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UcTouyHMKM U nyTn obe3BpexnBaHus
aMMMUaKa B opraHusme

B nportecce sBomonun copMupoBaInuch
pa3IWYHBIe TUIIBI a30TUCTOTO OOMEHa,
KOTOpbIE KJIACCUDUITUPYIOTCS TTIO OCHOBHO-
My KOHEYHOMY TPOAYKTY: 1) ammoHuo-
meauveckul TUI, TJTaBHBIA KOHEUYHBIA
NPOAYKT — aMMmak (pwIOBI); 2)
ypukomeauueckuli TUAI, IJIaBHbIA KOHEY-
HBII TPOAYKT — MoueBas KHUCIOTa
(penTwiuu, NTUILI); 3) ypeomeauuecKui
TUMN, TJIAaBHBIM KOHEYHBIA NPOAYKT —
MOUYeBHUHA (MJIEKOITUTAIOIIINE).

[Momcuntano, 9YTO B COCTOSTHMY a30THC-
TOTO PAaBHOBECHSI OPTaHU3M 340POBOTO
B3pOCJIOTO YeJIOBeKa ITOTPeOJIIeT 1 BhIIe-
JsieT oKojio 15 r azora B cyTku. W3
9KCKPETUPYEMOTO C MOYOU KOJIMYECTBA
a30Ta Ha [I0JII0 MOYEBUHBI MPUXOAUTCS
85 %, xpeatunuHa 5 %, aMMOHUIHBIX
coneit 3—6 %, MoueBOM KUCIOTHI 1 % u
npyrue Gopmbel 3—6 %. B obpaszoBaHuu
MOYEBUHBI U aMMOHMIHBIX COJIEH TJIABHYIO
pOJIb UTpaeT aMMHUaK.

OCHOBHBIE UCTOYHUKUA aMMHaKa:
1) mocTymieHne aMMuaka u3 KUIIeIHUKA
B MOPTAJIbHYIO BEHY;
2) TpaHCIEe3aMUHUPOBAHNE AMUHOKWUCIIOT;
3) ne3aMUHUpPOBaHUE OMOTEHHBIX AMUHOB,

MaTepMa/\Izl U3 KHUTU:
A. A. YvpkuH, E. O. JaH4yeHko
«BNOXUMUA: YHEBHOE PYKOBOOCTBO»

IIYPUHOBBIX U IMMPUMUINHOBBIX OCHOBA-
HUIA,

4) nezaMuaupoBaHUEe TJIyTaMUHA U
acraparmHa;

5) OKUCIUTEIbHOE Je3aMUHUPOBAHUE
AMUHOKWCIIOT.

Dynkyuu ammuaka. AMMUAK BOBJIEKAETCS
(HeTmoCpeICTBeHHO MU Yepe3 TIyTaMiH) B
CHHTE3 MHOTHX KOMIIOHEHTOB OpTraHu3Ma:
3aMEHMMBbIC AMUHOKUCIIOTHI, TTyPUHbI, TN~
PUMUAMHBI, aMUHOCaxXapa 1 T. [I.

Toxcuunocmv ammuaxa. HecMoTps Ha
NOCTOsIHHYI0 npoaykuuio NH, B pasmuy-
HBIX TKAHSIX, er0 KOHIIEHTPAIMs B KPOBO-
toke Huskas (100—200 mxr/m). D10 CBS-
3aHO C TeM, YTO B OPTaHU3ME CYIIECTBYIOT
3¢ deKTUBHBIE MEXaHU3MBI TPaHCIIOPTa U
00e3BpeXMBAaHNUS aMMHUAaKa.

AmMmuak TokcrdyeH. OH BCachIBaeTCsT U3
KUIIEYHUKA B MOPTAJbHYIO BEHO3HYIO
KPOBb, IJI¢ YPOBEHb €r0 HAMHOTO BHIILIE, YeM
B 0o0mmeM KpOBOTOKe. B HopMme IIcueHb
OBICTPO 3aXBaTHIBACT AaMMUAK 13 TIOPTAILHOM
KpOBHU, U KPOBb, IMOKHUAAIOIIAS IT€UCHD,
MPaKTUYECKU CBOOOMHA OT aMMMaKa.

MonexyasipHble MEXaHU3Mbl TOKCUIHO-
CTH He JI0 KOHIIA IIOHSITHBI. TepMUHAIbHBIE
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WHTOKCUKAIIMN aMMUAKOM XapaKTepU3yIoT-
cs1 KOMaTO3HBIM cocTostHueM. [Toatomy oc-
HOBHOE BHUMaHUE MPU OOBSICHEHUU TOK-
CUYHOCTHM aMMUaKa CKOHIIEHTPUPOBAHO Ha
TOJIOBHOM MO3Te.

