OBMEH AMMMUAKA.
NCTOYUHUKN aMMMUaKa.
NMpeBpalleHne aMMMaKka B
TKaHAX.




OCHOBHbIM UCTOYHUKOM
aMMMuaKa siBnsieTca karabonusm
AMUWHOKMUCJIOT B TKaHSAX.

Yactb aMMuMaka obpasyerca B K/1eTKax npm
pacnage asortcoaep>xalwmx coegunHeHum
(6MoreHHbIX aMMHOB, HYKJZ1€OTUAOB M AP.),

a TaK)>Xe npv rHmeHnmn 6enNKoB B KMLLUEYHUKE B
pe3ysibTaTe AeATesSIbHOCTU MUKPOMOoPpbI.
Kata6onansMm aMMHOKUCNIOT n obpasoBaHue
aMMMaKa NMpomcxoamuT BO BCEeX TKaAHAX
opraHm3sma. s




N3 opraHmaMma aMMMaK BbiBOAUTCSH NOYKaMu B
BuAe KOHEeYHbIX NPOAYKTOB a30TUCTOro
obMeHa:

® MOYEBMHbI - CAHTE3UPYETCH B NeYeHU;
®¢ aMMOHMMUHBLIX coJsien - 06pa3yroTcsa B NoYKax.

BuoreHHbie AMHHE AMUHOKHCIOTHI Hyxneoruasr

Mouennna [nyTaMuH Anarmvn [nyramar  AMMOHWIHBIC cOMH
(~25 r/cyr) (~0,5 r/cyr)

MEIIR, MO3r M, | I ‘ l
[ ITeuens ] (ﬂ PR TKRHH] KHIUC‘!HHK] Moar [Mouku



OCHOBHOM peakuueun obesBpe>xmBaHuUA
aMMuMaKa nouYTM BO BCeX

TKaQHAX ABNISAETCA CUMHTE3 rJiyraMmmHa nog
AEeUCTBUEM rmyTaMMHCUHTETAa3bl:
rnyTaMMHCUMHTEeTa3a obnapaeTt BbiICOKUM
CPOACTBOM K aMMMaKky un bnaropaps
3TON peaKLMU B KPOBU U TKAHAX

noaaep>XXBaeTCA HU3Kasa KOHLUEeHTpauua
NH..
3

LIyTammener |
Lyranar 4 NH, # AT = [yttt + AL 4 11 PO



[MyTaMMH MOXXHO

CYMTaATb TPAHCNOPTHOMN (hbopMOWN
aMMMaKa, OH SABJISIeTCH
HeuTpasibHOU aMMUHOKMUCIIOTOUN M
Cnocob6eH s1erko NpoHUKaTb 4yepes
KJ1IeTOUYHble MeMbpaHbl nyTeM
obneryeHHov audpdysum .
nyTaMuH nocrtynaeT B KpoBb U3
MHOIMX opraHoB, B Hanbonbwem
KoJZimyecTBe - U3 MbilluL M Mo3ra.



N3 TKaHEeM r1iyTaMuH TPaAHCNOPTUPYETCA B NOUYKU U
KMWEeYHUK. B kneTkax KMweyHuka noa AeNCTBueM
cdbepMeHTa rnyraMmmHasbl MPOUCXOAMT OTLUEernJIeHue
amuaHou rpynnbl B Buae NH, a o6pasoBaBlumnmcs
rnyrTamMart ¢ noMmoubio AJIT npeBpaljaeTca B aJiaHUH.

TakuMm o6pa3oM, B 3HTepoLMTax aMmmaHasa rpynna
rnyTaMmHa npesBpallaeTca B aMMMaK, a aMMHorpynna
rnyTaMmHa - BKJIlOMAaeTCa B COCTaB aJlaHUHa.

| IVTAMHHA3
[ayramsn + H,0 » [yramar + NH,

\IT
Lavramiar + [lupysar » (-Kerorayrapar + Aratis




B nouykax rnyTaMumH TakKxe
noaBepraeTrcs AeucTrBuio

cdbepMeHTa rnryrTaMmHasbl U
pacllerJisieTcs Ha rnyramMart, KOTOpPbIU
peabcopbupyerca n Bo3BpaljaeTcs B
KJIETKU TKaHen, 1 aMMMnaK.



