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A30OTUCTBIU BAJIAHC

A30THCTBIA OajlaHC — pPaA3HUIA MEXKAY KOJIMYECTBOM a30Ta,
MOCTYHAOIIETO C IMIIEH, U KOJIMYECTBOM BBIJECIISIEMOTO a30Ta
(OpEeUMYIIECTBEHHO B BHJAEC MOYEBHHBI M aMMOHHMHBIX
coJyien).

AMHMHOKHCJI0ThI (CBOOOIHBIE M B COCTaBE OCIJIKOB) COACpIKaT
moutu  95%  Bcero aszora, IO3TOMY HMEHHO OHH
NOAJAEPKUBAIOT a30TUCTHIN OaJaHC OpraHu3Ma.



A30THCTOE PABHOBECHE

Ecin KOIWYeCTBO IOCTYIAIOIIET0 a30Ta PaBHO KOJUYECTBY
BBIJICJISIEMOr0, TO HACTYIIA€T a30THCTOE paBHOBecHe. Takoe
COCTOSIHHE OBIBAET y 370POBOI0 YEJIOBEKA IPU HOPMAJIbHOM
NATAHUW. A30THUCTBIA O0ajaHC MOXET OBITh MOJIOKUTEIbLHBIM
(a30Ta MOCTyIaeT OOJbIIE, YEM BBIBOOUTCS) Yy JIETEH, a TaKKe
y MallMEHTOB, BBI3JIOPABIMBAIOIINX MMOCIIE THKEIBIX 00JIC3HEM.
Otpunare/lbHbIi  a30TUCTBIM OajaHC (BBIACICHHE a30Ta
npeoOjaaeT HajJ €ro IIOCTYIUIEHHEM) HAOIIOJarT IIpH
CTapEHHH, TOJIOJIAHUM 1 BO BPEMS TSHKEBIX 3a00JICBaHUM.



beakoBast HeIOCTATOYHOCTD

M3BeCTHO, 4YTO Ja)ke¢ UIMTEJIBbHOE HWCKIIOYCHHUE U3
pallMOHAa 4YEJIOBEKA JKHMPOB MM YIJIEBOJAOB HE
BBI3BIBAET TSIKEJIBIX PACCTPOUCTB 310POBbA. OIHAKO
0€30eIKOBOE TUTaHue (0COOEHHO MPOIOJIKUTEIBLHOE)
BBI3BIBACT CEpPhE3HBIC  HapylleHUs oOMeHa U
HEU30€KHO 3aKaHYMBACTCS THOEIbI0 OpraHu3Ma.
Uckmrouenue axKe OHOU HEe3aMEHUMOU
AMUHOKHCJIOTBI M3 IHINEBOIO paloHa BEAET K
HEIIOJIHOMY YCBOCHHUIO OPYIMX AaMHUHOKHUCIOT H
COIIPOBOXKIACTCS PA3BUTHEM OTPULIATEIILHOIO
aQ30TUCTOro 0OajlaHca, HCTOIIEHUEM, OCTaHOBKOMU
pOCTa U HAPYIICHUSIMU (DYHKLIUM HEPBHOM CHUCTEMBL.



N CcTOUYHNKN AaMHMHOKHCJIOT

B opranusmMe 4denoBeka B CYTKH pacrajaeTcs Ha aMAHOKHCIOTHI
ok0i10 400 r O€IKOB, HNPHUMEPHO TaKOE€ KE KOJIHMYECTBO
CUHTE3UpyeTCsA. TKaHEeBbIE OCIKM HE MOTYT BOCHOJHSTH
3aTpaTbl aMMHOKHUCIIOT IPU UX KaTa0O0JIM3ME M HCIIOJIb30BaHUM
Ha CHHTE3 JPYTuMX BeEHIECTB. lIepBUYHBIMM HCTOYHHKAMMU
AMUHOKMCJIOT HE MOTYT CIIY>KHUTb Y YIJIEBOJIbI, TAK KaK M3 HHUX
CUHTE3UPYIOTCS  TOJILKO  YyITIEpOJHAs 4YacThb  MOJICKYJIbI
OOJILIIIMHCTBA aMHWHOKMCIIOT, a aMHHOTIPYIIA IMOCTYHaeT OT
APYTUX AMHUHOKHCJIOT. CienoBaTelibHO, OCHOBHBIM
MCTOYHHKOM aMHHOKHCJIOT OpraHu3Ma CIy>KaT 0eJIKH MUILIH.



doua cBO0OAHLIX AMUHOKHUCJIOT

@®oHJ  CBOOOAHBIX AMMHOKHMCJIOT OpraHu3Ma  COCTaBIISIET
npuMepHo 35 1. CoxepkaHue CBOOOJHBIX AMHHOKHCIOT B
KpOBH B cCpegHeM paBHO 35 - 65 wmr/mn. boiblias d4acTb
AMUHOKMCIIOT BXOAUT B COCTaB OEJIKOB, KOJTMYECTBO KOTOPHIX B
OpraHU3Me B3pOCJIOr0 Y€JI0BEKa HOPMAJIBLHOIO TEJIOCIOKECHHUS
COCTABJISIET IIPUMEPHO 135 KI.

HcTOYHMKHA CBOOOIHBIX aMUHOKHUCIIOT B KJIETKaX - OCJKM IHIIH,
COOCTBCHHBIC OC€JIKM TKAaHEHW W CHHTE3 aMHWHOKHCIOT W3
YIJICBOJIOB.



N CcTOUYHNKN AaMHMHOKHCJIOT

1. benkn xopma

2. benku TKaHeW MpH paciaie B MpoLecce X 0OHOBICHMS ( IpHU
y4acTUU (DEPMEHTOB KATCIICUHOB)

3. CuHTE3 3aMEHUMBIX aMUHOKHUCIIOT U3 APYI'NX BCIICCTB
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KosmyecTBO 0€/1IKa B HEKOTOPHIX MUILEBBIX

IPOAYKTAX

Ha3Banue Conepxanne 6enka,

NPoayKTA %o
Msico 18-22
Priba 17-20
Crip 20-36
Monoxo 3,5
Puc 8,0
I'opox 26
Cos 35
Kaprogenb 1,5-2,0
Kanycta 1,1-1,6
MopkoBs 0,8-1,0
Ab6noku 0,3-04




IIEPEBAPUBAHHWE BEJIKOB

B nuieBbIx NpoAyKTax CoJep:KaHUuE CBOOOJHBIX aMHUHOKHCIIOT
o4yeHb Majo. [lomaBisroniee uX KOJMYECTBO BXOAUT B COCTAB
0enkoB, Kotopble ruaponusyroTcs B JKKT mom aelcTBueM
depMeHTOB  TIporea3  (mentuaruapoisas).  CyOcTparHas
CIEIU(UIHOCTh ITUX (PEPMEHTOB 3aKJIIOYACTCSI B TOM, YTO
KOKIbIM M3 HUX C HaWOOJBIICH CKOPOCTBIO pacCIICIUISeT
MEeNTUIHBIC CBSI3H, 0o0pa3oBaHHBIC ONpeICIEHHBIMA
aMUHOKMCIIOTaMHU. [IpoTeaspl, THApOIM3YIOIINE MNENTHIHBIC
CBSI3M BHYTPHU OCJIKOBOM MOJEKYJIbl, OTHOCIT K TpyIIIe
sHaonentuaas. DOEpMEHTHI, OTHOCIIIHUECS K  TpyIIme
AK30MENTHA3, TUJIPOJIN3YIOT NEeNTUIHYIO CBSI3b,
00pa30BaHHYIO KOHIIEBBIMHA AMUHOKHCIIOTAMH.