OpHolt U3 IJIaBHBIX TPUYUH TOKCUIHO-
CTM aMMMaKa Ha MOJIEKYJISIDHOM YPOBHE
SIBJISIETCSI €r0 CIIOCOOHOCTh BOCCTAHOBU-
TeJbHO aMUHUPOBATh 2-0KCOIIyTapar B
mIyTamMaT U MpeBpaliaTh mIyramaT B LIIy-
TaMUH. @epMEHTHI ITyTaMaTAeruIporeHasa
U TAyTAaMUHCUHTETA3a, y4acTBYIOIIUE B
9TUX peaklnsX, HAXOASTCS B MO3Tre B OOJIb-
110 KOHIIeHTpanuu. B pesymbraTe 2-0K-
corjiyrapaT OTBJIeKAaeTCs M3 I[MKJa
TPUKAPOOHOBBIX KHCJIOT. DTO MOXET
NpuUBECTU: 1) K 3aMeIJICHUIO pereHepanuu
oKcajoareraTta 1, Kak cle/[CTBUE, K Ha-
KorieHuIo aneTtuii-KoA u depe3 Hero K
KETOHEMMHU U aIuao3y; 2) K 0CIa0JICHUIO
MOTOKa MPOTOHOB U 3JIEKTPOHOB B
MUTOXOHIPUAJIbHBIE JbIXaTeJIbHBIC TIETTU U
cHizxeHu1o nipoaykiun AT® npexie Bce-
TO i1 KJIETOK TOJOBHOTO MO3Ta.

CHXeHue KOHIIEHTPAIuY TyTamara B
pe3ysbTaTe ITyTAMUHCUHTETa3HOU peakiinn
TIPUBOINUT K YMEHBIIIEHUIO KOHIIEHTPAIINT
Y-aMUHOMACJISTHON KMCJIOTBI, KOTOpPAst SIB-
JISIETCST BaXKHBIM HEUPOMETUATOPOM.

IToaTOMy B OpraHuM3Me €CTb CHCTEMBI
00e3BpeXUBaHUS aMMKaKa, B pe3yjIbTaTe
(GYHKIIMOHUPOBAHUS KOTOPBIX B KPOBU
MO e PXKUBACTCS HU3KAST KOHILIEHTPALUS
ammuaka (okojo 0,01 MMosb/m, 9TO B
IISITHCOT Pa3 MeHbIIE KOHIEHTPALMH TJII0-
KO3bI). YCIOBHO BBIJCISIOT MECTHBIE
(BpeMeHHOE CBSI3bIBaHME) U 00IITIe (KOHEU-
HbIE) MEXaHU3MBI 00€3BPEXKMBAHUS aMMU-
aka.

MecTHOe o6e3BpexmBaHue
amMMmMaka

OcyiiecTBisieTcsT B TKaHSIX (MO3T, ceTdaT-
Ka, MBINIIBI, MMeYeHb, MMOYKU U Ap.),
MPOAYLUPYIOIUX aMMHUAK, TPEMSI IIyTSIMU:
1. OCHOBHOI1 TIyTh — 3TO CBSI3BIBAHUE aM-
MHaka ¢ TJIYyTaMUHOBOM U pexe
acraparmHOBOM KMCJIOTaMH ¢ 00pa3oBaHUEM
COOTBETCTBYIOILMX aMUIOB — 21yMAaMuHa 1
acnapaeura (GEPMEHT 2AYMAMUHCUHMEMA3A).
I'yramMuH SIBJISIETCSI HETOKCHYECKOM TpaHC-
TOPTHO (hOpMOIT aMMUaKa 1 €ro KOHIIEHT-
paiusi B KpOBH 3HAYUTEIBHO BBIIIE KOHIICH-
Tpaly IPYTUX aMUHOKUCIOT (puc. 21.1).
2. AMuIMpoBaHUE OCTATKOB TIIYTaAMHHO-
BOI M acmaparnHOBOI KUCJIOT B COCTaBe
OCJIKOB.

COO NH; nymamuH- H,O CO—NH,
CH, gyremae_ CH,
CH2 Y CH2
| |
H=C—NH,* /2\‘ H-C—NH,*
coor  AT®M™ ano, pu COO"
L-Iytamar MmyTamuH
ymamuHa3sa
NH3 H,O

Puc. 21.1. ObpasoBaHue 1 pacnag rnyrammHa.

BUOXUMUSA
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3. BoccraHoBuUTeNIbHOE aMUHUPOBAHUE 2-
OKcoIuIyTapara B Tiyramar. [yramar B
peakmusax TpaHCAMUHHUPOBAHUS C
IUpyBaTOM oOpa3yeT aJlaHuH (0COOEHHO B
MBIIIIIIAX).

"MyTamMnH 1 anaHuH SBASOTCS Pe3epBHbIMM
1 TPaHCMOPTHBIMU (hopMamMK aMMUaKa.

O06111as1 cXeMa MECTHOTO 00e3BpeKIBAHIIST
aMMMaKa TIpeAcTaBieHa Ha puc. 21.2.

CraemoBbBIe KOJIHMYECTBAa aMMHUakKa
MIPUCYTCTBYIOT B CHIBOPOTKE KPOBU B BUIE
MOHOB aMMOHMSA. TpaHCIOPTHBIE (POPMBI
aMMHuakKa — IJIyTAaMUH W aJJaHUH — BBI-
TIOJHSIIOT ABE OCHOBHEIC (pyHKIMHU. [ny-
mamun SIBJISETCS TOHOPOM aMUIHOU
TPYIITBL IJIsI OMOCHHTE3a ITyPUHOBEIX a30-
TUCTBIX OCHOBaHMI, KapbaMouipocdara,
ITI0KO3aMUHA, TpUNTodaHa M Ip. COCIM-
HEHUU B TKAHSAX C BbPAICCHHOI
npoaughepamueroil axkmuernocmoio (KUAIIST-
HUK, OIYyXOJU U Ip.), a TaKXKe SIBISIETCS
OCHOBHBIM MCTOYHUKOM aMHUITHOU TPYIIITEI
JIJIT KOHEYHOTro 00e3BpeXMBAHUS aMMUa-
Ka B ITOYKax B BUJIE aMMOHUWHBIX COJICH.
Ananun TpaHCTIOPTUPYET aMMUAK B BUIE
AMUHHON T'PYINIH B IIEUYEHB, TOC MCIIOIb-
3yeTcsl TSI CUHTE3a MOYEBUHBI, a OCTaB-