FnyrTaMmnHasa NnovyeK aKTUBMpPYyeTCH nNpu
aumpoze; obpasosaBLIMNCA aMMMaK
MCMNOJib3yeTCA AN HeUnTpaan3aunum KUCNbIiX
npoaAyKTOB n 06pa3zoBaHUA aMMOHMMUHDIX
coneun [B ocHoBHoM, NH,CI, (NH,),SO, ],
KOTOPbIe SKCKPEeTUPYHTCA C MOUYOM .
JKCKpeuusa cosiem aMMOHuMSA B Hopme -0,5
r/cyr,

npv auvaose - ao 10 r/cyr.

STOT NyTb BbiBeAeHUA aMMMaKa:

® noaaep>XuBaeT KUCJIOTHO-LeJIOHHOU 6anaHc
B HOpMe;

¢ 3aLMuUlaeT OpraHu3sM OT NoTepm C

Mo4you moHoB Na+ mn K+



Mcnonb30BaHMUe rayrTaMmMHa B NouKax AN noaaepIXaHvs
KMCJIOTHO-LEeNIOYHOro 6asaHca

H H
|

@ Cayramar

| avrammnasa Aerwaporenasa
Cayravus va - » Dayramar ol + a~-Kerorayrapar —
HO ) A\




B mo3re ansa obesBpe>xmBaHUA aMMMakKa
MCNOJIb3yeTCH p-1 BOCCTAHOBUTEJIbHOIO
aMMHMPOBAHMUA a-KeTorjyrapara noa
AeNCTBUEM rnyramMmargernaporeHasbl. 9TOT
nyTb B TKaHAX UMcnonb3yeTcs cnabo.

Ecnv yuntbiBaTb BO3MOXXHOCTb nocneayrowero
obpasoBaHusA rnyraMvHa, OH ABNSIeTCH
BbIrOAHbIM AN KJ1IETOK, TaK KakK cnocobcreyeT
obesBpe)xxmBaHuio cpasy AByX Monekyn NH:

Mo’ () Mor AT (i) Ao
o-Kerornyrapar \‘-/ » Tnyrawar W , Layras

[‘yravaryieriporeHasa [ yraMHHCHHTETA




N3 MbiLlL, KJIETOK KMLUEYHUKA U
HEKOTOPbIX APYrMX TKaHen n3bbITok
a30Ta BbiBOAMUTCHA B KPOBb B

Buae aJiaHuHa .

Pastbie AMHHOKHCIOTH a-Ketormyrapar Anannn — Kposs

Pa3HEIe KETORUCTOTHI [yramar XI]upyna'r

/\

[mokoza  AMMHOKHCIIOTHI



Oco6eHHO MHOro aslaHuHa
Bbl1€/ISIOT MbILlLbl B CUJY UX
60/1bLLIOU MACChbI.

Pa6oTawouime MbilliLbl 4YacCTb
SHeprmm MOryT noJiydyartb 3a cuer
pacnaga aMUHOKMUCIOT.

Pazsie aMHHOKHCIOTH a-Kerormyrapar \nanim —s Kpossb

Pa3HEBIC KETORUCTOTHI [ayramar XI]upylm

/ N\

[mokoza  AMHHOKHCITOTBI



ANnaHvH NOCTynaeT B NeYyeHb,

rae noaBepraerca Ae3aMMHUPOBAHMUIO.

AMMMak obesBpe)xxmBaeTcs B npoLecce CMHTe3a
MOYEeBMHbI, @ NUMPYBAT BKJIlOYaeTCHa B
rnrokoHeoreHes wau OlNK. NokKko3a U3 neyeHu
noCTynaeT B TKaHM U B nNpoLuecce rnamkKosnunsa
OKMCNnseTcsa Ao nmpysarta. ObpasoBaHue aflaHUHaA B
MbllULlaX, ero nepeHocC B Ne4YyeHb U nNepeHocC
rNMoKoO3bl B O6paTHOM HanpasBJIeHUM

COCTAaBJIAOT NMIOKO30aJIaHUHOBbIU LUK .

MBILLILLA INEYEME




B neyeHn aMMMnak ob6esBpexxmBaeTcs NyTeM CBA3bIBaHUSA
c CO, n o6pasoBaHua kapbamounndgocdara .

