lekapOOKCHIIUPOBAHME
AMUHOKUCJI0T. bHocuHTE3

MOYECBHUHDI

AMHUHOKHCJIO0THI-| |

3aB. kadgeapor OMOXUMUHA
npogeccop B.B. JlejaeBuu
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TpancamunupoBanue — peakiuu MmepeHoca o-
AMMHOIPYIINIBI  AMHHOKHCJIOTBI HAa  O-

KEeTOKUCJIOTY 0e3 IPOMEKYTOYHOIO
o0pa3oBaHusl AMMHAKA.
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MexaHuszm

TPAHCAMUHMU-
POBaHUSA

1 cTraguR
Ri-CH-NH, +:1=:|:—®
COOH H
a-AMWHONKCNOTA Komnnexkc
{cyBeTpat 1) depment-Ne
Ry— r.'T:H N= E IWwdpdporo
ocHoBaHWe |
COOH H (ansamMMmrH)
Ri— 'E N — CH- Wngpchoro
ocHoBaHwe |l
(KETHMMKH)
]k H:0
— L'.:Hz rl:: =0
¥ COOH

Komnnexc hepment-  g-KeTokmcnoTa
nupuookcamvHgochar (npongykr 1)
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MexaHuszm

TPAHCAMUHMU-
POBaHUSA

2 CTaamA
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COOH
o-HeToKncnoTa Komnnexc thepmadT-
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QIAJI® — nupuaokcaabdochar (Mpou3BoOIHOE

BuTamuua By). [ O ]
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O Peakuum TpaHCAMUHHUPOBAHMSA 00pAMUMDL,
MPOTEKAT B IATOIJIA3Me U MUTOXOHAPHUSIX.

O B kaerkax 4yejoBeka GyHkuuoHupyer 0ojiee 10
aMUHOTPaHc(pepas, OTITUYAIOIIUXCH 110
cyOcTpaTHO# cnenu(pUIHOCTH.

O B peaknum TpaHCAMHMHHMPOBAHHS MOI'YT BCTYIIATH
00JILIIIMHCTBO AMHUHOKHCJIOT 32 NCKJIIOYEeHUEeM
JIM3MHA, TPEOHUHA U MPOJIMHA.
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buosiornuyeckasi poJib

TpﬂHCﬂMI/IHI/IpOBaHI/Iﬂ

QO Tak Kak 3TOT npouecc 00parumM, TO OH Y4aCTBYeT KaK B
npouecce KaTado/IM3Ma, TaK U OMocuHTe3a
AMHUHOKMCJIOT.

Q TpancamuHuMpoBaHue — 3aKJKYHUTEJbHBLIA  J3Tal
CMHTe3a 3aMeHMMbIX AK H3 COOTBeTCTBYHOIIHUX
KeTOKHCJOT.

O TpancamMmuHHpOBaHUE — nepsasi CTaaAus

nezaMuHupoBanus OoJabmHUHCTBA AK, T.e. HaYaJIbHBIH
yranm  uMX Kkaradoauzma. QOoOpasywoinudecss I[P 3TOM
KeTOKUCJI0ThI OKUCIAAKTCA B IITK MM ucnoab3yrrcs
JIJISl CHHTE3a TJII0OKO03bI MJIM KETOHOBBIX TeJI.

Q IIpu TpancamuunupoBanuum odOmee koauvectso AK B
KJIETKE He MEHACHCA.




0 B KIMHHKe INHPOKO MCIHOJb3YIOT OIpeae/eHue
akTUBHOCTH ACT u AJIT B CBIBOPOTKE KPOBM IS
JAMATHOCTUKH HEKOTOPBIX 3200 1eBAHUH.

QO AJIT — Hau0oJbIIAasA €ee AKTUBHOCTH O0OHAPYIKEHA
B NeYeHH, a 3areM no YyObIBawiuen B
MMOKEJIYIOYHON  JKejie3e, cepame, CKeJETHBIX
MbIIIIAX.

|




Q ACT — Hau0oJbIIAS AKTUBHOCTL OOHApPYKEHA B
MUHOKap/ie, 3aTeM B NMOPsAKe YObIBAHUSA B MEYEHMH,
CKeJIETHbIX MBIIIIAX, TOJIOBHOM MO3re, MOYKax.
AxtuBHOocTb ACT B MmMmokapae B 10 000 pa3
BbIllIE, YeM B CHIBOPOTKE KPOBM.