IWHACS YTIAEPOTHBIA CKENIEeT CIYXUT JIIS
00pa3oBaHUsl TJIIOKO3BI B peaKIUsIX IJIO-
KOHEOTeHe3a.

OnucaH TIIOKO30-aJIAHWHOBBIN LUK B
CHCTEME MBIIIIIBI-TICYeHDb (B MBIIIIIAX OC-
BoOoXaeTcst 0koio 50 % ot obiiero myna
CBOOOTHBIX aMUHOKHUCIIOT, a TMeYeHb BbI-
JensieT okoso 85 % OT BBIBOAMMOTIO a30-
Ta B BUJIE MOYEBUWHBI).

Ha na puc. 21.3 npencraBieHbl TJIIOKO-
30-JITaKTaTHBI W TIIOKO30-aJTaHUHOBBIN
IIUKJIBL.

B r10x030-a1aHUHOBOM IIMKJIE TIIyTa-
MaT, oOpasyouiuiicss Mpu TpaHCAMUHU-
pOBaHUU, MMEPEHOCUT aMUHOTPYIIY Ha
nupyBar (MPOAYKT TIUKOJIM3a) C y4acTh-
eMm ¢epmenTa ATAT. CuHTe3upOBaHHBII
aJlaHUH TI0CTYNAeT B KPOBb U 3aTEM B IIe-
yeHb. B nurtosose rematouutoB AIAT
MEPEHOCUT aMUHOTPYTIY OT aJJaHWHA Ha
2-oKcoryTapaT, 00pasysi upyBaT U TIIy-
tamatT. ['yramaT 3aTeM MOCTYIIaeT B MU-
TOXOH/PWH, TNI€ TIOJ] ICVCTBUEM TIyTamar-
JIETUIPOTEHA3bl BHICBOOOXIAETCSI aMMUAK,
WJIN TIOJIBEPraeTcsi TPAHCAMUHUPOBAHUIO C
OKCaJIalleTaTOM C 00pa30BaHUEM acIapra-
Ta (JOHOP aToMa a30Ta JJIsi CUHTE3a Move-
BUHBI).

NHs, HAQGH

2-okcornytapart

Mupysat

AnaHvH
(50% m3 MblwwL)

> [nytamar

2-okcornyTtapart

AnAT

\
/

Y

Pwuc. 21.2. TpaHcnopTHble hOpMbl aMMMaKa.
BHOXHMHA
Y

"
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MNEYEHb KPOBb MbILLLIA
r-6-@ — > [nioko3a ———» [noko3a ——+—» [MoKko3a ——> [-6-O
I"ntokoHeoreHe3 Livkn Kopu mukonus
MnpyBaT <—» fakrar <———— Jlaktar <——— flaktar <> Mupysat
rnar
rny —> NHj3 Cny
TpaHcamunHMpoBaHue
AnAT MoueBuHa > MouesuHa (AnAT)
2-or + 2-or
Moykn (moya)
\i
AnaHnH == AnaHvH - AnaHuH

Puc. 21.3. [N0KO30-NaKTaTHbIN U FOKO30-anaHWHOBbIN LMKIbI (2-0r-2-0KCornyrapar).

O6Lwee obe3BpexmBaHue
aMMumaka

O611ee (KOHEUHOE) 00e3BpekUBaHUE aM-
MHaKa BKJIIOYAeT JBa IIpoliecca: odpa3oBa-
HUE AMMOHUUHbBIX COAeU 8 NOYKAX U MoUe-
BUHbL 8 NeYeHU.

O6paszoBaHue u BbiBEAEHNE
AMMOHUMHbIX CONen

B TkaHSIX, IpeuMyIIeCTBEHHO B MOYKaX,
ecTh epMEHT eaymamunasda, KOTOPHII
KaTaJn3upyeT OCBOOOXKICHIEe aMMIaKa 13
rayramMmuHa. @epMeHT aKTUBUPYETCS B
MIPUCYTCTBUM IPpoTOHOB. Imyramun + H,O
- TImyramar + NH,.

AMMBaK ymaasercss ¢ MOYoil B BHIE
uonoe ammonus: NH,+H*=>NH,*; coenu-
HEHHE C aHWOHAMM IIIaBEJIEeBOIM,
docdopHOIt, MOUEBOI U JIp. KUCIOT BEIET
K 00pa3oBaHMIO COJIel — oKcayaToB, (poc-
daroB, ypaTtoB u T. 1. B cyTku ¢ Mouoii
BBIIENSIETCS O0KOJo 1,2 T aMMOHUAHBIX
coJieii. DTO ITO3BOJIIET BHIBOOUTH U3
OopraHm3Ma He TOJHbKO aMMHaK, HO U
MPOTOHBI, 00PA3YIOIINECS B METa0OIU3ME.