Peakuuio kaTanumsmpyer
kapbamoundgocohdarcuHTerasa I, KoTopas mcnosb3lyer 2
MOoJib AT®D. ®PepMEeHT - B MUTOXOHAPUAX renaTounToB.
NMpoAayKT peakuuum - kapbamoundocdar - BKIOYaeTcs B
OpHUTUHOBbLIN UMkn Kpebca-FeHsenenta gna cMHTE3a

MO4YE€BUHDbI.

oD pasosaHmne KapbSamownndroocddhara
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Nyt o6bMeHa a3oTa, aMMHOKUC/IOT U aMMMaKa.
A - BblBeleHMe a30Ta U3 MbILlL U KULLEeYHUKa B coCTaBe

aJiaHUHa

M rNyTaMMUHa;

b - BbiBeAeHue a3oTa U3 Mo3ra v MbilliL B BUae rnyraMmmHa;
B - SKCKpeunsa aMMMaKa M3 NnovyekKk B Buae aMMOHMMNHbIX COJIen;
" - BKJIlOYEHME a30Ta aMMHOKUCIOT B MOYEBUHY B NEeYeHM
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OpPHUTUHOBDLIN LUK

MoyeBMHOOOGpa3oBaHMUA.
(uvkn Kpebca-revseneurta).

OCHOBHbIM M@€XaHM3MOM ob6e3Bpe>xuBaHuA

adMMUUaKa B
opraHnN3me aABinsdeTcs 6MoCMHTE3 MOYEBMUHDI.




Bonbwasa yactb cBO60AHOro aMmMmumaka m a3orTa
B coctaBe AK (rnyramMvH, aslaHuMH) NOCTynaroT
B NeYyeHb, rpe m3 HUX CUHTe3npyeTcs
MOoYyeBMHa - OCHOBHaA (pbopMa BbiBeAeHUSNA
a30Ta M3 opraHu3Ma 4yesioBekKa.

MouyeBuHa (kapbamug) — amMua YyrosibHOM

KUC/IOTbl — COAEPXXUT 2 aTOMa a30Ta, OAVH U3
aMMMaKa, ApYrom — M3 acnaparuvHa.

O
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C
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PeakLuum OPHUTUHOBOIO LMKIa

NMpeaBapuTenbHO B MUTOXOHAPUAX noAa
aAencremeM kapbamoundocdarcuHrerasbl I ¢ 3aTpaTom
2 AT® amMmmak ceasbiBaetca ¢ CO2, ob6pasyercs

kap6bamoundocdar:




1. B MuToxoHapusax c yyacrmem
dbepMeHTa
OpHUTUHKap6amMmountTpaHcdepasbl
obpa3syercs UMTPYJUJIMH.




2. B uMto30s5ie aprmHMHOCYKLMHATCUHTETa3a C
3aTpaton 1 AT® cBsi3biBaeT LUMTPYJUJIMH C
acnaprartoMm u obpasyetr aprmuHMHOCYKLUMHAT
(apruHHOSIHTapHasa Kucnorta). PepMeHT
Hy>xaaetca B Mg2+.

Acnaptat — UCTOYHUK BTOPOro atoMma a3soTa

MO4YEBUHDI.




3. B uMto3o/sie apruHMHCYKUMHaT/IMa3a
pacwennser aprmHUHOCYKLMHAT Ha
apruHuH v doymapart (amMmuHorpynna
acnaprtaTta OKa3blBaeTCHA B apruHuHe)
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4. B umMto3o0s1e apruHa3a rmaponu3syeTt apruHuH
Ha OPHUTUH U MOYEBUHY. Y aprmHasbl
KodakTopbl MOHbI Ca2+ v Mn2+,
MHIrMGMTOPDbI - BbICOKME KOHUEeHTpauum
OPHUTUHA U Nn3nHa. O6pasyroLWMNCA OPHUTUH
B3aMMoaencTByeT C HOBOU MOJIEKYJIOMU
kap6bamoundocdarTa, n UMK 3aMblKaeTCH

== ﬂ%
. eSS e -



OpHuTHMHOBDLIN LUKN Kpebca-
FeH3eneura.