O Koapdunuent ne Puruca — COOTHOIICHHE
aktuBHocten ACT/AJIT. B  Hopme 3T1OT
kod¢dunmuent pasen 1,33 + 0,40. Ilpu nndapkre
MHOKapAa 3T0T KO3(PPUIHEHT pe3Ko Bo3pacraert,
a [P renarurax camxkaercst a0 0,6.
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JlexapOokcuimpoBanue aMUHOKHMCJIOT —
OTIIECIIEHHE KAPOOKCHUIBHOU I'PYIINbI B
Buge CO.,.
0 Peakuuu 1ekapOOKCUJIMPOBAHUSA
SABJISIIOTCS HEoOpamumMbiMu,

QO OHM KaTaaM3HMpPYHOTCAd JAekapdoxcuiiazaMu
AMUHOKHUCJIOT.

Q KodepMmenToM neKkapOOKCcHIIA3 ABJISETCS
nUpUAOKCcaAIb(ochaT, IPOU3ZBOAHOE
BUTaAaMuHA B,.
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Pa3anuyaror 4 Tumna
NeKAPOOKCHINPOBAHUSI.

1. @ — nexapOoxcuiampoBanue (XapakTepHO IJs KMBOTHBIX

TKaHeM).
; HCA
CH~-NH: n 6 i (':Hz
é{OOH Nno NH;
AMUHOKMCNIOTE BUOreHHbLIN aMUH

BuoreHHble aMHHBI  MOIYT  BBINOJHATH  (QYHKIIHIO
HeiipomenuaTopoB  (ceporonuH, aopavuun, T'AMK),
rOpMOHOB  (aJpeHaJIMH, HOPAAPEHAJIHMH), PEeryJsaTopoB
MECTHOTO AelcTBHSA (rUCTAMIH, KADHO3MH, CIIEPMUH H JIP.)
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2. @-nexapboxkcunmposanue (CBOMCTBEHHO
MHUKPOOPraHu3Mam).

COOH—CHZ—(IZH—COOH — CH3—(|3H—COOH + CO,
NH, NH,

Acnaprar AJIaHVH




3. lekapOokcuMpoBaHue, CBSI3AHHOE C
peaknyed TPAHCAMUHUPOBAHMA.



4. lekapOOKCHJIMPOBaHKE, CBSI3AHHOE C peaKknuen
KOHJICHCAIMM IBYX MOJICKY.JI

Tl T’Q TI
CH-NH2 + CO-S-HoA——CH-NHy + SH-HoA + C02

' '
COOH CO-R»

JTa peakuus NPOMCXOAUT MPU CUHTeE3e
AMMHOJIEBYJIMHOBOM KUCJOTHI M3 IVIMIMHA H
CYKUMHMI-KOA, npu cMHTe3€e C(PMHIOJIUITUI0B.
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Peakuuun oOpazoBaHus OMOreHHbIX
AMHHOB

Tpuntrodan — S-okcurpuntopan — CeporoHun
Tpuntodpan — Tpunramun

Tupozun — JOPA — nopaMuH — HOpAJAPEHAJIUH —

— AJIpeHAJIVH
I'nyramar — 'AMK

I'mcruaun — I'ncramun



" N

OOpa3zoBanue OMOreHHBIX AMMHOB
@T" L= 0T O
o,

bwi.::: %:#N m’?l



CO,

\__CHz~CH-COOH 2 N CH2 CH2~NH;
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rMCTUAVH rmcTaMuH
C|200H (|IOOH
CH CH
| . _ | ol CO2
CH»p Iy TaMaT= CH»p
| nexapboxcunasa |
CH—NH, CH2—NHj
C|OOH Y-aMuHOMaCHSHAS

PayTaMAT EucaorTa (I'AMK)
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KaTra0oamu3M OMOreHHbIX AMHUHOB

MoHOAMHHOOKCHIA3a
(MAO)
FAD
R-CH,-NH,—~— V. . + R-CH=0

O, H,0 H,0, NH,
Q Monoamunooxcunaza (MAQ) — ®AJl-coaep:xamuii

(pepMeHT, JIOKAJIHU3YeTCHA MNPEeUMYUIECTBEHHO B
MHUTOXOHAPHSIX.

O Hrpaer o4YeHb Ba)XKHYK0 POJb B OpPraHuU3Me,
peryJupys CKOpoCTh pacnaaa OMoreHHbIX AMUHOB.

