT 3a cUeT pachajga aMHUHOKUCTIoT. O6pa3o-
BaBLIUIICS ajJIaHMH MOCTYNAET B NEeY€eHb, IAe NnoJaBepraercs

HenmpsAMOMY Je3aMHHUpPOBaHHIO0. [TonydeHHbI aMMH1aK
00e3BpeX1BaeTCs, a MAPYBAT BKJII0YAETCA B LTIOKOHeore-
He3. [)110K03a M3 MeYeHH NOCTYNAET B TKAHH U TaM B Ipo-
Liecce IIMKOJIM3a OKUCsieTesl 1o nupyBata. OOpa3osa-
HUE aJlaHMHAa B MBIIIIIAX, €r0 MepeHoC B MeYeHb U
TepeHOC IJTI0KO03bl, CHHTE3UPOBAHHOIA B [IeYeHU B 0Opar-
HOM HarpaBlieHUH COCTaBISIOT LI0K030-aJaHHHOBBII
MK (M. puc. 9.5).

13. B nevenn ammuak 06e3BpeX1BaeTCs IyTeM CBSA3bI-
Banus ¢ CO, u obpasopans kapbaMowidocdara. Peak-
LIMIO KaTanu3upyeT kapoamonidocarcunrerasa I, koto-
past ucrnionbayeT 2 Monb ATP. ®epMeHT oKanu30BaH B
MUTOXOHAPHUSIX renatonutoB. [TpomykT peakiimy — Kap-
0amonndochar — Menonb3yerca 3aTeM B OPHUTHHOBOM
uukie Kpebca—IeH3eneiita il CHHTe3a MOYEBHHBI.

14. OcHoBHasi yacTh aMMHaKa /11 Kapoamonidocdar-
cunTetassl [ mocTapnseTcs U3 KuieyHnka. Kpome Toro,
aMMHMaK MOXeT 00pa3oBaThCsl U B CaMMX relaToONMTAX
TyTeM Je3aMHHHPOBAHHKS AMUHOKHCIIOT, a TAKXKe THApPO-
JH32 TIyTaMHHA.



BuoreHHble aMUHBI AMWHOKUCNOTHI Hymeo‘mnu

AMMmnak
CuHTes CuHTtes O6pasosaHue O6pasosaHue O6pasosaHue
MOYEBUHSI rnytamMuHa anaHuHa rmytamara aMMOHWIAHBIX
(~25 ricyT) conemn

(~0,5 rfeyr)

Moar u
Apyrue TKaHu

Mbiwub!,
KULLEYHUK

Moar



1. MoueBHHa - OCHOBHOIM KOHEYHBIN MPOJAYKT a30TH-
cToro obMeHa, B COCTaBe KOTOPOro U3 opraHM3Ma Bbi-
BOAMTCH U3OBITOK a30Ta. DKCKpellnsi MOUeBHHBI B HOpMe
cocTasiser 0koJ0 25 r/cyr. CUHTe3UpYEeTCs TOJILKO B IT€-
YEHHU.

2. KaTaboy13M aMMHOKMCJIOT U 0Opa3oBaHHWe aMMHa-
Ka IPOUCXOIST BO MHOTMX TKaHsIX. JLIsi TpaHcnopTa a3o-

Ta U3 TKaHei# B le4eHb UCTI0Ib3YeTCs 3 COENIMHEHUS: Iy~
TAMMH, AJJaHUH U AMMHAK.
3. OpHAUTHHOBBI# UMK B [T€YEHU BBITTONIHACT 2 PyH-
KUMU:
* MpeBpalieHHe a30Ta AMMHOKMCJIOT B MOYEBHHY, KOTO-
pasi 93KCKpEeTUPYeTCS M MpeAOTBpallaeT HAKOILIeHHe
TOKCHUYHBIX IPOAYKTOB, [JIABHBIM 00pa30M AMMMAKA;

® CHHTEe3 aprHHHMHA M IOIOJIHEHUE ero ¢oHaa B opra-
HHU3ME. :