i Ty pyruiseass

Z2Z AT =+ Pi
KapGSamosmundpooccpar




CyMmMmapHoOe ypaBHeHue .
NH; + CO, + 3AT® + acnaparnHoBasa kucnorta + 2H,0 —
MouyeBMHa + pymapart + 2A0P +2D + AMOD + OD
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B3anMoCBSi3b OPHUTUHOBOIO LMKMA U obLwero
nytm katabonmama (UTK).

dymapart, obpasyrouwimmnuca B pesynbrarte
pacujenJieHMss aprmHMHOCYKLIMHAaTa,
npespaLljaeTca B MaJsiaT, KOTOpPbIX 3aTeM
nepeHoCUTCa B MUTOXOHAPUU, BKJIIOUAETCH B
LITK, o6bpa3syeTcs okcasnoaueTtaT. OTa peakuus
conpoBoXpaaertcAa BbiaeneHuem 3 ATO,
KOTOpbleé KOMMEHCUPYIOT 3aTpaTbl 3HEepPrmm Ha
CUHTE3 OAHOMN MOJ1eKYyJibl MOYEBMUHDI.

iy
g uTpar
r TK Ll KapGamoun- OpnuTunoBma APTMHUHOCYKUMHAT
Dymapar U a-Kerornyrapars g l\‘

CYEAMH&T CyxumHmnn-KoA A‘.)/rz:"'“" Dymapar
\/
OpHUuTUH OpHUTUH pMouesmHa



DHepreTnyeckmm 6anaHc OpHUTUHOBOIO
LUMKAa.

Ha cMHTe3 1 MOYeBMHbI PacxXxoaAyroTCS

4 cBA3n 3 ATO.

[lonosiHuTeNbHbIE 3aTpaTbl 3HEepPrmm
CBSfi3aHbl C TPAHCMeMbpaHHbIM
nepeHoCcoM BellecCTB U dKCKpeuneu
MOYEBMUHDI.



OpHMUTMHOBLIU LUMKJ1 B NeYeHU BbiNoJiHAeT 2
DYHKUMNMN:

1. npeBpalwleHue azota AK B MOUeBMHY,
KOTOpaAa dKCKpeTUupyeTca v npeaorspallaer
HaKoOMNJiIeHUe TOKCUYHbIX NPOAYKTOB, NMaBHbIM
obpa3zoMm aMmMMaka;

2. CUHTE3 aprmHuHa M nonoJiHeHue ero
¢oHAa B opraHusmMme.




DPPEeKTUBHOCTb paboTbl OPHUTUHOBOIO
LMKJ1a NP HOPMAJZIbHOM NMUTAHUM YeJsioBeKa
M YMepEeHHbIX (PpU3nyYeCcKmnX Harpyskax
cocTtaBnsetr npuMmepHo 60% ero MOLWHOCTM!.
3anac MOWHOCTM HeobxoauMm ans
n3bexxaHmAa rmnepaMMoOHUEMUMN.
YBenmnyeHme CKOpPOCTU CUHTEe3a MOYEeBUHbI
NPoOUCXoaAuUT NpU ANUTENbHON (PU3NUYECKOU
pa6boTe uav gAMTenbHOM roJsiogaHum,
KOTOpOe CONnpoBOXAAeTCHA pacnagom
TKaHeBbiX 6enkos.



HekoTopble NnaTosiormyeckue CoCTossHMSA,
XapakKkTepm3yroumecss MHTEHCUBHbIM
pacnaaom 6enkoB TkaHen (CaxapHbIN
anaber v Ap.), TaK)Xe CoOnpoBOXKAAlOTCA
aKTUBaLueun OpHUTUHOBOIO Lukna. Npn
n36bITOYHOM 6€/1IKOBOM NMUTAHUM
Konmyecteo pepMeHTOB OPHUTUHOBOIO
LMKJ1a B Ne4YeHn yBeJIMUuMBaeTCs, YTo
NMPUBOAMNT K UHTEHCU(dMKaLUUN CUHTE3a
MOYEBUHDI.



BbiaeneHume a3ota U3 opraHmsma.

A30T BbIBOAUTbCH U3 OpraHn3Ma C MOUYOM,
KaJIOM, NOTOM M C BbiAblXaeMbiM BO3yXOM B
BMAe pas/InuHbiX coeanHeHnn. OCHOBHaA
Macca a30oTa BblgeNnsieTcsa C MOUYOM B BuAae
MouyeBUHbI (A0 90%).