320

TTosToMy BBIBEIEHUE COJIEl aMMOHUSI SIB-
JISIETCST BaXXHBIM MEXaHU3MOM PeTYIISIITNN
KHMCJIOTHO-OCHOBHOT'O PaBHOBECUS, NPHU
KOTOPOM HeNTparIm3ams HeOpraHmIeCKIX
1 OpraHUYEeCKMX aHMOHOB KaTHMOHaAMU
aMMOHHS cbOeperaeT BaxXHBIC IS
OpraHu3Ma KaTUOHBI Kalusl, HaTpUsl, Mar-
HUS 1 .

BroCKHTE3 MOYEBUHbI

OCHOBHBIM MEXaHU3MOM O0E3BpPEKMUBAHUST
aMMMaka SIBJISIETCSI CUHTE3 MOYEBUHBI B
neyenun. 3 ncciaenoBanmit mxoiasl M. I1.
[TaBnoBa caenyer, 4YTO MOYEBUHA
CUHTE3WPYeTCS B MEYEeHU, TaK KaK TP
BBIKJTIOUYEHUU TIE€YEHU U3 KPOBOTOKA ((pu-
ctynma Dkka-IlaBmoBa) B KpoBU pacTteT
(oHI cBOOOJHBIX aMUHOKHUCIOT, aMMHUa-
Ka 1 pe3KO YMEHBIIIAeTCsT COIepKaHIe MO-
yeBuHBl. M. B. Henuxnit u C. C. Canas-
KWH J0Ka3aJ1, 9YTO B TIEYCHU TTPOUCXOIUT
o0pa3zoBaHME MOYEBUHBI U3 aMMHaKa 1
yriekucinoTel. I'. Kpebc u K. T'enseneidt
(1932) mokazaiu, 4TO MHKYOaIlusl CPe30B
TeYEHU C Pa3IMIHBIMA aMUHOKUCIOTAMU
JTaeT MaJIblii BBIXOJ MOYeBUHBI. OIHAKO,

Marepnaabi U3 KHMIK:
A. A. YnpkuH, E. O. aH4yeHko
.~ «BNOXNMUNA: YHEBHOE PYKOBOACTBO»
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€ClIi T00aBUTh OJHY M3 TPeX aMUHOKUC-
JIOT — OPHUTWH, IUTPYJUTUH U apTUHUH —
00pa3oBaHNE MOYEBUHBI PE3KO BO3paCTaeT.
IIpu sToM Apyrve aMMHOKHCIOTBI TaKxke
CTaHOBSITCS TIPEIIIECTBEeHHUKAMU MOYEBH-
Hbl. Ha ocHOBaHuu stux maHHbIX I'. Kpedc
CO3/1aJT TIEPBBI B OMOXMMUY MeTaboTImIec-
KUUW OUKI MOYeBUHOOOpazoBaHusd. I.
Koen u C. PaTHep BBISCHWIN, YTO HAYaIb-
HOW peakIie 3TOro MUKJIA SABISIETCS CUH-
Te3 Kapbamouiadocdara.

W3 Mplmn u 1pyrux TKaHeil aMMHUaK
JIOCTaBJISIETCS] B TIEYCHb B BUJIC AAAHUHA T
enymamuna. VI3 KullleyHUKA TI0 BOPOTHOM
BEHE ITOCTYITaeT BCOCABIIMICS aMMuak. B
MUTOXOHJPUSIX TEMaTOIUTOB B PEAKIIUSIX
TpaHCAEe3aMUHUPOBAHUS OCBOOOXIAETCS
aMMuaK. AMMMaK BKJTIIOYAeTcsi B MeTabo-
JIN3M JABYMS ITYTSIMMU.

1. B yumo3zone ecenamoyumos n Opyrux
KJIETOK UMEETCS 2AYMAMUH3AGUCUMAs
kapoamounpochamcunmemasza 11 (KD
6.3.5.5.): L-Tnu-NH, + CO, + ATD +
H,0 = xapbamouapocpam + L-Tmy +
AZI®. BroT Kapbamomdocdar UCIToIb3y-
eTCsI TIPU CUHTE3€ NUPUMUOUHOBIX A30MU-
CMbIX OCHOBAHUI.

2. B mumoxondpusx eenamoyumog aMMu-
aK KOHIEHCUPYETCS C YTJIEKUCIOTOM,
Takxe o0Opa3ys kapbamounadocdar;
dbepmenT — aMMuak3aBuUcuUMas
kapbamouapochamcunmemasza 1 (KD
6.3.4.16.). Ilpu 3TOM pacXOAYIOTCS ABE
moutekyiabl AT®, u tpebyetcs crienmdu-
YecKUit akTuBaToOp — N-areTuIriyraMar:
NH, + CO, + 2 AT® + H,0 - kapba-
momndochar + 2 AP + H,PO,. D10
TepBast peakiusl CUHTe3a MOYEBUHEI.

3. Kapbamoundocdar BCTymaeT B IIUKI
MOYEBHUHBI 1 B3AMMOJICHCTBYET C OPHUTUHOM
(dbepMeHT opHumuHmpanckapbamousasa) ¢
obpazoBaHueM yumpyiiuna. OpHUTUH UTpa-
eT TaKylo Xe pojb, KaK oKcajoaleraT B
OTK. uTpyiuH TpaHCHIOPTUPYETCS U3
MUTOXOHIIPUA B ITATO30J1b.