O HUuaruduropsl MAQO ABIATCA JIeKAPCTBEHHBIMU
npenaparamMu:

AnTHaenpeccanTbl: Huanamua
Ilupazunoua u ap.
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UCcTOYHMKHM aMMHUAKA B KJIeTKaXx

1. Jle3saMUHHUPOBaAHHE AMHHOKHCJIOT.
2. Jle3aMuHMpOBaHHE OMOT€HHBIX AMHHOB.

3. I[CBaMI/IHI/IpOBaHI/Ie HYRJICOTHUIAOB.




OcHOBHBIC MCTOYHUKHU aMMHAKa

Hcemounuk Ilpouecc Depmenmol Jlokanuzayusn
npouecca
AMMHOKHCJIOTBI HenpsiMoe 1e3aMmuHipoBaHue AmuHoTtpancdepassl, 1D Bce Tkanu
(0cHOBHOI MyTH 1e3aMUHHPOBAHUS Inyramatgerngporenasa, HA I+
AMHHOKMCJIOT)
OxmucaurebHOE 1e3aMUHUPOBAHUE I'myramaraernaporenasa, HAJI+ Bce Tkann
nIyramara
HeokucaureabHoe 1e3aMUHUPOBAHHE I'mcTupasa, IIpeumymecTBeHHO
I'uc, Cep, Tpe ne4eHb

CepuH-, TpeoHMHAeruaparaspl, [1D

OxucauTesbHOE Je3aMUHUPOBaHUE
AMHHOKMCJIOT (MAJIO3HAYHUTEIbHbIN
NyTh 1e3aMUHUPOBAHUS
AMHUHOKMCJIOT)

Oxcuaasa L-amunokuciaor, FMN

IleyeHb U MOYKH

BHOTreHHBIC aMHUHBI | OKucCIUTEIbHOE 1e3aMUHUPOBAHNE AMuHooKcuaa3bl, FAD Bce Tkanm
(MyTh HHAKTHBAIUM OHOTEHHBIX
AMMHOB)

AMD I'mapoinTHyeckoe 1e3aMUHUPOBAHKE AM®-ne3amuHasa HNHTEHCHBHO

paﬁoTaloume MBI bI
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0 KoHueHTpanusi aMMuaka B KPOBH B HOpME He
npesbimaet 50 mxMouin/J.

O AMMHAaK — TOKCHUYecKoe coequHenue. Haxomiaenue
aMMHAKA BbI3LIBACT.

THHOOHECPI€CTHYCCKOC COCTOMHUC

YyrHeTeHUEe peakuuil TpaHcaMuHupoBaHus AK

AJIKaJI03

CyJI0pPOru
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O0e3BpekMBaAaHME AMMHUAKA

1. OcHOBHOM peakunuen CBA3bLIBAHUS AaMMHAaKa,
MPOTEKAIOIIECH BO BCEX TKAHAX, ABJIICTCS
oOpazoBaHue rJIyTaMUHA

myTamMmunH-
CUHTETa3a

L'ayramart + NH; + AT® — rayramun + AJI® + OH

2. IToxo:kasi peakuysi BO3MOKHA M ¢ ACIIAPATMHOBOM

Acnaprar +AT® +NH, (rayramun) 007
Acnaparus + AM® + ®®H + (riryramar)



" S
O0e3BpekMBaAaHME AMMHUAKA

3. BoccTanoBUTE/IbHOC aMUHHPOBaAHME
o-KeTorjyrapara (roJJoBHOM MO3T M JAp. TKaHH).

rar
o-KI'K + NH, 7.{ L'yramar

HAOH, HAO'

ITOT NYTh NPOTEKAET €J1a0o.
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O0e3BpekMBaAaHME AMMHUAKA

a U3 MbIIINI 1 KHINICYHUKA N30bITOK aMMHaKa
BbBIBOJAUTCHA B BU/IC AJIAaHHUHA.

O MbIubl BBIAEJSIOT 0COOEHHO MHOI'O aJIAHMHA B
CHJIY MX 00JIbIIEel MAaCChl U HHTEHCUBHOIO
MeTadoM3Ma NpU puU3HYecKon padore.

0 OOpa3oBaBUIMIICH AJJAHUH MOCTYNAET B [IEYCHb, I'/1e
Ae3aMMHMpYeTcs. BolaegeBIIMMACA aMMUAK
00e3BpeKUBACTCS, a MUPYBAT BKJIKYAETCH B
[JIIOKOHEOreHe3 ¢ 00pa3oBaHUeM IJII0OKO3bI
(rJII0K030-aJJAHMHOBBINA IMKJI).
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O OCHOBHBIMH TKAHAMM, MOCTABIIUKAMMU IJIYyTAMMHA,
SIBJISIIOTCH MbIIIIbI, TOJIOBHOW MO3I', ICYEHD.
Q I'oyramun UCIOJIb3YeTCs BO MHOT'HX
AaHA00JIMYECKHUX MPOoIeccax.
I'siyramua  —  OCHOBHOM  JIOHOpP a3ora B

OpraHu3Me.