IlepeBapuBaHue 0€JIKOB B JKeJIYIKe

JKenynouyHbli COK — TIPOAYKT HECKOJIbKHUX THIIOB
kiIeTok. QOOkIano4yHble (HapHETabHBIC) KIETKHU
CTCHOK JKeJIygka OOpa3ylT COJSAHYI KHCIOTY,
[JIABHbIE  KJIETKU  CEKPETUPYIOT  IIEIICHUHOIEH.
JloOaBOUHBICE M APYrH€ KIETKH SOUTECIHS KEITydKa
BBIJCIISIOT MYILIUHCOAEPKAILY IO CJIU3b.
[lapueranbpHble KIETKH CEKPETUPYIOT B IIOJIOCTH
KEIyJIKa TAKXE IIIMKONPOTEUH, KOTOPbIM HA3bIBAIOT
«BHYTpeHHMM (pakTopoM» ((pakropom Kacma). DtoT
OCIOK CBS3BIBACT «BHEIIHHN (DAKTOP» — BUTAMHUH
B [IPEeOOTBpAIlAET  €r0  pa3pylUICHUE U

122
CIIOCOOCTBYET BCACHIBAHHUIO.



Poabr HC1 B nuiieBapeHuu

ITox nerictBuem HC1 mpoucxomut aeHaTyparys OEJIKOB MHILIH,
HE TIOJBEPIIINXCS TEPMUUECCKOM 00pabOTKE, UTO YBEIUUNBACT
AOCTYIHOCTh NENTUAHBIX cBsA3er mis nporea3. HC1 obnamaer
OaKTEepUIIUIHBIM JEUCTBHEM M MPEMATCTBYET IIOHAJaHHIO
NaTOreHHBIX OakTepuil B KuIeyHMK. KpomMe Toro, coisiHas
KHCJI0Ta AKTUBUPYET MENCUHOTEH U CO3MAET onTuMyM pH mys
JICUCTBUS IIETICUHA.



Cexkpenus COJISTHON KHUCIIOTHI B AKEIYIKE




MexaHu3M AaKTHBAIIMU NMMEIICUHA

[Tom AEWCTBHEM TacCTPUHOB B ITIABHBIX KIIETKAX KEJIYTOYHBIX
KEJIE3 CTUMYJIHUPYIOTCS CUHTE3 M CEKPEIHs IEICUHOICHA —
HEaKTUBHOM (opMbl mnencuHa. IlemcuHoreH — O€NOK,
COCTOSIIINNA U3 OJHOH IOJIM TIENTUIHOM IIENN C MOJIEKYJIIPHOU
maccon 40 k. Ilom meuncrBuem HCI1 oH npeBpamaercsa B
aKTUBHBIM IIENICMH (MonekylsipHas Macca 32,7 kJl) c
ontumyMoMm pH 1,0 - 2,5. B niportecce akTuBanum pe3ysabTrare
YaCTUYHOTO MPOTEOoar3a OT N-KOHIIA MOJIEKYJIbI TTIETICUHOTEHA
OTHICIUISIIOTCA 42 aMMHOKHCJIOTHBIX OCTarKa, KOTOPBIE
COIEpXaT  MOYTH  BCE€  TIOJOKMTEIBHO  3apSKCHHBIC
AMHUHOKHCJIOTBI, UMEIOIIMECS B IEIICHHOTCHE.



Oco0eHHOCTH NepeBapUBaHus 0€JIKOB B
KeJyaKe

Y nperell IpygHOro BO3pacTa B KEIyAKE HAXOAUTCS (PEPMEHT
PEHHHUH (XMMO3WH) , BBI3BIBAIOIINN CBEPTHIBAHHWE MOJIOKA.
OcCHOBHOI O€JI0K MOJIOKa — Ka3€MH, IIPEACTABISIONIMN CMECh
HECKOJBKHX OEJIKOB, Pa3MYaloIIUXCs MO0 aMHUHOKHCIOTHOMY
COCTaBy M DJJICKTPOPOPETUUYECKON IIOJABMKHOCTH. PeHHMH
KaTAJIM3APYET OTIICIJICHUE OT KAa3€WHA TIJIMKOIENTHAA, B
pe3yiabrare 4ero oOpasyercs mnapakasewH. Ilapakazenn
npucoenuHser nouel Ca*", 00pa3ys HEPaCTBOPHMBIN CI'YCTOK,
4eM IIpeJOTBpaAIaeT OBICTPBIM BBIXOJ MOJIOKA M3 JKEIIydKa.
benky ycneBarOT paciIeNnUTbCA I10J ACHMCTBUEM MeElcuHa. B
KEIYIKE B3POCIBIX JIIOJICM PEHHWHA HET, MOJIOKO y HHX
cTBopakuBaercs nmoa acucresueM HC1 m niericuna.

B cimsucTtoil 000104Ke Kellydka 4YeloBEKa HalaeHa emlé oaHa
npoTreaza — racrpukcuH. Bee 3 dbepmeHTa (MENCUH, pEHHUH
M TAaCTPUKCHUH) CXOJHBI MO IIEPBUYHOM CTPYKType, 4YTO
yKa3blBAET Ha WX IMPOUCXOXKJICHHE OT OOIIEro reHa-
pEAIICCTBCHHUKA.



KoMIIOHEeHTBI AKCJIYI0IHOI'O COKA B HOPDMC "

P NATOJOI'NICCKUX COCTONHUIAX

Kuncaornocrts (TE) @ Mo.104-
aKTop
Cocronnue pH Hencun | . .o Hasg KHC- | Kpon
o —_— CBA3aH- cBodo-~ JOTA
Haa HC1 | mas HC1

Hopwma 1,5-2,0 | 40-60 20-30 2040 + + - -
I'mnepauu aHbLI 1,0 80 40 + + = =
TaCTPHUT
I'umoaruIHeIH 2,5 40 20 = s * s =
racTpuT
AXumus 7,0 20 — —~ = + -
S3Ba xenyaka 1,5 60 40 ¥ + — +
Pax xenmynka 6,0 40-60 20 + + + +




AKTHBAIIUS NAHKPeaTH4eCKUX (pepMeHTOB

B nmomKenyI0uyHOM JKele3€ CUHTE3UPYIOTCS Npo@EepMEHTHI psaa
[IPOTE€A3: TPUIICUHOTEH, XWMOTPHUIICHHOTEH, IIPO3JIacTasa,
npokapOokcunenTuaasel A u B. B KullleuHuKe OHHU IyTEM
YaCTUYHOIO MPOTEOJH3a MPEBPAIAOTCA B AKTUBHBIC

(bepMEHTBl ~ TPHUIICKMH,  XUMOTPHUIICMH,  3JlacTazy W
KapOokcunenTuaassl A u B.



AKTHBANKUsl  TPHUICHMHOIE€HA  IPOUCXOAUT  IOJ]
ACUCTBHEM  ()EPMEHTA  DIUTEIWS  KHUIIECYHHKA
SHTEPUENTHIa3bl. ITOT (PEPMEHT OTHICIUISIET C N-
KOHIIAa  MOJCKYJbl  TPUIICHHOIEHA  TIeKCalelTH/I
Ban-(Acm),-Jlus. 3MeHeHue KOH(pOpMalnu
OCTaBIICHCSA YacTU MOJMIICHTHIHON IIEHU MPUBOIUT
K (DOPMHUPOBAHHIO aKTHUBHOIO IIEHTpa, U 00pa3yeTrcs

AKTUBHBIN TPUIICHH. IlocaenoBareIbHOCTD
Ban-(Acm), — JIu3 mpucyiia O0IbITHHCTBY U3BECTHBIX
TPUIICHHOTEHOB Pa3HBIX OPraHU3MOB — OT PBIO JI0

qCJIOBCKA.



AKTI/IBaIII/IH XUMOTPHIICHUHOI'CHA

OOpa3oBaBIIMKCS TPUIICUH AKTUBHPYET XMMOTPUIICUHOICH, U3
KOTOPOr0 MOJYyYaeTCsl HECKOJIbKO AaKTHUBHBIX (PEPMEHTOB.
XHUMOTPUIICUHOTEH COCTOUT M3 OJHOM IOJIMIEIITUAHOMN 1ICIH,
comepxamiern 245 aMHMHOKHCIOTHBIX OCTaTKOB W IATH
IUCyIb(OUIHBIX MOCTHMKOB. Ilom JaeHcTBHEM  TPHUIICHHA
pACIICIUIACTCS IENTUAHAA CBsI3b MeExay 15-u um  16-i
AMMHOKMCJIOTAMH, B PE3yJIbTAaTe Yero 00pa3yeTcsi akTUBHBIN TT-
XAMOTPHUIICUH. 3aT€éM II0JI JACWUCTBHEM T-XUMOTPHUIICUHA
ormierisgercss aunentuy cep(l4)-apr(15), 4To NpUBOAUT K
00pa3o0BaHUIO S-XMMOTpUIICMHA. OTIIECINICHUE AUNCOTUAA TPE
(147)-apr(148) 3aBepiraeT oOpa3zoBaHHE CTAOWILHOM (POPMBI
AKTHBHOTO (DEPMEHTA — (-XHMOTPUIICHHA, KOTOPBIA COCTOUT
n3 TPEX MOJIUOCIITUAHBIX LICTICH, COCIMHEHHBIX
IUCYIb(OUIHBIMA MOCTHUKAMU.