4. EnonpHas opma IUTPY/UTMHA TIPU yIa-
CTUU apeUHUHOCYKYUHAMCUHMEmMAa3bl

EUDXUMHSA

(TpeTmii (hepMEeHT MUKJIA) B3aUMOJIECUCTBYET
C acmaparuHOBOUW KUCJIOTOW; ITpoIEecc
TpeOyeT 3aTpaThl OJHOU MOIEKyIsl ATO.
5. Apeununocykyunamauaza (IeTBEPTHII

depMeHT) KaTtaau3upyeT pacrapg
apeuHUHOCYKYyUHama Ha apTUHUH U
dymapar.

6. Apeunaza (ISATHIN DEepMEHT) pacIeIlIsIeT
aprTMHUH HAa MOYEBUHY U OPHUTWUH. ApTu-
Ha3a oOHapyxXeHa TOJIbKO B Me4YeHU, B TO
BpeMsI KaK OCTaJbHbIe (PEPMEHTHI TIPUCYT-
CTBYIOT B Apyrux TKausix. [loaTroMmy apru-
HUH MOXET CUHTE3MPOBATHCS BO MHOTHUX
TKaHSIX, HO CUHTE3 MOYEBUHBI TIPOUCXOJIAT
TOJBKO B TeueHU (puc. 21.4).

Pecynayus cunmesa mouesunsl: Kapobamo-
uagochamcunmemasa SIBISIETCS KJTIOYE-
BBIM (DEPMEHTOM M OIpENEeNsieT CKOPOCTh
BCero mpoliecca. AJUIOCTEpUIeCKA aKTUBH-
pyercst N-ayemunenymamamom, KOTOPBIT
CUHTE3UpPYyeTCsT U3 TJIyTaMaTa W alleTus-
KoA. CxkopocTh CUHTE3a MOYEBUHBI KOP-
penupyeT ¢ KOHIIeHTpalueir N-aleTuirmy-
Tamata. Bricokoe comep:kaHue OCIKOB B
MUIIE TIOBBIIIIAET YPOBEHb N-areTuiriry-
TaMara B TIEYEHU U YCKOPSIET CUHTE3 MO-
YEBUHBI.

MoueBuHa npoctoil auddysuein mo
TPAalMEeHTy KOHIIEHTPAIlUM BHIXOJUT U3
KJIETOK B KPOBBb U BBIACISIETCS C MOYOU
(oxomo 30 r B cytku). HebGomnbioe komm-
YECTBO MOYECBUHBI ITOCTYNAET B KUIIEYHUK,
rae pacnagaerca go CO, u H,O nox neii-
cTBUEM (bepMEHTa ypeassi.

YenmoBek 3KckpetupyeT 10 Kr MoOueBU-
HBI B TOI.

CyMMmapHOe ypaBHEHUE peakunin CUHTE-
3a MOYEBUHBI:

CO, + NH,*+ 3 AT® + acnaptar + 2 H,0
- MoudeBuHa + 2 AP + 2 PH + AMO +
PPH + doymapart

Bzaumocessv yukaa curmesa mMo4e8uHbvl
u IITK. Cunre3 mouyeBuHBI cBsizaH ¢ LITK
TpeMsl TyTSIMU.

Martepnaabl U3 kHuru:
A. A. YupkuH, E. O. [laH4eHko
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KapbamourngocgpamcuHmemasa NH-*
3
N-auetunrnytamar (IDI ICH
NH3+CO2+H20 7? NH20‘O""PO32- + (C|:H2)'3H+_>
2ATO 2A00 Kap6amoundocdar Soo 3
HsPO
34 OpHUTUH
NH, hH
OpHUmMuHmMpaHc- C= -
K&%5OMOUJ‘I§38 C,: 0 Cf OH coOo" ApaUHUHOCYKUUHam-
> NH NH + +H3N—('3H CuHmMemasa
| | T >
\ (CH2)s (CH2)3 CH, 7N
H3PO4 QH’NH3+ (I:H,N H3+ COO ATOD ﬁl\l\/ll)q)o
i i 4P207
COO COO H,0
LurpynnmH LuTpynmmH Acnaprar
(keTo-chopma)  (eHomnbHasa dopma)
'NH
2 3COO"
I i ApauHurocykyuHam- NH2 .
C.:_NHéc-;H nuasa S=NH; GO0
H “CHa - HG
I COoO NH + CH
(CHa)3 . (CH2)s Ccoo
CH-NH; CH-NH;*
COO- (IZO i dymapar
ApPrVHUHOCYKLMHAT AprvHuH H,0 dymapam-
Nﬁmsa N eudpamasa
COO”
HN-G—NH, NHs'  Ho-G-H
O (CHy)3 CH;,
CH-NH;*  COO
MoueBuHa COOr Manat
OpHUTKH
HAO*
ManamdezudpoeeHasa
HALQH+H"
coor
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Puc. 21.4. CyHTE3 MOYEBMHBDI.
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1. @ymapam, KoTOPHIA 00OpaszyeTcst B ap-
TUHUHOCYKIIMHATINA3HOUM peakinuu, sIBJIsI-
eTCs MeTabOoJIUTOM IIMKJIAa MOYEBUHBI U
IIUKJIa TPUKAPOOHOBBIX KUCIOT. [ToaTomy
3TH JBa IIMKJA CBSI3aHBI (JIBYXKOJIECHBIIA
«Besocutien» Kpeoca). Tem He MeHee, Kax-
IBIH TTUKIT (YHKIIMOHUPYET HE3aBUCHUMO,
U B3aMMOCBSI3b MEXIy HUMU 3aBUCUT OT
TPaHCIIOPTA TIPOMEXYTOUHBIX ITPOAYKTOB
MEXIy MUTOXOHIpHUEN U nuto3oneM. He-
kotopsie depmeHTsl LITK (pymaparrun-
paTtasza U MajaTaeruiporeHasa) UMeEIOT
n3odepmeHTH B 1uto3oiie. dymapar, 00-
pa3yeMblil B ITUTO30JI€, MPEeBpaIlaeTCsl B
manat u 3atreM B okcainoareraTr (LIIYK),
KOTOpHIE JTH0O Jajiee MeTaOOIM3UPYIOTCS
B IIUTO30JIe, JUOO TPAaHCIIOPTUPYIOTCS B
MUTOXOHJAPUU AJISI UCIIOJb30BAHUS B
HTK.