B HOpMe COOTHOLWEeHUe a3oTcoaeprKalimx
BellecTB B MOYe cocCTaB/isseT: MouyeBuHa 86%,
KpeaTuHuH 5%, aMmMunak 3%, MoyeBasa KMCJZIOTa
1,5% wn gpyrue Bewecrtea 4,5%.

DKCKpeuunsa MOYeBUHbI B HOpMe coCcTaBnsieT
25 r/cyrt, conen ammonuumsa 0,5 r/cyr.



TMNEPAMMOHUWEMMAL.

AMMMaK npeBpaLlaeTcsa B MOYEBUHY TOJIbKO B NeYeHy,
no3TOMY nNpu 3abosieBaHUAX NEeYEeHNn WM
HacneaACTBEeHHbIX aAedekTax (pepMEeHTOB

Habnropaaercsa noBbilleHUe coaep>XaHUA aMMMaKka B
KpoBu (rmnepaMMOHEMMUSA ), KOTOpOe OKa3biBaeT
TOKCHYEeCKoe AeNCTBUe Ha OpraHusmMm.
f'MnepaMMOHMEMMSA CONMPOBOXXAAETCH C/ieaAyolnmm
CUMIMNTOMaMMm:

® TOWHOTA, PBOTA;

® rOJIOBOKpPY>XEeHue, cyaoporu;

® noTepsi CO3HAHUSA, OTeK Mo3ra (B TAXeNblX CyJvasx).
Bce nepeuyncneHHbleé CUMNTOMbI 06yCNOBJ1E€HbI
AeNCTBMEeM aMMMaKa Ha LIeHTPaJIbHY HEPBHYHO
CUCTEMY.



Bce HapyweHUs OPHUTUHOBOIO LMKJa
NnPpUBOAAT K 3HAUYUTEJIbHOMY MNOBbLILWEHUIO B
KPOBM KOHLUEHTpauMmu: aMMuaka, rnyraMmHa
, aJlaHUHa.

Ana cHMXeHusa KoHueHTpauun NH; B

KpoOBM M obsieryeHmns COCToOSSHMA 60/1bHbIX

pekoMeHayeTcs: MmanobenkoBasa aoveTa;
BBeaeHue MmetabosmTtoB OPHUTUHOBOIO

uukna (aprmHuUHa, UMTPYJUJIMHA, riayrTamMmara),



nytTmn NCnoJib30BAHUA
BE3A3OTUCTbIX OCTATKOB
AMMNMHOKUNCAIOT



KatabonmamMm aMMHOKUCAOT -3TO
o6bpa3oBaHMe LLeCTn coeauHEeHUMN,
ABnslOWMxXca metabonntamm
OlNK: nupyBaTt, auetun-KoA,
a-KeTornayrtapaTt, CYKLUUHUII-
KoA, dymMmapart, okcanoauerar.



K rniokoreHHbIM OTHOCATCA aMUHOKMUC/OTbI , NpH
pacnagae KoTopbix o6pa3yroTca nMpysBaTt U MeTabonuTol
LUTK, HanpuMep, oKkcasnoauerTat uam ad-Ketornyrtapart. B
AanbHeunweMm ob6pasyrwouwmecs merabonurtol LUTK Mmoryr
YyXOAUTb Ha CUHTE3 rNM0KOo3bl .

CTporo KeToreHHbIMU1 AABJIAIOTCA JIN3UH U JIEULUMH, NPU
MX OKUCNIeHUU obpa3yeTcsa UCKTIOUYUTESIbHO
aueTun-SKoA. OH npMHMMaeT yyacTtve B CUMHTe3e
KETOHOBbIX Te€J1 , XXUPHbIX KUCJIOT M XOoJiecTtepona.
CMewaHHble aMMHOKMCIOTbl U3 HUX obpasyeTrcs
nupyBaTt, Mmetabonutbl LLTK n aueTnn-SKoA
(dbeHnnanaHumH, TUPO3UH, N30J1€eMLUMH, TPpUNTOoMdaH).
ATOMBI yrnepoaa MOryT BKJIlOMaTbCA KaK B iMnNuabl, Tak
U B r1IOKO3Y.