AKTI/IBaHI/Iﬂ XUMOTPHUIICHHOI'CHA

XUMOTPUNCUHOreH

TpuncuH

R-XUMOTPUNCUH
Cep Apr  Wne (aKTHBHbIN)

7-XUMOTPHUNCHH

Cep-Apr

B , . 3-XumMoTpuUncmH
TpeApr (axTnBHBIN)

S-XumoTpuncuH

Tpe-Apr

o-XUMOTPUNCUH
(aKkTvBHbINA, CTabWnbHLIN)

Monekyna XMMOTPUNCHMHOreHa COCTOUT U3 245 aMMHOKWUCNOTHLIX OCTATKOB U UMEeT NAThL
AMCYNbGMUAaHLIX MOCTUMKOB. Ha cxeme nokasaHbl y4acTkn pepMeHTa, nogsepraowmecs npoTeonusy. a-XuMoTPUNCUH — akTMBHas cTa-
6unbHas opmMa epMeHTa — COCTOUT U3 TPEX NONUNENTUAHBIX Lienew, KOBaNeHTHO CBA3aHHLIX MexXay coboi AByMAa AucynbMUaHbLIMN
MOCTUKAMMN U HEKOBANEHTHO — 3a CYET BOAOPOAHbLIX CBR3EN U rmapoobHbIX B3aMMORENCTBUNA.



AKTHBAIMA poTeas

OcranbHbIe npoepMEeHThl  MaHKpPEaTHYECKHUX  IPpOTeEas
(mposnacrtaza W HOpokapOokcunentuaazsl A u B) Takke
AKTUBUPYIOTCS TPUIICMHOM IyTEM YaCTUYHOTO MpoTeonn3a. B
pe3ysbrare 00pa3yroTCsl aKTUBHBIE (DEPMEHTHI — 3JacTa3a U

KapOokcurenTuaassl A u B.



CrnenupuyHoOCTb 1eHCTBUSA IPOTEa3

TpurnicuH NPEUMYIIECTBEHHO TUAPOIM3YET IENTHUIAHBIC CBS3H,
oOpa3oBaHHbICE KapOOKCHJILHBIMU TpylHaMd apruHiHa H
nr3uHA. XMUMOTPUIICHHBI HAWOO0JIee aKTUBHBI B OTHOIIICHUH
NEeNTUAHBIX  CBSI3€H, OOpa30BAaHHBIX  KapOOKCHUJIbHBIMHU
rpynIiaMyu apoMaTudecKux aMmuHokucioT (Pen, Tup, Tpn).



CrnenupuyHoOCTb 1eHCTBUSA IPOTEa3

Kapbokcunentuma3zel A u B — muHKcomepkamue (pepMEHTEI,
OTIICIUIAOT (C-KOHIIEBBIE OCTATKM AaMHUHOKHUCIIOT. [Ipnuém
KapOokcuIienTuaaza A  OTHICIUIIET  IPEUMYIIECTBEHHO
AMUHOKHCJIOTHI, COJZICpIKaIIIHE apOMaTHYECKHUE WA
ruipo(OOHBIE pauKaibl, a KapOokcunentuaasa B — ocrarku
aprUHUHA U JIN3WHA.

[locmenHuii »Tan MOepeBapuUBaHUs — THIAPOJIU3 HEOOIBIINX
NEeNTHUI0B, MPOUCXOAUT TOJ  JACHUCTBHEM  (DEPMEHTOB
AMUHOINENTUA3 W JUINENTUIA3, KOTOPbIE CUHTE3UPYIOTCA
KJICTKaMH TOHKOT'O KHIIICYHUKA B aKTUBHOU (hopMme.



MecTa nercTBHUS IporTeas

AMMHONIENTUAA3BLI TOCIEI0BATEIbLHO OTHICIUIAIOT N-KOHIIEBEIC

AMUHOKHWCJIIOTHI TENTUAHOU 1ienmd. Hawnbojiee wu3BECTHA
NeHIIMHAMUHOIICIITHIAa3a — Zn’" - wian Mn’+ - COJZIEpIKAILAN
(bepMEHT, HECMOTpsl Ha Ha3BaHHME, OOJAJAIOIIMN IITUPOKOM
CIIEHU(UYHOCTBIO  IIO OTHOHNIEHNI® K  N-KOHIEBLIM

AMHUHOKHUCJIOTAM.

JIlunmenTuaasbl pacIICIUISIOT JUIEITHAL HA AMUHOKHUCIIOTHI, HO

HE JICMCTBYIOT HA TPUIICTITU/IEI.

pe3yJibTare IIOCJIEA0BATEIILHOTO JIEUCTBUS BCEX
MUIIEBAPUTEIILHBIX MPOTEa3 OOJBIIMHCTBO MHUIIEBHIX OCIKOB
pacHICIIACTCS 10 CBOOOTHBIX AMHUHOKHCIIOT.



3amura KJIeTOK OT JeiCTBUA IpoTeas

KieTkr TOMKENYI0YHOW KEJIE3bl  3allMIICHBI  OT
NECVCTBUS MUIICBAPUTEIILHBIX (DEPMEHTOB TEM, YTO:

= OTH (PEpMEHTHI 00pPAa3ylOTCs B BH/A€ HEAKTHBHBIX
NpealeCTBEHHUMKOB B KJIETKAaX IIOJKEIYI0YHOM
KeJie3bl U aKTUBUPYIOTCS TOJBKO MOCJE CEKPEIUH B
IIPOCBET KUIICYHHKA. TaknuM 00pa3oM, MECTO CHHTE3a
5 MECTO JNEVCTBUS ITHUX (epMEHTOB
IPOCTPAHCTBEHHO Pa3/ICICHBI.

s B KJICTKaX MOMKEIYIOYHOM Kee3bl MNPUCYTCTBYET
0eJIOK-MHTHOMTOP TPHUIICMHA, OOpa3ymwoIuil C
akTUBHOM  (QopMon  depmeHTa (B ciyyae
IPEXKICBPEMEHHOM aKTUBAIIMN ) IPOYHBINA KOMILJICKC.



3amura oT JeCTBUS MPoTeas

B nosiocTu keyaka U KAIIEYHUKA ITPOTEa3bl HE KOHTAKTUPYIOT C
OCKaMM KJIETOK, IOCKOJBKY CJIM3UCTasi O0OJOYKAa IOKPHITA
CIIOEM CIHW3M, a KaXIasd KIETKa COACPKUT Ha HapYyKHOU
MOBEPXHOCTH IIA3MaTHYECKOM MEMOpaHbl IMOJUCAXAPHU/IBI,
KOTOpPBIE HE PACHICIUISIOTCA MOpPOT€a3aMM W TEM CaMbIM
3aIUIIAIOT KJIETKY OT UX JCHUCTBUA.

Pa3pyliieHne KJIETOYHBIX OEJKOB IPOTE€a3aMu IIPOUCXOIUT IpHU
SA3BEHHOM OOJIE3HHW JKETylKa WIA JIBEHAAIATHIICPCTHOM
KUIIKU. OJTHAKO Ha4YaJIbHbIE MEXAaHU3MbI BOSBHUKHOBEHUS SA3BbI
€IIC MaJI0 U3YUYCHBI.