4. IloaHblii Hadop pepMeHTOB OPHUTHHOBOTO LIUKJIA €CTh
TOJIbKO B renaTolMTax.

5. B nocjienHeii peakiiMi HMKJIa, KOTOpasi IPOUCXOANUT
TOJIBKO B INEYE€HHU, MOoL NAEHUCTBMEM apruHa3bl apryHHH
pacnagaeTcss Ha MOYeBHHY M OPHMTHH. OpHUTUH BHOBb
MOCTYyNaeT B MUTOXOHAPUM U MOBTOPHO BKJIIOYAETCsl B
LIMKJI CUHTE€3a MOYEBHUHBI.

6. MoJieKkysla MOYEBUHEI COIEPXXUT 2 aToMa a30Ta:

* mepBblii aToM N* (pHrc. 9.6) mocTynaeT B IMKJI B BUIE
aMMHaKa, oOpa3yroulerocss B MUTOXOHApUsix. Peak-
LIS KaTaJu3upyeTcsl MUTOXOHApPHAJIbHOU Kapba-
MoundocharcuHTeTazoit 1 (uuMTomIa3MaTuyeckas
Kapb6amoundocdarcuHTeTasa 11 ygacTByeT B CHH-
Te3e MUPUMUIHNHOB).

« BTOpoii aTtoM N** (cM. puc. 9.6) BBOAUTCSH B MOYECBHHY
M3 acMapardHoOBOil KHCJIOTBI.
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Puc. 9.6. ITytn asota aMMHOKHUCJIOT B OPHUTHUHOBBIM 1mkin Kpebca—IeHzeneira.
E, — xap6amonndocdarcunrerasa I; E, — opHuTMHKap6aMonTpancdepasa; E, — aprMHUHOCYKLIMHATCUHTETa3a;
E, — aprMHMHOCYKIIMHaTHa3a; E; — apriHasa; E, — dymapasa; E, — manataerunporeHasa; E; — acnapraraMuHoTpaHcdepasa.

-
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1. B pe3ynasraTte kaTaboU3Ma BCEX aMUHOKHCIIOT 00-
pa3syercs 6 BellIeCTB, BCTyNalOILIMX B OOLIMI MyTh KaTa-
6onusMa (puc. 9.9): nupysar, auetui-KoA, o-keTormny-
Tapat, CyKUMHWI-KoA, ¢pyMapat, okcanoalerar.

2. AMMHOKUCJIOTBI, KOTOpbI€ NPEBpalialOTCs B IMUPY-
BaT U nMpoMexXyTouHble nmpoaykThel LITK (o-keTornyra-
pat, cykuutaui-KoA, dymapat, okcanoaneTar), MOTYT

IMpeBpaliaTbCss B UTOTE€ B OKCATOALIETAT U HCIIOJIL30BATh-

5. Psai aMHHOKHCJIOT HCIOJL3YETCS H LISl CHHTE3a III0-
KO3bl, H JJIfl CHHTE3a KeTOHOBBIX TeJl, TaK KaK IpeBpa-
11al0TCsI cpa3y B 2 NMpoAyKTa — onpenejieHHbI MeTabo-
aut OIIK u auetun-KoA (Mie) unu auetoauerat (Ipu,
MPeH, Tup). Takue aMHHOKHCAOTHI HA3bIBalOT CMEIIAH-
HbIMH, WIH NNIHKOKETOreHHbIMH (CM. puc. 9.9).

6. TTonHoe okMcneHUe 6€3a30TUCTBIX OCTATKOB aMU-
HOKMCJIOT 10 YIJIEKUCJIOrO ra3a U BoJbl peajibHOro 3Ha-
4yeHUsT He UMeeT. OCHOBHBIM IMYTeM HX MCHOJL30BAHHA
ABJISETCS IMIOKOHeoreHe3. DTOT MpoLece YCUINBAETCH
MpH roJIofaHUU M caxapHOM auaberTe.