Benku

% MypuHsI

MYTAMWH \ ~__—» [npuMuguts
> AcnaparvH
P AMuHOCaxapa
[ noKoaa

HyTI/I HCIIOJIb30BAHUA IVIYTAMHUHA B OPraHu3mMe
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CuHTe3 MOYeBHHBI ' ¥V

Ao

(OpHMTHMHOBBIN HMKJI) \\

O MouyeBHMHA — OCHOBHOM KOHEYHBIN NMPOAYKT a30TUCTOIO
ooMeHa y udenoBeka (85% Bcero a3ora BBLIBOAMTCS M3
OPraHu3Ma ¢ MOYEBUHOM).

O JKCKpenuss MOYEBMHBLI B HOpPME COCTaBJIsieT 25 Ip. B
CYTKH.

Q MoyeBuHa B OpraumsiMeE CHHTEC3UPYCTCA TOJLBKO B
HCYCHMU.

a HopameHne IICYCHU M HAPYHICHHUC CHHTEC3a MOYCBHUHDbI
IIPUBOJAAT K NOBBIINICHUIO B KPOBHU U TKAHAX aMMHaKa "

AMHMHOKHCJIOT (B TEpPBYI0 o4epeab TIJIyTaMHHA H
aJIAHUHA).




»
Cunrte3 MOYeBHHBI

O B 40-x rogax 20 Bexka HeMenkue Ouoxumuku I'anc KpeOc
U Kyprt I'en3esiediT yCTAaHOBUIN, YTO CHHTE3 MOYCBHHBI
NpeacraBJsieT COO0H HUMKJIMYECKHH MPOoIecC.

0 OH moJy4YHuJ HA3BaAHHUE KOPHUTHHOBBIM HUKJD) WIH «IUAKJI
KpeoOca — I'enzeseiiTay.

aHc Kpebc
1900 - 1981
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Cunrte3 MOYEeBHUHBI

iy
cogx-0—F) P
H:N—CHT"C|H7 /Z&H'?-Cﬂz—ﬁmz
2 OpHurunkapSamoun- ?"’O Csz
H—-NH2 Tpancdepasa NH, tE-Nte
OOH COOH
OpHUTH g
s H,n—?H—COOH
CH,—COOH
C C<NH, ApruHmMHOCYKUMHaT-
- ) pr—— Slinrarase o Acnaprar
H,
NH—CHz—ClJHz S
NH—CH;—CH:
HN=C—NH, G2 qH
CH NH, HN=C—NH ¢ _’_N
COOH ApruHMHOCYK- (fH o
Aprusnn umHaTnuasa HOOG IH COOH
HOOC-C"lg
/Apmuunocymnnar
HOOC—?H

CH—COOH
@ymapar
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CyMMapHoOe ypaBHeHHe CHHTE3a
MOY€BHHBI

CO, + NH; + acnapTat + 3AT® + 2H,0 =
Mo4YyeBUuHa + pymapat + 2 (AP + H,PO,)
+ AM® + H,P,0O;
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JHepreTuYeCcKui 0ajJanc CMHTE3a
MOY€BHHBI

QO 3a kaXaABIK 000POT OPHUTHUHOBOI'O IIMKJIA

pacxoayrTrcs 4 MAKpoIprudeckue CBA3M 3 MOJIEKY.JI
ATO.

0 OaHaKko nmpeBpalieHue AMUHOKUCIOT UMeeT IMYyTH
KOMIICHCAIIMU SHepro3arpar:
= [Ipu Brurouenuun pymapara B LITK Ha ctaguun
aeruapuposanust majaara oopasyerca 1 HAJIH(H") BAT®)

= [Ipu oKHCIUTEIBHOM Je3aMUHUPOBAHUHU IJ1yTAMATA
oopasyercsa 1 HAJIH(HY) (3 AT®D).
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O

Cunrte3 MOYEeBHHBI J\
H,N~ “NH,

IHosiHBIM HA0OpP (PepPMEHTOB OPHUTHHOBOIO LHUKJIA

€CThH TOJ/IBKO B ICUYCHM.