AcmapTraTr, KOTOPBII 00pa3yeTcs B MHU-
TOXOHIPUSIX B pe3yJIbTaTe TPAaHCAMUHUPO-
BaHUS oKcajioareTara u riyraMmara, TpaHc-
MMOPTUPYETCS B IIUTO30Jb, TAE SIBISCTCS
JIOHOPOM a30Ta B peakIilnu, KaTalu3upye-

MOW apTUHUHCYKIIMHATCUHTETA30M1
(puc. 21.5).
2. CO,, obpasyromuiica 8 HTK, ucromusb-
3yeTcsl JIISI CUHTE3a MOUYEBUHBI.
3. [1s cuHTe3a OJTHOI MOJIEKYJTbI MOUEBH-
HBI HEOOXOIUMO 4 BBICOKOSHEPIeTUUECKUX
dochartabix rpynms: 2 AT® ucnonb3yer-
csl ISl cuHTe3a Kapbamoumidocdara u 1
AT® — s cuHTe3a apTMHWHCYKIIMHATA
(mpu 5ToM AT® pacnamaercst Ha AM® un
H,P,0,, xoroprlii ruaponusyercs 10 2-X
monexkyn H,PO,). Iuki MOYeBUHBI CIIO-
COOCTBYeT IpeBpaIleHNIO OKcajtoaleTara B
¢dymapar (uepe3 acmaprar), pereHeparuu
okcayoarerara ¢ oopazosanuemM HAJIH B
MaJlaTIeTUAPOTeHa3HO peakumu. Kaxmast
mouiekyna HAJIH B pesyibrare mepeHoca
anekTpoHoB 110 III1D o6pasyer 2,5 ATD,
YMEHBIIasl, TeM CaMbIM, SHEPTeTHIECKUE
3aTpaThl JUISI CUHTE3a MOUYEBUHBI.
IIpoucxosxcdenue amomos azoma 6 Mo-
aekyne moyesunvi. OIUH aTOM a30Ta I0-
cTymaeT W3  KHUIIEYHUKA  WIH
nepudepuyecknx TKaHel W BKIIOYaeTCs

e Py Mapart

————— Manar HAIT
HAOH

Acnaptat

~—=p DymMapar

ApPruHuH
Lvkn
CUHTE3a MOYEBUHbI
OkcanoaueTtar ApPruHuHO-

CyKumHaTt

AcnapTar Lutpynnux /
Ll,wrpynnvk%)ﬂwmn

2-okcornyTtapar
rnytamar

MaTpukc muToxoHapumn

MoueBuHa

OpHUTUH

LUuto3onb

Kap6amoun

c¢ocpar

Puc. 21.5. Ceasb UTK v uvkna moveBuHbI.
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lhaBa 21

MCTOYHUKHN 1 nyTH O6e3Bpe>Kl/IBaHI/I$| dMMMaKa B OpraHn3imMe

yepe3 KapbamomiadocdaT; BTOPOU aTOM
a30Ta MOCTYIAeT B IUKJI MOYEBUHEI B CO-
cTaBe acmapTara, a aclapTaT, B CBOIO
ouepeab, MOJIydaeT aTOM a3oTa MPU
TpaHCAMMHHMPOBAHUU TIIyTaMaTa ¢ OKCa-
moareraToM. Kak M3BeCTHO, aTOM a30Ta
AMUHOTPYIITBI [JIyTaMaTa MPOUCXOIUT U3
AMUHOTLPYIIT AMUHOKKUCIOT TeueHu. I1o-
3TOMY BTOPOIf aTOM a30Ta MOYEBUHBI ITO-
cTymaeT us (hoHIa AMUHOKUCIOT ITEYCHH.