MexaHu3M BCacbIBAaHUA AMHUHOKHUCJIOT B

KHINICYHUKC
Tonkas
AMUHO- . KuwiKa
Kucriorta Na

itiéTounas kanma

TpaHcriokasa | AMTENMA KALLEYHIA

AMUHO- Na*
KMcAoTa

Na* K'-AT®d-asza

AT® Na*
Alld
+ Pi K*

Tpaucnokasa K’

AMHUHO- BopothHas seHa

KMCNoTa

L-aMUHOKMCNOTa NOCTYNAET B SHTEPOLUMT MyTEM CUMMOPTa ¢
noHoMm Na* [anee cneumncmueckas TpaHCNOKa3a NepeHoOCHT ami-
HOKMCNOTY Yyepes membpany 8 KpoBb OBMEH MOHOB HaTPUsA Mex
Ay KNeTKaMn OCyLLeCTBSETCA NyTEM NEPBUYHO-AKTUBHOTO TPaHC:
nopta ¢ noMoulsio Na* K+-AT®-a3bi



IlepeHoC aMUHOKHUCIIOT

B HacrosAmi€e BpeMs M3BECTHO IO KpaWHEHM Mepe MAThb
CIIEIU(PUUECKUX TPAHCIIOPTHBIX CHUCTEM, KaKJas M3 KOTOPBIX
(DYHKIMOHUPYET JJISI TIEpEHOCA OIPEACIEHHONW T'PYIIIbI
OJIN3KHUX , IO CTPOCHUIO aMUHOKHUCJIOT:

= HEUTPaAJbHBIX, C KOPOTKOM OOKOBOM MEMNbIO (aJaHUH, CEPUH,
TPEOHUH);

= HEUTpPAIbHBIX, C JJIWHHOW WJIM PA3BETBIEHHON OOKOBOU
LENbI0 (BaJIMH, JICUIIMH, U30JICHIIMH);

= C KaTHOHHBIMH pajJuKajamu (JIM3UH, APTUHUH);

= C AHUOHHBIMU paauKagaMmu (CTyTaMHAHOBAs 5
acriaparuHoBasi KUCJIOTHI);

= MMHWHOKHCJIOT (IMPOJIMH, OKCUITPOJIVH).



V-1J1yrTaMuJIbHBIA IAKJI

AmuHokucnoTsl (AK)

KneTtouHas
membpaHa

tncrennun-

TAWUWH
‘ "nyrtatuoH
y-I'nyramun-AK
"nvumH
AK 'J y-FnyramMunumucrenn
UucrenH
+
OxconponuH > nyvamar

ATo

Cucrtema CoCcToMT U3 OAHOFO MeMOpaHHOro U NATKU LuTonnasmaTnyeckux depmeHTtoB. MNepeHoc
AMWHOKMCNOTLI BHYTPb KIETKW OCYLLIECTBAAETCHA B KOMMJIEKCE C rNyTaMUIbHLIM OCTATKOM FAyTaTMOHa Noa AeVCTBUEM Y-TTyTaMUnTpaHc-
thepasbl. 3aTeM ammHokUcnoTa 0CBOBOXKOAETCS, a Y—rNyTaMuNbHbIA OCTaTOK B HECKONBLKO CTaanil NPeBpaLLaeTCs B FyTaTUOH, KOTOPbIN
cnocobeH NpPUCOeauHATL CrIedyHoLLY0 MONEKYNy aMUMHOKUCNOTLI. E. — y-rnyTaMunTpaHcdepasa; E, — y-rnyTamunumknoTpaHcgepasa,
E, — nentupasa; E, — okconponuHasa; E, — y-rnytamununctenHcuHrerasa; E; — rnytatmoHcuHTeTasa.



IlepeBapuBaHue 0€JIKOB Y :KBAYHBIX

Benky —0aKrepun | aMirHOKUCIIOTHI

6211{-
90Z000071 \TGK

OakTepHallbHbIN OCJIOK

MoueBurHa
AMMOHHUUHBIE COJIU -NH ChI4yT
OaxTepun
Hurpars L KUIIEYHUK
KapOOHOBBI
AMUHOKUCIIOTHI



KATABOIN3IM AMUHOKUCIIOT

AMHWHOKHCIOTBI, 00pa3yroIuyecs Mpu IEpeBapUBaAHUN OCIIKOB U
MOCTYyIAIIIME B KISCTKU TKaHEH, ITOJBEPrarTcs KaTaboInu3mMy
U aHa0oOJHM3My, a TaKXke CHeIU(PUIYCCKUM pPEaKIusiM, B
pe3ylbrare  KOTOPHIX  CHHTE3UPYIOTCS  OHMOJOTHYECKHU
AKTHBHBIC COCMHECHUS.

Kara0dou3zM 00JLIIMHCTBA AMHUHOKHCJIOT HAYUHAETCHA C
OTINEIJIEHUSI O-aMHHOIPynnbl. AMHWHOKHCIOTAa TEPSET
aMUHOTPYNITY B  pe3ydbTrare JBYX THUIIOB  PEAKIHM:
TpaHCAMHUHHUPOBAHUSI, I€3aMUHHUPOBAHUS 50104
TpaHCAE€3aMUHHUPOBAHHUSL.



TpancamuHupoBaHue

TpancaMuHupoBaHHE — peEaKlMs MEPEHOCAa O-aMHUHOTPYMIIBI C
AMMHOKHCJIOTBI Ha O-KETOKHCIOTY, B pE3yJbTaT€ YEero
00pa3yroTCsi HOBas KETOKHUCIOTAa W HOBasg aMHUHOKHCIIOTA.
KoHcTaHnTa paBHOBeCHS il OOJIBIIMHCTBA TAaKUX pPEaKIMH
OlM3Ka K  €IUHUIE (Kp~1,0), MIO3TOMY  IIPOIECC
TpaHCAMMHHUPOBAHUS JIETKO OOpaTUM.

Peakuym  KaTalu3upylOT  (PEepMEHThI  aMHUHOTpPaHC(epassbl,

KO(DEPMEHTOM KOTOPBIX CIAYKUT upuaokcanb@ochar (I11D) —
IIPOU3BOHOE BUTaMrHA B6 (MupuaoKCHHA).



AMHUHOTpPaHC(hepa3bl

AmuHOTpaHcepa3bl OOHApPYKEHbI KaK B IIUTOIJIAa3ME, TaK U B
MUTOXOHIPUSIX KJICTOK 3YKapHOT. [Ipruém
MUTOXOHJIpUAJIbHBIE W I[MTOIUIa3MAaTHYECKUE  (DOPMBI
(bepMEHTOB Pa3IUYAOTCS IO (PU3UKO-XUMHUYESCKUM CBOMCTBAM.
B knerkax 4denoBeka HakjaeHo Oonee 10 amumHOTpaHchepas,
OTJIMYAIOIINXCS MO CyOCcTpaTHOM cnenu@uuHocTu. Betynars B
peakiMy  TpPAaHCAMHHHUPOBAHWUS  MOTYT  MOYTH  BCE
AMMHOKHCIIOTHI, 32 HCKJIIYEeHHMEM JM3MHA, TPEOHHHA U
MPOJIKNHA.



Peakuus TpAHCAMUHHMPOBAHUSA

?OOH (‘)OOH C|700H ?OOH
HzN_?H + 0:(|: = = 0:'? + HzN-?H
Ry Rz R R

AMKHOKKCNOTA1 a-Kerokucnora o-Ketokuenora AMWHOKMCNOTA,



IlpucoequHenue nupuaoKkcajabdochara K
AKTHUBHOMY LIEHTPY aMMHOTpaHchepasbl




>

OCHOBHO! NYTh TPAHCAMUHHUPOBAHUSA

Yame Bcero B peakuudax TPAaHCAMUHUPOBAHUIIL YYACTBYIOT

AMUHOKHCIIOTBI, COAEpKAaHUE KOTOPBIX B TKaHAX 3HAYUTEIHHO
BBIIIIE OCTAJIbHBIX — IIIyTaMaT, aJJAaHUH, Aacmaprar u

COOTBETCTBYIOIIME UM KETOKHUCIOTHI — O-KEeTOIJIyTapar,

NUPYBAT U OKcajoaneTat. OCHOBHBIM JOHOPOM aMUHOTPYIIIbI
CIIY>KUT TJIyTamar.

AKIIEITOPOM AMUHOTPYIIIbI 000U AMUHOKHCJIOTHI,
[TOJIBEPraronIecs TPaHCAMHUHHUPOBAHUIO, CITYKUT 0L
KETOTJIyTapar. [Ipuaumas

aMUHOTPYIIly, OH IIpeBpalllacTCcsi B I[IyTaMmaT, KOTOPBIA
CIIOCOOGH mepenaBaTh ATy TIPYINYy JHO00H -KETOKHCIOTE C
oOpa3oBaHUEM JPYyroil aMUHOKHUCIIOTHI.