Ot1aeabHble  (GepMeHTHI OPHUTHHOBOIO IHKJIA
OOHApPY:KEHbI M B JIPYTUX OPraHax:

MOYKH — APrUHUHOCYKIIUHATCUHTETA3A
APrUHUHOCYKIIUHAT/INA3A
IHTEPOUUTHI — KapOamMouadochararcuHTeTasa
IIpoucxo:kaeHue aTOMOB 230Ta B MOUYEBHHE

- OJMH AaToM a30Ta HMeeT CBOMM HMCTOYHHKOM
CBO0OJIHBIA aMMHUAaK (Yepe3 kapoamou ¢gocdar)

- BTOPOI aTOM a30Ta NMOCTYINAaeT U3 aclapTarTa
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buosiornyeckast poJjib
OPHUTHHOBOI0 IIMKJIA

1. IlpemorBpamieHHe HAKOIUIEHHMSI  TOKCHYECKHX
IPOAYKTOB, IIABHBIM 00pa3oM aMMHAaKA.

2. CHHTe3 apruHMHA H IIONMOJIHEHHe ero ¢oHaa B
OpraHu3Me.

O 9(PeKTUBHOCTL PadO0Thl OPHUTHHOBOI0 HHUKJIA B
HOPMAJIBHBIX yciaoBusix cocraBiaser 60% ero
MOIIIHOCTH.

3amac MOIIHOCTH He00X0auM JA u30ekaHud
runepaMMOHUEMUN NPH HM3MEHEHHAX KOJHMYeCTBA
0eJKAa B MMUAIIIE.



"
YBeauueHue CKOPOCTH CUMHTE3a
MOYEBHMHbI IPOUCXOAUT MPH:

- JJIMTEJbHOM (pu3HyecKom padore

- JJIATEJbHOM IOJIOAaHUH (pacnaa TKaHeBbIX
0eJIKOB)

- caxapHoM auadere

- HATAJOI'NYECCKHUX COCTOAHMNAX,
CONMPOBOKIAAIIINUXCH HHTCHCHUBHBIM

pacnagoM TKaHeBbIX 0€JIKOB




I nnmepaMmMoHuEeMMU s

O HapyuieHue peakuui 00e3BpeKUBAHUS aMMHaKa

INPUBOIAUT K NOBBINICHHUIO €I'0 COACPKAHUA B KPOBH
— rHInCpaMMOHUCMHUN.

Q IlpyyuHAMM rUIIEPAMMOHHMEMHUHM MOTI'YT BBICTYNIATH
KaK reHeTHYecCKue aeeKTol GpepMEeHTOB
OPHUTHHOBOIO IUKJIA B IIEYCHHU, TAK U BTOPUYHBbIE
MOPAKEHUA IEYCHHU B pe3yJbTaTre HUPPo3a,
rernaTuTa u APyrux 3ad0j1eBaHuM.

O WM3BecTHBI D HACJIeACTBEHHDBIX 3200/1eBAHUI,

00yCJIOBJIEHHBIX e eKkTOM 5 PepMEeHTOB
OPHUTHHOBOI'O IMKJIA.



3abdoseBanusa ®epmeHT
[MnepammoHnemmns  Kapbamoundocdar-
| TMNa CUHTETasa
[MnepammoHnemmna  OpHUTUHKapbamowun-
Il Tna TpaHcdepasa
LUunTpynnuHemmsa APrmHUHOCYKLNHAT-
CUHTETasa
ApPrmHMHOCYKUMHAT-  APrMHUHOCYKLMHAT-
ypus nuasa
[MnepapruHnemms ApruHasa

MeTaboauThI
KpPOBb Moua
[nyTamuH Oporar
AnaHuH
NH,
[nyTamuH Oporar
AnaHuH
NH,
LutpynnuH LutpynnuH
NH,
ApPrvHUHO- ApPryvHUHO-
CyKUuHaT CyKUMHaT
NH, [nyTamuH
Ana, Jlns
ApPrvHuH ApPrvHuH
NH, KT

OpHUTUH



O Bce HapyumieHHsI OPHUTHHOBOIO IMKJIA NPUBOJAT K
3HAYUTEIHbHOMY MOBBIIIECHU IO B KpPOBH
KOHUEHTPAMHU AMMMAKA, IJIYTAMMHA U AJIAaHUHA.

QO Bce cMMOTOMBI THIIEPAMMOHHEMHH — PpPe3yJabTar
nercreusa ammuaka na IHHHC.

O KiamHnuyecKkue CMMIITOMBI runnepaMMOHUECMUH.

TOIIHOTA, IOBTOPHIOIIIAACH PBOTA

roJIOBOKPY Ke€HHE, CYJIOPOrH

noTepsi CO3HAHUS

YMCTBEHHAS OTCTAJIOCTh
O Jleyenue runepaMMOHUEMHUH
- MaJI00eJIKoBad aJuera
- BBE/ICHHE B PAllMOH KeTo0aHAJIoroB AK
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Cnacu6o 32 BHUMaHHue!