B xjimHUKO-71a60paTOPHON MpaKTHUKE
OLIEHUBAIOT COOEpXKaHME HeOEIKOBBIX
A30TCOJIepKAIINX KOMITOHEHTOB, Ha3bIBae-
MBIX ocmamouHbim azomom. B HopMme octa-
TOYHBIN a30T COCTABISICT 15—25 MMOIB/T 1
BKJIIOYAET a30T MoueBUHEI (50 %), aMUHO-
kucior (25 %), mouyeBoit Kuciotsl (4 %),
kpeatuHa (5 %), kpeatunuHa (0,5 %),
ammuaka u uagukada (0,5 %).

? Fn nepamMmmoHnemMmnis

TunepamMMoHuEeMIUY OBIBAIOT BPOXKIEHHBIE
WIN Pa3BUBAOIIMECS TIPU IIUPPO3e Tede-
HHU, KaTabOJIMIECKUX COCTOSTHUSX. JInmm-
TUPYIOIIMMU PEAKIIUSIMA CUHTE3a MOUYEBH-
HBI SIBJISIIOTCSI PEaKIUM, KaTaau3upyeMble
kapbamousngocdarcuHTeTaszoit (1), opHU-
THUHTpaHCKapOamMomas3oi (2) u apruHas3oi
(5). IToCcKOJIBKY IIMKJI MOYEBUHBI IIEPEBO-
AT TOKCUYHBII aMMHUAaK B HETOKCUYHYIO
MOYEBUHY, BCe HapYIICHUS CUHTE3a MOYC-
BUHBI BBI3BIBAIOT aMMOHUIHYIO MHTOKCU-
Kamuio: DTa MHTOKCUKAIWs Haubojee
BRIpaXeHa IIpu gedekTax 1 u 2 peakiimid.
KnuHnyeckne CHMIITOMBL: pBOTa B paHHEM
IETCTBE, M3beranue OoraToil GeakaMu
MUIIA, aTaKCHsI, COHJIMBOCTD, OTCTaBaHUE
B YMCTBEHHOM pa3BUTHUU. [T JIeueHus
WCMOJB3YIOT TUETHI, He IPUBOISIINE K
pOCTy aMMuaka B ChIBOPOTKe KpoBu. M3-
BECTHBI cienytomne aedekTsl GepMeHTOB
IMKJIa MOYEBHUHBI (OPHUTUHOBOTO ITUKJIA):
1) eunepammonuemus muna I (nedexr Kap-
b6amomndochaTcuHTeTa3kbl, CEMEITHOE 3a00-
JieBaHUe); 2) eunepammonuemus muna IT
(medexT OpHUTHUHTpPAHCKApOAMOUIA3EL,

BUOXUMHA
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CcBsI3aH ¢ X-XpOMOCOMOM); 3) uumpyiute-
Musi — PEIKoe PELEeCCUBHO HacleayeMoe
3a00JIeBaHNe,; CBsI3aHHOE C IedeKToM ap-
TMHUHCYKIIMHATCUHTETA3bl M COIIPOBOXKIA-
@TCs BhIIEIEHNEM ¢ MOUol 1—2 T muTpyn-
JIMHA B CYTKM M THOBBIIIEHHEM €ro
cofiep>XaHusI B KPOBU M CITMHHOMO3TOBO
KUIKOCTH; 4) apeuHuHCyKuyuHamauyuoy-
pusi — peIKoe PerecCUBHO HaclieayeMoe
3a00JIeBaHNE, XapaKTePU3YyeTCs ITOBBIIIIECH-
HBIM BBIIEJICHUEM C MOYOW M TIOBBIIIEH-
HBIM COACpXKaHUEeM B KPOBU U CIIMHHO-
MO3TOBOM XUAKOCTA apTMHUHOCYKITMHATA
(medeKT apruHMHOCYKITMHATINA3BL); 5) eu-
nepapeunuremus — aedexT apruHAa3HI,
BBI3BIBAIOIIMI [TOBBIIIEHYE  KOJMYECTBA
apTUHWHA B KPOBU W CITMHHOMO3TOBOM
KUITKOCTH.

Bce pedekTbl hepmeHTaTUBHbIX NpeEBpa-
LLIEHMIN B UMKIE MOYEBUHBI CONPOBOXAA-
HOTCA rMnepammMOHUEMUEN, T. €. MOBbILLIE-
Huem koHueHTpauuu NH,* B nnaswve
KpOBW.

Hexotopsle U3 3TUX OePEKTOB MPOSIB-
JISIIOTCSL B TIEPBBIE IBOE CYTOK ITOCIJIE POX-
neHus pebeHKa., DTu AedeKTH BEAYT K
HEeoOpaTUMbBIM | ITOPakeHUSIM MO3ra U pas-
BUTUIO KOMATO3HOTO cocTostHUs. Ilouemy
K€ yBelmu4yeHHas KoHueHTpauusa NH,* B
KPOBM OKa3bIBaeT TOKCUUYECKMIT 3pdexT?
Bo3MoxXHO, UTO MOBBIIIEHHBIH YPOBEHD
IyTaMuHa, 00pa30BaHHOTO U3 TIyTaMUHO-
Boit kucnothl 1 NH,*, 3a cuer ocmotuyec-
KuX 3¢ (GeKTOB BBI3BIBAET OTEK MO3ra.

Tepam/m TaKMX BPOXKICHHBIX COCTOSTHUIA TpE-
6yCT TIOMCKa OOITOJIHUTECIBbHBIX OMOXMMHUYECKIX
nyTeii BeiBoga u30pITka NH, ™ 13 opranusma.