O0Opa3zoBaHue aMMHOKMCJIOT U3 YIJIEBOIAOB

CH,CO - S - KoA

IJII0KO3a —— MOJIOYHAs KUCI0Ta
YK
O-KE€TOINIFOTapaT

J

AMHWHOKHNCJIOTHI

KHUP

-+



CrneuuduyHocTs aMMHOTpaHCchepas

AMuHOTpaHcdepa3bl 00;1a7aI0T CYOCTPATHOM ClemUu(PUIHOCTHIO
K pa3HbIM aMUHOKHCIOTaM. B TKaHSX 4YelloBeKa OOHapYy>KEHO
Oouee 10 pPa3HBIX aMUHOTpaHCPepas. Haunbonee
pacIpoOCTpaHEHHBIMM  (DEPMEHTAMH B  OOJIBIIMHCTBE TKaHEH
MJICKOITMTAIOIINX SIBIISIIOTCS aJJaHMHAMHUHOTpaHchepas3a (AJIT),
10 oOpaTHOM  peakiuu —  LIyraMar-nupyBaTaMM-
Horpancdepasa (I1'1IT) u acmapraramunorpancgepasza (ACT),

0 OOpaTHOM peakiuy — IJyTaMaT-alleToaMHuHOTpaHc(epasa
(TAT).



AraHHAMUHOTPpAHCEpa3a

AJIT (AnAT) karaau3upyeT peakiyui TpaHCAMHUHUPOBAHUS
MEKTy AJJAHUHOM U 0-KETOLTYyTapaToM.

Jlokanu3oBan HSTOT (EPMEHT B IUTO30J¢ KIETOK MHOIUX
OpraHoB, HO HauOOJIbIIIEE €ro KOJMYECTBO OOHApPYKEHO B
KJIETKAX ICUCHU U CEPACYHOM MBIIIIILI.



AcnaparamMmuHOTpaHcdepasa

ACT (AcAT) karanu3upyeT peakuulo TpaHCAMUHHAPOBAHMS
MEXIy aclmapraroM M  O-KeTOINIyTaparoM aHaJIOTUYHO
IIPEIBITYIIEH.

B pe3ynbrare o0pa3yrorcs okcanoanerar u rmyramar. ACT umeet
KaK I[UTOIUIa3MAaTHMYECKYH0, TaK M MHUTOXOHIPHUAIbHYIO
dopmbl. HanborbIiee ero KoIm4ecTBO 0OHAPYKEHO B KJIETKaX
CEpJICUHOMN MBIIIIIBI U TICYCHHU.

Tak xak HanOoabiee koaumuecTBo AJIT u ACT cocpeaoToueHo B
IIEUCHU ¥ MHOKApAEe, a COJAEp:KaHHE B KPOBU OUEHb HM3KOE,
MOKHO TOBOPHUTh 00 OpraHoCIeIu(PUIHOCTH ITUX (PEPMEHTOB.



buojgornueckoe 3HAUYEHHUE
TPAaHCAMMHHUPOBAHUSA

Peakiiyuu TpaHCAMHUHUPOBAHUS UIPAIOT OOMIBIIYIO POJb B OOMEHE
aMMHOKHCHOT. II0CKOJIBKY 3TOT mpolecc o0patuM, (pepMEHTHI
aMMHOTpaHchepa3bl (QYHKIMOHUPYIOT KakK B Mpoleccax
KaTa0doa13Ma, TaK )| OMOCHHTE3a AMHHOKHCJIOT.
TpancaMUHUPOBAHHUE - 3aAKJIKYMUTEJIbHBIM 3TAall CHUHTE3a
3aMeHHMbIX AMHUHOKHCJIOT U3 COOTBETCTBYIOIIMX
KETOKHUCIIOT, €CJIM OHHM B JaHHBIA MOMEHT HEOOXOIUMBI
KJIeTKkaM. B pe3ynbprare IPOMCXOAUT MepepachnpeacicHue
AMMHHOTO a30Ta B TKaHSIX OpraHU3Ma.

TpaHcaMMHUpOBaHHWE - MepBas CTagus JI€3aMHAHHAPOBAHMS
OOJILIIMHCTBA AMHHOKHUCIIOT, T.€. HAYAJBLHBIM JTam HX
KaTad0JIn3Ma.



I[CBaMI/IHHpOBaHI/Ie AMHUHOKHNCJIOT

I[e3aMI/IHI/IpOBaHI/Ie AMHUHOKHCJIO0OT — pPCaAKIMs OTIICINICHUA
O-aMHUHOI'DYIIIIBI OT AaMHHOKHCIIOTBI, B PEC3YJIbTATC YCIO

o0pa3yeTcsl COOTBETCTBYIOIIAS (-KETOKHMCIIOTA (0€3a30TUCThIN
OCTaTOK) W BBIJICIISICTCS MOJIEKYJla aMMHaKa.

Ammuak TokcnueH i [ITHC, mosToMy B OpraHusmMe 4ejioBeKa U

MJICKOITMTAIOIINX OH IIPEBPAIIACTCS B HETOKCHYHOE XOPOIIIO
PAcCTBOPUMOE COCTMHEHUE — MOYEBUHY.



Cyab0a npoayKToB Ae3aMUHHUPOBAHUS

AMHUHORKUCJIOT
HzN-Cll-l-COOH
R
Y
AMMUaK a-Ketokucnora

O=C-COOH

NHs
/ " \A
\ OxucneHwue

MouesuHa AMMOHMIHBIE no CO, n H,0O
conu
/ Fnioko3sa

KetoHoBbie CUHTE3 3aMEHUMbIX
Tena aMUHOKNCNOT



5 3
B) COOH +NH, COONH,

OpraHuyeckas aMMOHUKHAs

KHUCJIOTA COJIb OpraHnu4. K-ThbI



+NH

COOH

b) CI{
CHNH
COOH
acriaptar

e
C = NH,

CH, +H,0
N, CaNg,
T IATO  COOH

acIiaparvuH



BI/IIII)I ACIAMHUHUPOBAHUA AMHUHOKUCIOT

1. I'mapomuTryeckoe

2. OKUCIUTETIBHOE

3. BocCcTaHOBUTENBHOE
4. BHyTpUMOJIEKYJIIPHOE



I'mapoauTuyeckoe ae3aMuHUPOBAHME

I HOH I
CHNH, NH, CHOH
COOH COOH

(y OakTepuin)



OxucJuTe/IbHOE AC3AMHUHUPOBAHUC

OKMCIMTEIBHOE A€3AMUHAPOBAHUE MOXKET IIPOUCXOIUTH IPU YUACTHH
OMH u ®A]J] —3aBUCHUMBIX OKCHUAAa3 AaMAHOKHUCIIOT:

A)D-aMHUHOKHUCIIOTBI clix—HA' MMHUHOKHUCIIOTBI +HCI){H KETOKHUCIIOTHI
3

b) L-aMUHOKUCIIOTBI ZTHAJ/IMHHOKI/ICJIOTBI +§%H KETOKHUCJIOTHI



BoccraHoBUTEIbLHOE ACIAMHUHUPOBAHUC

CH CH

| 3 OH [ =
CONH, T w, (e
COOH 3 COOH

(y OakTepuin)



BHYTpUMOJIEKYJISIPHOE 1e3aMUHUPOBAHUE

CH CH,
CHNH N, CH
COOH COOH
(y OakTepuin)
Y BBICIIHUX KUBOTHBIX TAKUM IIYTCM AC3AMHUHHUPYCTCA TMCTU/IWH.

ructugud - ypoxununoBas kucnora




IIpeBpanieHus1 0CTATKOB AMUHOKHUCJIOT

bonpiias  4acTh  0€3a30THCTBIX  OCTAaTKOB  aMHHOKHCIIOT
IpeBpallaeTcs B MUPYyBar, JU00 B pe3ybrare 00Jiee CI0KHOTO
nyTd, B oauH u3 MeraboiautoB L[TK. 3arem B peakuusx
[IATPATHOTO IMKJa MPOMCXOAUT 00pa3oBaHUE OKcalloaleTara,
KOTOpBIM  mpeBpamiaerca B  (ocdoeHonnupysBar. U3
dochoeHoMmUpyBaTa IOJ  JEHCTBUEM  IHPYBAaTKHHA3BI
oOpazyeTcs nupyBart. [IupyBaT nmojapepraeTcsi OKUCIUTEILHOMY
ICKapOOKCUJIMPOBAHWI0O M MOpeBpamaetcs B aneTuil-KoA,
koropbiii okucisiercss B LITK no CO, u H,O ¢ BeiaeneHnem
SHepruyd. Takoll MOyTh MNPOXOASIT  IPEUMYIIIECTBEHHO
AMMHOKHCIOTHI TTHIIIH.