7. be3a30THUCThIE OCTAaTKU aMUHOKHUCJIOT UCTTOJIb3YIOT-
Ccs NN BOCNOJIHEHHMSI KoaHYyecTBa MeTaboautoB OIIK,
KOTOpO€e 3aTpauyuBaeTCsl Ha CHUHTe3 OHMOJIOTMYECKH aK-
TUBHBIX BellecTB. Takue peakuMH Ha3bIBAOT aHAILIEPO-
THYECKMMH. MOXHO BBLAEJINTh S aHArJIEepOTUYECKUX

CaKLIMM:
peart Co,

1) AMHUHOKHCIOTBI —» l'IupyBaTL-y Okxkcanoauerart

(MepMeHT NUpyBaTKapbokcuaasa (KodepMeHT 6HOo-
THH) OOHapy>X€H B NeYeHH U MbIIILAX;

2) Ilmyramar o-KeTtornyrapar

IIpeBpallieHUE MPOUCXOAWUT BO MHOIMX TKAHSX MO Acii-
CTBMEM INyTaMaTAerHJporeHassl Wi aMMHoTpancdepas;

cA B npoliecce NIIOKOHeoreHe3a. OTH aMUHOKMCIIOThl 00-
Pa3y1oT I'PYIIy IMKOT€HHbIX AMMHOKHCJIOT.

3. Obpa3oBaHHe IIIOKO3bl H3 AMHHOKHCJIOT CTHMYJIHpYET
rOPMOH KOPTH30JI, KOTOPbIIf MHAYLIMPYET CUHTE3 dbep-
MEHTOB IJIIOKOHEOTEHEe3a B MEYEHH.

4. Ketorennbie aMuHoKHCJI0TH — JIn3, Jleit, Une, Tpn,
®en, Tup — B npoliecce Katabonn3Ma NpeBpalalnTCs B
aleToaneraT WM aneTua-KoA 1 Moryr ObITb HCTOYHH-
KOM KETOHOBBIX TeJl.



1. Yriepoauslii cKesieT 8 3aMEHHMBIX AMUHOKUCIIOT
(Ana, Acn, AcH, Cep, I, Ilpo, Iy, INiH) 1 nucTenHa
MOXET CHHTE3UpOBaThCsi U3 I0KO3kI (puc. 9.10).

2. o-AMMHOTIpPYIINa BBOOUTCSI B COOTBETCTBYIOLIHE
0(-KETOKHMCJIOTHI C TIOMOILBIO peakliii TpaHCAaMMHUPO-
BaHUsl. YHHBEPCAJILHLIM JOHOPOM OL.-AMHHOTIPYNIIbI ABJISA-
eTcs DIyTaMar.

3. HenocpeacTBeHHO nyTeM TpaHCaMHUHUPOBaHMS
MeTabonutos OIIK ¢ ryramaToM CHHTE3UpYIOTCS:

AnaHuH: my  o-Ketornyrapart
Mupysar AnaHuH
Acnaprar: rny o-Ketornyrapart

Okcanoauerar Acnaprar

Fnytamar: AmMuHokucnota KeTtokucnota

o-Kerornyrapar Myramar

4. IiyraMHH CUHTE3UpYyeTCs M3 IJIyraMara Inoj Aei-
CTBMEM INIYTAMMHCUHTETA3bI:

[yramar+NH,+ATP+H,0— [nyramun+ADP+H,PO,

5. AcnapardH CMHTE3MpYeTCcsl U3 acrnapTara M IJIyTa-
MHHa MoJ, IeiCTBHEM acriaparHHCHHTETA3bI:

Acnaprar+[iH+ATP+H,0 —Acnaparun+Iy+AMP+H PO,

6. Cepun ob6pasyercst u3 3-¢dochornuiepara — IMpo-
MEXYTOYHOIO TNMPOAYKTa ITMKOJIM3A.

7. IIMUMH CMHTE3UpYeTCS U3 CEpUHA B pe3y/bTaTe Jei-
CTBHSI CEPUHOKCUMETHITPaHCepasbi:

Cepunt+H,-donar —muun+3,10-vemunen-H,-gonar+H,0
8. IIpoamMH cuHTe3MpYeTCs U3 IIyTaMara:
[yramar — y-Ilonyanpnerun riyramara — — [ponun