1. Jlns nedeHus HEAOCTATOYHOCTU APeUHUHOCYK -
YuHamAUa3bl UCTIONB3YIOT U30BITOK apeuHuHd B
MUIIe TIPY YMEHBIIIEHUH TToTpebieHusI 6ekoB. B
TICYCHU apTUHUH pacriagacTcd Ha MOYEBUHY U Op-
HUTWH; OPHUTUH 3aTeM pearupyer ¢ KapoaMOuI-
docdarom ¢ odpazoBaHueM HUTPY/UTHHA. HuTtpys-
JINH KOHACHCHUPYETCA C aCliapTaToOM, 4YTO BCACT K
00pPa30BaHUIO APTUHMHOCYKIIMHATA, KOTOPBIA BbI-
BOJIUTCS C MOYOM. B aTOM CiTyyae Ha KaxIyio MO-

Marepua,u,l U3 KHUITU:
A. A. YnpkuH, E. O. laH4yeHKko
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lhaBa 21 McrouHukM 1 Nyt 06e3BpexxnMBaHus aMMUaka B OpraHusme

JIEKyJTy apTUHUHA TN YIAeTCsT YIATAT IBA aTO-
Ma a30Ta U3 opraHusMa (oAH 13 KapoaMondoc-
(bata, a BTopoii 13 acIrapariHOBOM KUCJIOTHI).

2. Jleuenue nedeKToB Kapbamourgocamcunme-
masvl i OpHUMUHMPAHCKAPOAMOUNA3bl NICTIONH3Y-
€T MHYIO CTpaTeruio 60pLOBI ¢ TUIIEpaMMOHUEMH -
eii. LIuTpy/immH v apruHUHOCYKIIMHAT HE MOTYT
WCIIOJIB30BAThCS IS CBSI3BIBAHMUSI aTOMOB a30Ta,
TIOCKOJIBKY MIX CUHTE3 HapylilleH. B atux ycrmoBu-
SIX M30BITOK a30Ta aKKyMYJIUPYETCST B BUIIE TJTU-
[IMHA U TIIyTaMUHA. DTU IB€ AMUHOKUCIIOTHI yIa-
JISTIOT W3 OpTaHU3Ma IyTeM BBEICHUS 001bUiUX
Koauvecme 6eH30UHOU KUCA0OMbL UAU PeHUAYKCYC-
HOU Kucaomul Ha ghone manobeaxosol duemsl. beH-
30ifHasT KMCJIOTa TIpeBpalaercs: B 6eH3omI-KoA,
KOTODBIi 3aTeM B3aUMOJCIHCTBYET C TTTUIITHOM 1
a30T ¢ MOYOI BBIBOAUTCSI B BUAE TUIIITYPOBOIL
KUCJIOTHI. AHAJIOTMYHO (heHWITyKCYCHAasT KMCIOTa
akTuBHpyeTcs B dheHmmaneTwi- KoA, KOTopsIit
B3aUMOJICHICTBYET C TIIyTAMUHOM U a30T BBIBOIUT-
csl ¢ MOYOH B BuAe (heHUIAIETUITIyTaMUHA
(puc. 21.6.).

B o6uwem Buge npuobpeTeHHble rm-
nepaMMOHMEMUN BO3MOXHbI B ABYX
cutyauuax: 1) noctynneHve ammua-
Ka, Kak Npy COCTOSIHUM 340POBbS, HO
neyeHb NopaxeHa; 2) yHKLUMs neye-
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HW He HapylleHa, HO YBENMYeHO Mno-
CcTynneHne ammMmuaka.

Mpv aHanu3e nNepBo cuTyaummn cneay-
€T YUMTbIBaTb, YTO BCE (PEPMEHTBI LINK-
1a MOYEBUHbI, 3@ UCKITHOUYEHMEM aprn-
Ha3bl, MOTyT ObITb BO BHEMEYEHOUHbIX
TKaHsX. Ho H1 B OQHOW U3 HUX HET CUH-
Te3a mMoyeBuHbI. [ToaTomy npu nopa-
YKEHMWN NeYeHN BO3HUKAET runepammo-
Huemus. MNMpn unppo3e neyeHn m3-3a
NopTO-KaBasbHbIX aHAaCTOMO30B CO-
JepXaHne aMmmMmaka B KpOBU MoBbILLa-
eTCs JOMONHUTENBHO, YTO ycyrybns-
eT MHTOKCUKAaLUIO. Mpn
kaTabonmnyeckmux coCTossHUSAX (TpaB-
Mbl, OMyXOMK, KaxeKcusl) neyeHb nepe-
rpy>xaeTcsa NocTynatoLLMM aMMUaKoM,
KOTOPbI He ycrieBaeT NPeBpaTnTLCS B
MoueBUHY. Ecnn 310 cocTosiHME OTS-
roLaeTcsi nopaXxeHnem renaroumTos,
BO3MOXHO pa3BUTME NEYEHOYHOW
KOMbI. B neyeHnmn ncnonb3yoT mano-
©enkoByto nuLly, obMeHHOe nepenu-
BaHWe KPOBW U CTUMYNATOPbI LnKNa
MOYEBUHbI (APTUHWH, NPOTAMUHBI, HE
rmaponuayemblin aHanor N-auetunrmy-
Tamata — N-kapbamowunrnytamar).
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