IJIMKOI'EHHBIE um keTOoreHusbie
AMNUHOKHNUCJIIOTHBI

Kara0oan3M Bcex aMHUHOKHUCIIOT CBOJAUTCS K 0Opa30BaHUIO IIECTH
BEIIECTB, BCTYIAIOIMX B IIYyTh Karaboiau3Ma: HHPYBAT,
aneTus-KoA, o-xerorimyrapar, cykumHuiI-KoA, ¢pymapar,
OKCaJIoalleTar.

AMUHOKHCIOTBI, KOTOpBIC IIpEBpaIllalOTCI B MHUPyBaT M
npoMmexytounble TpoaykTel I[TK (oa-KI, cyknuani-KoA,
(yMapar) u 00pa3yroT B KOHEUHOM MTOI'€ OKCaJIOAIeTaT, MOT'yT
HCIOJIL30BAaThCS B MpOlIECCE  IVIIOKOHEOreHesa. Takue
AMUHOKHUCJIOTBI ~ OTHOCAT K  Ipylne  IJIFOKOT€HHBIX
AMHHOKHCJIOT.

KeToreHHble aMHMHOKHCIOTHI 00pa3yroT aneToaneTui-KoA, a
3aTeM aleTuiI-KoA ¥ KeTOHOBBIE TEa.



IlyTi HcnmoJib30BaHus 0€3a30THCTOI0 0CTATKA
AMHUHOKHCJIOT:

1. Oxkucnsirorest — sneprus + H O + CO,
2. CuHTE3 YINIEBOAOB — INIMKOHEOTEHES

3. CuHaTE3 JIUNUI0B

OCHOBHBIC KOHEYHBIC TIPOYKThI 00OMeHa aMiuHOKUCIOT: H, O,
CO,, NH,

NH, — sin! Ero HeoO6xomumo 00e3BpeuTh.



ANaHuH

CepuH
FrvumH
LlucTenH
TpuntogaH
niokosa Fiakips
t TpuntodaH
Anaun
\ Mupysar CO: U3onenuuH deHunanaHvH
\ COs JleAUuH TUpO3uH
®EN (1) l N i
\ AueTtun-KoA AuyeTtoaueTun-KoA
Acnaprtar i
AcnapamH—>OKcanoaueTaT
KeToHOBLIE
. @ Lpar Tena
eHunanaHuH
TWUpo3nH » Gymapar LTK +
Naouutpar
MmyTamar
TpeoHuH MmyTamuH
MeTnoHMH —» CykumHun-KoA ApruHuH
R e <)
BanwH @? rueTWaMH
Maoneuuvm

FMponuoHun-KoA

BxmoueHne 6€3a30TUCTOrO OcTaTka aMMHOKUCNOT B 06wmi nyTb Katabonuama.



Knaccugukauua ammHokucnot no cyabbe Ges-
830TMCTOro ocraTka

I'nukoren-
I'auko-

HbIE KeToreHHble

AMUHHOKMC- KETOTCHHbIE AMHHOKHCJI0THI

AMHHOKHUCI0THI
JJOTHBI

AnaHuH Tupo3uu JleyyuH
Acniaparu N3oneniiva JInzun
Acmaprar deHnnariaHuH
I'munue Tpunrodan
I'nyramar
[myramun
[IponuH
Cepun
ucTenn
AprusvH
I'nctuaun
Banun
MeTnonun
Tpeonun




AHATTIEPOTUYECKUE

PEAKUA

CO;
1 AMmuHokucnotst —  [lupysar s Okcanoauerar

2. AMuMHOKUCNOTHI — [nyTamar — o-KeTornyrapar

3. BanwH
>—0 MponuoHun-KoA — CykumnHun-KoA
W3onenuuH
4. AMMHOKUCNIOTHI — @Pymapar

D. AMUHOKMUCHOTBI — (Okcanoauerar



He3amMeHnnMble aMMHOKHCJIOTDI 3aMeHUMble AMHUHOKHUCJIOThI

1. Baqun 1. T'uctuoun
2. N3onennun 2. Anaaua
3. JlenuH 3. AcriaparuHoBasi KUCJIOTA
4. JInzun 4. I myraMuHOBAsI KACJIOTA
5. MeTnoHuH 5. Cepun
6. TpeoHuH 6. ApruavH
7. Tpuntodan 7. I'muanun
8. deTHnnalaHuH 8. Tupo3un
9. llucTtuH
10. [ucrenn
11. IIponun




BUOCHUHTE3 3SAMEHUMbIX
AMUHOKHUCJIOT

B opranmsme 4eiioBeKa BO3MOKEH CHHTE3 BOCBMH 3aMEHHMBIX
amuHOKUCHOT: Ama, Acn, Apr, Cep, Inmu, I'my, I'mH, IIpo.
YriepoaHblid CKEIET H3THX AaMMHOKHCIOT 0O0pa3yercs U3
[JIFOKO3BI. 0-AMHUHOTPYTIIIA BBOAUTCA B COOTBETCTBYIOIIAE (-
KETOKHUCJIOTBI B PE3YJbTATE PEAKIUK TPAaHCAMUHHUPOBAHMS.
YHuBeEpCAJbHbIM JOHOPOM (O-aMHMHOTIPYNNbI  CJHYXKHUT
IJIyTaMar.

[IyTéM TpaHCAMHHHUPOBAHHUS O-KETOKHCIOT, OOpa3yIOIINXCS M3
[JIFOKO3bl, CHHTE3UPYIOTCSI aMUHOKHUCIIOTBI



CuHTe3upyeMble AMUHOKHUCIOTHI

KpOMC BOCbMHU IICPCUUC/ICHHBIX 3aMCHHMbLIX AMHWHOKHCIIOT, B

OpraHu3MC MIICKOIIUTAIOINX MOI'YT CHHTC3HMPOBATHCA emé
9CThIPC aMHUHOKHUCIIOTHI.

YacTuyHo 3aMEHHMbIE AaAMHUHOKMCIOTBI Apr u Tuc

CUHTE3UPYIOTCS CIIOKHBIM ITYyTEM B HEOOJIBIIMX KOJUYECTBAX.
boJbIas ux 4acTh OOJKHA MOCTYIIATh C MUILECHU.

Z[J]H CHHTCE3a YCJI0OBHO 3AaMCHUMBIX aMUHOKHUCJ/IOT TUPO3UHA H
IUCTenHa Tpe6YIOTCH HC3aMCHHUMBIC AMHWHOKHCJIIOTHI
(I)GHI/IJIaJIaHHH N MCTHOHHUH COOTBCTCTBCHHO.



IlyTu o0e3BpexxkuBanusi NH,

BpemeHnHoe - 00pa3oBaHue aMHUI0B aMUHOKHCIIOT,
00pa3oBaHME AMMOHMUHBIX COJIEH — BO BCEX TKAHSIX.

OKoHYaTEIbHOE — 00Pa30BaHUE MOYCBHUHEI B IICUCHH —
OPHUTHHOBBIN IIUKIL.



Oxucaumensrioe esamunuposarie

s Hamnboaee akTHBHO B TKAHAX IIPONCXOAUT A€32-
MUIHIPOBAHUE TAYTAMIHOBON KUCAOTHL. PeakImro
KAaTAAU3HPYEeT PEPMEHT FAYyTAMATAECTUAPOIrE€HA34,
KO(PEPMEHTOM IAYTAMATACTHAPOTEHA3EL ABAACTCSA
NAD+. Peakmusa maér B 2 atamma. Brawase mpoucxoanT
dhepMeEHTATHUBHOE ACTHUAPHPOBAHIE TAyTAMATA 1
OOPA30BAHNE UMUHOTAYTAPATA, 3aTEM —
He(PEPMEHTATUBHOE THAPOAUTHUYECKOE OTIIICIIACHIE
VIMHHOTPYVIIIIBL B BUA€ AMMHAKA, B PE3YABTATE YETO
00OpPa3yeTcs a-KETOTAyTapaT.