9. YacTiuHo 3aMeHHMBble AaMHHOKHCJI0TBI Apr v THc CHH-
Te3UpYIOTCS B HEOOMBILIMX KONUYECTBAX, KOTOphIE HE
OTBEYAIOT MOTPeOHOCTSIM opraH13Ma. CiHHTe3 apruHiHA
TIPOUCXOIMUT B peakLMsIX OPHUTMHOBOrO LMKa, TueTH-
miH cuHTe3upyetcst U3 ATP u pubosbi.

10. YcnoBHo 3amMenumble aMuHOKHCAOTBE Tp 1 Huc
00pa3syloTcsl ¢ KCIOMb30BaHHEM He3aMeHNUMbIX aMMHO-
KMCJIOT:

+ QeHunanaHuH — Tuposun (rox aeictBueM peHuUNa-
JIAHUHTUIPOKCUIIA3kl).

* Jlnda obpa3oBaHMsl UMCTeMHAa HEoOXoaMMa cepa, J10-
HOPOM KOTOpOi#i BNsieTCS METUOHMH. B cuHTe3e uc-
TOJB3YIOTCS YINIEPOAHBIN CKeJIeT M O-aMMHOIpyIa
cepMHa.



CepuHokcumeTun-

NH2 TpaHchepasa
HC)*PhC-éFL—CKXDH ///r > H:N — CH. — COOH + H:0O
CepwH Ha-thonat FRALIH
N®, N'® — CHz — Hs-cbonat
2= hed T~ MUPUMNENHBI

/ . (TMMmuaunoBas Kucnora)
N°® — CHs — Hs-thonar l

l N®, = CH - Hs-ponar \ MNypuHoBOE SAPO

(atom C B nonoxexuu 8)
PereHepauns i

METUOHMHa

N — HC=0 — Ha-chonar \
IMypuHoBOE sppo

(atom C B nonoxexum 2)




1. HekoTOpbhle aMMHOKMCJIOTBI 1 UX ITPOU3BOJIHBIE MO-
ryT NOJBEPrarbCs NeKapOOKCHIMPOBAHMIO — OTIUEILJIEe-
HUIO O-KapOOKCHJIBHOM rpyrnmnbl. IIpoaykramMm peakKiLIMHU

sapisirorcst CO, 1 OMOreHHbIe aMHMHBI (Tabn. 9.4).

';" nekap6okcunasa ';:‘
H(I: - NH, > cl;H2 + CO,
COOH NH,
AmMuHokucnora BuoreHHsblii amMuH
AMUHOKUCNOTLI CepuH TpuntotgaH TuposuH MmyTamuHoBas MctuaguH
Kucnota
[poayKThl STaHonamMuH Tpuntamun Y-AMUHOMacnsaHas MmectamuH
pekapbokcunupo- KuecnoTa
BaHus
Buonoruyecku AueTunxonuH CepOoToHUH NodamuH FTAMK MmcTamuH
aKTUBHbIe
BellecTBa
®opmyna H3C-(|3=0 HO C‘;Hz CH2~CH>~NH: CI;OOH CH:~CH:~NH:
gH (hia o NH N
i NH: | HO CH, A
CH, OH CH,
N* NH
21 e =
H,C CH, CH,
®usnonornyec- | Bosbyxpato- | Bosbyxpatowmia Mepguatop TopMo3Hoii Menuatop
Kas ponb WU MeauaTop| MeguaTop CpepHux | cpepfHero otaena MeauaTop BbICIINX BocnaneHus, annepru-
BereTaTMBHOW | OTAENOB Mo3ra Mo3ra oTRenoB Mosra YecKux peakumi,
HepBHOM nuuieBapuUTenbHBLINA
cUcTeMsl ropMoH