NMonHoe okucneHune 6e3a30TUCTbIX OCTAaTKOB
AMMWHOKMCIOT A0 YIrJ/IeKMUCJZI0ro rasa v soabl
peasZibHOIro SHepreTu4YecKoro 3HadyeHumsa He
nMeeT. OCHOBHOM NMYTb UX UCMNOJIb30BaHUA -
BKJZIlOM@HMUe B rNirKoHeoreHes. 3ToT npoLecc
YCUJIMBAETCH Npy rosiogaHum v caxapHoM
anabere.

Bbe3a30TUCTbie OCTaTKN aMUHOKUCNOT
MCNOJ1b3YIOTCA AJZ1IS BOCNOJIHEHUSA KOJZIMYecCcTBa
MeTab6onuTtoB OlK, kOoTOpOE 3aTpaunBaeTcHa Ha
CUHTEe3 6MoNiormyecKn akKTUMBHbIX BellecCTB.
Takue peakKuumm Ha3biBaloT
aHamnJ1epoTu4YecKnMm.



MO>XHO BblAeNNTb NATb aHaAMNJIEPOTUYECKUX
peakLumn:

NMepBble ABe peakLuum ABJISIOTCA OCHOBHbIMU aHaMNJIEPOTUYECKUMMU
peakKuusaMMm.

€0,
¢ AMurOKHCA0THE — [Tupypar X, OKeasoaterar
(bepuerr nupysarkapOokenaasa (kodepment — GuoTiit) 0OHAPYKCH B HeYeHH
H MbILILLAX,
¢ [ayramar —» a-Ketorayrapar
[IPEBPATICHUE TPOMCXOMHT BO MHOTHX TKAHAX 110/ ICHCTRICM F1YTAMATIEIHA-
POTEHA3bI, HIH AMHHOTpaHChepas.

« Baaun
\ [Tponmonui-KoA —» Cykumnua—KoA
H3oneiiuun S
PCaKItHH NPOHCXOMAT BO BCCX TKAHSX, [IC OTCYTCTRYCT HHPYBATKAPOOKCHIA .
¢ AMHHOKHCA0THE —— Dymapar
¢ AMHHOKHCIOTH — OKcanoauerar



BUOCUHTE3 SAMEHUMbIX AMUHOKUAUCJIOT
YrnepoaHbin CKesieT BOCbMM 3aME@HUMbIX
amunHokucnot (Ana, Acn, AcH, Cep, I'nwm, MNMpo, Ny,
NMH) Y UMCTenHa MOXXeT CMHTE3UPOBaTbCH U3 IN1HOKO3bl
a-aMMHOrpynna BBOAUTCA B COOTBETCTBYHOLUME
-KETOKMUCJI0Tbl C NOMOLbIO peaKuum
TpaHCAaMMHUPOBaAHUA. YHUBepcCcaJsibHbIM AOHOPOM
a-aMMHOrpynnbl ABNIAETCA rnyramar.
HenocpeacrBeHHO NyteM TpaHCaAaMUHUPOBaHUSA
MeTtabonutos OINK c rmyraMaToM CUMHTE3UPYIOTCH
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YacTU4YHO 3aMeHMMble aMUHOKMUCIIOTbI Apr m
'MC CUHTE3UPYIOTCA B He60bLUNX KONTNYECTBaX,
KOTOpbIE He OTBe4yaloT NoTPebHOCTAM OpraHmMsMa, YTo
0CO06EeHHO OoWYyTUMO B ETCKOM BO3pacTe.

CuUHTEe3 aprmHuHa npoucxoauT B peakKumax
OPHUTUHOBOIO LMKAA.
'mctmamH cnHrtesunpyetrca ms ATO v pubo3bl.
YCNOBHO 3aMe@HMMbIe aMUHOKUCNOTbI TUP U
Llnc o6pa3yroTcsa € MCnoJib30BaHUEM He3aMeHUMbIX
AMMUHOKMUCIIOT:

cheHumnanaHmH npeBpawjaeTcsa B TUPO3UH noa
aencreueMm dbeHuNnanaHNHrinapoKcunasbli;

ans obpasoBaHusa uMcrteMHa Heobxoauma cepa,
AOHOPOM KOTOPOMU ABJIIETCA METUOHMUH. B cuHTe3e
MCNONb3YIOTCSH YriepoAHbIA CKeneT n a-aMMHorpynna
cepuHa.