I[GB&MHHI/IPOBEIHI/IG rIyrTaMdra

(lZOOH

NAD* NADH+H"

CH2 #

éH —NH, [nyramarperupporedasa  C— NH
| 1
COOH COOH
nyramar a-UmuHornytapar

H-0

I
COOH
a-Ketornyrapar




Henpamoe oesamunuposarue
(mparicoesamunuposarie)

s  bBOoABIIMHCTBO aMHHOKHCAOT HE CIOCOOHO AC3AMHHHUPOBATHCH B
OAHY CTaAHIO, ITOAOOHO I'Ay. AMUHOIPYIIIBI TAKKX
AMIHOKHCAOT B PE3YABTATE TPAHCAMUHHUPOBAHUSA IIEPEHOCATCH
Ha 2-KETOTAyTapaT C 0OPa30BAHUEM I'AYTAMIHOBOM KHUCAOTHL,
KOTOpAas 3aTEM IIOABEPIaeTC IPAMOMY OKHICAUTEABHOMY
AC3AMHIHHUPOBAHUIO. 1aKOM MEXaHU3M AC3aMHHHUPOBAHUSA
AMIHOKHCAOT B 2 CTAAUH IHOAYYIUA HA3BAHUE
TPAHCAEC3AMUHHUPOBAHUSA, HAU HEOIPAMOTO AC3AMUIHUPOBAHHUA:

AMUHOKMCNOTA a-KI

nyTamar-
AMUHOTpaHchepasa nernaporeHasa

ne NAD"
a-KeTokucnora fny




TPAHCAC3AMHUHHUPOBAHUC

= HEIIPAMOE A€3AMUHUPOBAIIIE — OCHOBHOU
CIIOCO0 A€3AMUHHUPOBAHUA OOABIITMHCTBA
AMHUHOKHUCAOT. O0€ CTAAUHN HEIPAMOTO
AC3AMHUHHIPOBAHUIA OOPATAMEL, YTO
ODEeCIIEYNBAET KAK KATAOOAU3M AMHUHOKHCAOT,
TaK ¥ BO3MOKHOCTb OOPa30BAHUSA IIPAKTIIECKHI
AFOOOM AMUHOKHUCAOTBI 13 COOTBETCTBYFOITICH a-
KETOKUCAOTHI



OOpaTuMOCTh TPAHCAC3AMHUHUPOBAHUS

a-Kerornyrapar
o-AMUHO-

KUCNOTbI

\/ V
rnyTtamart-

AmunHoTtpaHcdepasbl
parceop A pervaporenasa \

a-Keto-
KUCNOTbI Cnyramar

a-AMUHO-

NH3
KMCOTbI +

a-Ketornytapar
NADH

\/ v
AMUHOTpaHChepasbl Imyramar-
perupporeHasa |

a-KeTokncnoTbl Fnyramat  NaD*



Heoxucaumenwrioe desamunuposarive

= B rieueHn 4eAOBEKa IPUCYTCTBYIOT
cuerududeckre (PEPMEHTHI, KATAAU3HPYIOIIIIE
PEAKIINU AC3AMUHUPOBAHUA aMIHOKHUCAOT
CEpUHA, TPEOHUHA U I'UCTUANHA
HEOKUCAUTEABHBIM Iy TEM.

s HeoxucamrearHoe AC3AMUHHUPOBAHUC
CE€pHuHa KaTaAN3NPYCT CCPUHACTHAPATA3A



Jle3aMrUHUpOBaHUE CEPUHA

ICH;—OH H0 (”3H2 CH; H0 CHs
GH - NH

2 C—NH;—— C=NH C=0 + NH;
CepuHperugpa- | ] ]
COOH tasa Mo COOH COOH COOH

L-CepuH Mupysar




TokCcHYHOCThP aMMHAKA

AMMHAK AE€TKO IIPOHUKAET YePEe3 MEMOPAHBI B KACTKI U B
MHUTOXOHAPHAX CABATAET PEAKIIUIO, KATAAUSUPYEMYIO
TAYTAMATAETHAPOTEHA30M, B CTOPOHY OOPa30BaHUSA TAyTaMATA:

a-Kerorayrapar + NADH + H+ + NH3 -» I'ayramar + NAD+.
VMeHbIIIEHIE KOHIIEHTPAITUH a-KETOTAYTAPATA BEI3BIBACT:

yTHETE€HHE OOMEHA AMHHOKHUCAOT (PEaKIINI TPaHCa-
MHUHHUPOBAHUA) U, CACAOBATEABHO, CHHTE32 U3 HUX
HEMPOMEAHATOPOB (AETUAXOAMHA, AO(PaMIHA T AD.);

T'IITOHEPTETUICCKOE COCTOAHUE B PE3YABTATC CHHXKCHUA

ckopoctu LITK.



TokCcHYHOCThP aMMHAKA

[ToBrIIIIEHIE KOHIIEHTPALIMN AMMHAKA B KPO

BU caBuraeT pH B mmeAouHyr0 cTOpOHY (BBI3HI
BAET AAKAAO03). DTO, B CBOIO OYEPEAD, YBEAU
YIBAET CPOACTBO TEMOIAOOHHA K KICAOPOAY,
YTO IIPUBOAUT K THITOKCHH TKAHEH, HAKOITAE
Huto COZ u rHmosHepreTU4ecKOMy COCTOSHUIO,
OT KOTOPOTO 'AABHBIM OOPa30M CTPAAAET TO
AOBHOM MO3T.

* BeIcOKmE KOHIIEHTpAITNH aMMHAKa CTUMYAH
PYIOT CUHTE3 TAyTAMHHA 13 TAYTAMATA B HEPBHOU
TKAHU (IIPH YIACTUHU TAYTAMIHCHHTETA3HI):

['ayramat + NH3 + AT® —» ['ayramua + AAD + H3P04.

HaxkxomaeHme rAyTaMiIHA B KACTKAX HEUPOTAUH IIPHUBOAUT K ITOBBIIIIEHUIO
OCMOTHYECKOI'O AABACHUSA B HUX, HAOYXaHUIO ACTPOIIUTOB U B OOABITTUX

KOHHCHTP&HHHX MOZKET BBI3BATh OTEK MO3IA.



CBsa3bpIBaHle aMMHaKa

OCHOBHOU peaKITUEl CBA3BIBAHUA aMMUAKA, IIPOTEKAFOIIIEN BO BCEX
TKAHAX OPTAHU3MA, ABAAECTCA CUHTE3 TAYTAMUHA ITOA ACHCTBHUEM
IAYTaMHAH-CUHTETA3HL:

(IJOOH @ (IBO —NH;

CH>

|
HC|I— NH: HC — NH;

: |
COOH AT® ALO+PI  caoy
FnyTamMuHCuHTETa3a

myTamar MmyTammH




] AyramMmH — OCHOBHOU AOHOpP 2430Ta B
OPTaHU3ME.

'BEICOKIIT yPOBEHDb I'AYTAMHHA B KPOBH U AETKOCTD €rO
IIOCTYIIACHUSA B KACTKH OOYCAOBAHBAFOT HCIIOAB30BAHHE
IAyTAMIHA BO MHOTHUX aHAOOAHYECKUX IIPOITECCAX. AMHUAHBII
a30T TAYTAMIHA HCIIOAB3YETCHA AAA CHHTE32 IIYPUHOBBIX U
ITIPUMHAMHOBEIX HYKACOTHAOB, aCIIAParnHa, aMIHOCAXAPOB 1
APYTUX COEATHEHUM.

Benku
MypuHbl

|| —. MpuMUaNHS!
AcnaparvH

AMuHocaxapa
nioko3a

flyTu ucnonb3oBaHUs rnyTamuHa B OpraHu3me.



OpHUTHHOBBIN ITUKA

= MouyeBuHa — OCHOBHOM KOHEYHBIN
IIPOAYKT a30THCTOIO OOMEHA, B COCTABE
KOTOPOTO U3 OpraHmsMa BeiaeadeTcss A0 90%o
BCET'O BBIBOAMOIO 230Ta. DKCKPEIIUA MOYEBUHBL
B HOpMeE cocTtaBaser -25 r/cyrt. [1pn
ITOBBIIIIEHIHT KOAMYIECTBA IIOTPEOAAEMBIX C
ITUITIEHT OEAKOB 9KCKPEITS MOYEBUHEI
yBeAnumuBaeTca. MoueBruHA CUHTE3UPYETCHA
TOABKO B IICUCHU.



OpHUTHUHOBBIM ITAKII

2AT® 2A00+Pi M2

NH; + CO, + H O ———————=2— 1 C=0

|
KapﬁaMoun(b:;:;t;?TcuHTeTaaa OPOH,

Kap6amoundocdar




OpHUTHUHOBBIM ITAKII

H3PO4

C=0 + ((:3H2)3 - J

| OpHUTKHH-
OPO3H; C|3H —NH:z kap6amountpaHcdepasa

COOH ?H —NH,

Kapbamoundocoar OpHUTUH COOH
LutpynnuH




OpHUTHUHOBBIM ITAKII

NH
2 COOH  ATo  AM® + HeP,O,

| |
C=0 NH2 - (I:H > »

|
NH * (|3H2 ApPryUHVMHOCYKLMHAT-
( CI: Hole COOH CUHTeTasa
E

C|H ~NH;
COOH
Lintpynnvs Acnaprart ApruHuHoOCYKUUHaT




OpHUTHUHOBBIM ITAKII

CHz ApPrMHUHOCYKLMHAT-

|
((:3H2)3 COOH nuasa (?HZ)S
(l':H —NH; C|H —NH;
COOH COOH
ApruHMHOCYKLMHAT ApruHuH dymapat




OpHUTHUHOBBIM ITAKII

NH2

|
C=NH o NH, NH,

! | |
BH \: (?Hz)s + (|3= O

|
(?Hz)" ApruHasa CH—=NH2  NH,
CH —NH, COOH

COOH

ApFUHUH OpHutuH  MouesuHa




CxeMa OpPHUTHHOBOI'O ITMUKAQA

AMvHOKMCHOTa,

TpaHcamuHupoBaHue
€ a-KeTOryTapaToM
Tnyramar
Uurosone S
£y
Fnyramar

. .
Mouesuna NH; — C — NH;
it Fnytamar-

o

OpHuTns
H0 ~—7" ApruHasa
vl

cuHTerasa 1

Aprarin | 2ATO + Pi

dymapar | KapBamoundocdar

AprHrHO- OptmnTun-
cyknar-  OpwTuHOBRI | | Kap6amowst-
| nuasa Lmicn i Tparicepasa
\ Pi
ApPrUHUHOCYKLIMHAY
Uuntpynnun
ApPrMHUHOCYKLIMHAT -

CTUHTET332

AM® + PPi Muroxosapus

Linrpynnun
Acnaprar

TpaHcamuxupoBaHue
C OKCanoaueTarom

Fnyramar

TpaxcaMuHKupoBanue
C a-KEeTOrnyTapaTom

OpHuTUHOBLIN Wukn Kpe6ca—Tenaeneira. OkvchutensHoe Ae3aMUHNpOBaHME riyTamaTa npoucXoguT B MUTOXOHAPHSX.
DepMeHTLI OPHUTMHOBOIO LMKNa pacnpefeneHbl Mexmy MUTOXOROPMAMU 1 LuTo30nem. MoaToMy HeoGxoanM TpaHcMemGpaHHbiii ne:
PeHOC rnyTamara, UUTPYNinHa M OPHUTHHA C NMOMOLLLIO CeLndu4ecknx TpaHcnokas. Ha cxeme nokasakb! NyTU BKIOYERUA a30Ta AsyX
PasHbIX aMUHOKMCIIOT (aMUHOKUCNIOTa 1 M aMUHOKMCNOTA 2) B MONEKYNY MOHEBUHBI: ® OfHA aMUHOrPyNNa — B BUAE aMMnaka B MaTpuk-
Ce MMTOXOHAPUY; * BTOPYIO aMUHOIPYNMY NOCTABNRET AcnapTar UMTO30NS.




IIpu 00pa3zoBaHUU MOYEBUHbI UCIIOJIb3YeTCH

A) aMMHaK — OJTHa MOJIEKYJIA
b) CO, — oxna mosnekyna

B) amuHOrpyImnmna acrmapariHoBOM KHCIJIOThI — OJIHA MOJIEKYJa

[Ipn 00pa3zoBaHUM OAHOM MOJIEKYJIbl MOYEBHUHBI PACXOIYETCS TPU
MOJIEKYJIbI ATO.



KpOMe AMUHOKHAC/IOT AICTOYHUKOM aMMHUaKa B
OPraHu3McE ABJAAIOTCSH .

A) OMOreHHBIC AMUHBI — THCTAMUH, CEPOTOHUH U JIp.
b) myprHOBBIE OCHOBaHHUS
B) nupuMuInHOBBIE OCHOBAHHUS

[') aMub1 aMUHOKHUCIIOT



Bpemennoe ooe3Bpe:xxkuBanue NH,

0
COOH c- “NH,
CH, CH,

A) CH, cﬁl +H,0
CHNH, AT® CHNH
COOH COOH

[TIYTAMAT [TTYTAMUWH



IIpeBpalieHue 0€JIKOB B TOJICTOM KHINCYHUKE

BEJIKN — 198 . AMHMHOKUCJIOTHI

THUAOCTHBIEC

OaxTepun THUJIOCTHBIC

OakTepuu
SITOBUTBIE BEILIECTBA

aMMUAK, CEpOBOAOPOI, NyTPECINH, KaIaBEPHH, (DCHOT,
Kpe301I,




Cxema npeBpalieHus BelleCTB

HNcxoanbie Belecrnsa

Y1IIICBOAbI JIMITN AbI OelIKH

N\

IIPOMEKYTOYHBIE TPOAYKThI OOMEHa
(MMpOBHUHOTPaJHAS K — T4, KETOKUCIIOThI, YKCYCHasI K — Ta)

KoHeuyHbIe MPOAYKTHI 00MeHAa

H K?\O\NH

2 2 3



HyTI/I HUCIIOJb30BaHUA IMUCTCHUHA

CH,SH

CH,NH,

TAYPHH -

BbEJIKUA

|

[IMUCTEUH

}KEILIIHBIE
KHUCJIOTDBI

|

[TIIOTATUOH

TUOOTUIIAMUH

HS -'KoA



Ucnoab30BaHMe CepUHA

buocunTes 0eIKoB

|

CEPUH —— xomamuH

/ XOJINH
[ACTECUH C(pUHrO3MH

dbocdaruabl



Ucnosab3oBanue riiniuHa

OMOCHHTE3 KpeaThuHa OMOCHHTE3 OEIKOB

06€3Bpe)KHBaHI/Ie\ﬂI/I MH

OEH30MHOM K-Thl

OMOCHHTE3 ITyPUHOB

HYKJIGI/IH(l)BBIX K-T
MOCUHTE3

reMa
OMOCHUHTE3 KEITYHBIX K-T obe3BpexunBanune NH,
y TITHII

OMOCHHTER IIIKOTAaTHUOHA



HYTI/I HCIIOJb30BaAaHNA MCTHOHHUHA

bEJIKU
JIEHATHUH

- CH, v - CH,
XOJINH - METHUOHNWH - KPEATHUH
-CH, A " \E CH,
AJIPEHAJINMH TUMHWUH I'EM

JTHK




broxoruyeckas poib CEprUHA U INHULICPHUHA

CMmoko3a

I

3-dochornuuepar «———— nuuepar

(upyeaTt \ I / Oxcunupyear
UucteuH  «——— CEPWH ——  Cdunronunuapi
/ T T  ooconunmas
2
Eeafiia s Hs-dbonar
v\ N Metunen-H,-ponar
Fnyramion o o Nunnas
KpeatuH — rMnunH — [em
funnypoBas \» MypuHoBbIe
KucnoTa HyKreoTuab!
K KodepmeHThb!
OHBIOMMPOBAHHbIE +
KEMYHbIE KUCTIOTh J _—  Hebonar (NAD", FAD)
HzO “~—  MeTunen-H,-cbonar

CO2+ NH3



