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OBMEH BEJIKOB U AMUHOKUCIJIOT.
OBLUUNE TTYTU KATABOJIN3MA
AMUHOKUCIIOT.



buonornueckmne pyHKkumnm 6enkos

* CTPYKTYPHAA

* DEPMEHTATUBHAA (KATAJIUTUYECKAA)
* TOPMOHAJIbHAA (PETYNATOPHAA)

* PELEMNMTOPHAA

* TPAHCITOPTHAA

* CORPATUTEJIbHAA

* MMMYHOJTOI'MYECKAA

* TEMOCTATUYECKAA

* ObE3BPEXKVBAKOLLAA



[ToTpebHOCTb B besnike
80-120 r/cyTku

55% XKMBOTHOrO 45% pacTuTenbHoOro
NPOUNCXOXKAEHUA NPOUCXOXKAEHNA
(6egHbl I3 1 TPU)
[TonHoUeHHble benkun coaep*Kat Bce HesameHnmble AMK
XL — copgepXaHne scex AMK BL = 1/konnyectBo benka
Heobxoanumoro AnAa noaaepKaHusa
a30TUCTOro PaBHOBECUA C Y4EeTOM
BcacbiBaHUA Bcex AMK B KnweyHUKe



Knaccnomkauma AMK no bnonormyeckon
LEeHHOCTWU

* 3ameHumvblie ([TIN, AJIA, PO, ACT1, /1Y, ACH, I/1H, CEP)

» HezameHumsie (/IN3, MET, BA/1, JIEU, ®EH, UJIEWN, TPE, TPU)
* YacmuyHo 3ameHumesle — API, TUC

* YcnosHo 3ameHumeble — LINC, TUP



[ToCcTaBLMKM pacTUTEIbHOTO Desika

* K 6060BbIM NPOAYKTaM OTHOCATCA: $aco/ib, ropox,
COf, YeyeBuLa, YMHA, MAUC, HYT U ApYrume.

* OHM ABAAIOTCA NOCTABLUMKAMMN pPacTUTeNbHOro benka.
B daconun n ropoxe cogepmntca okono 23% b6enkos, a
B coe 6onblie 30%.

* OHWM ycBamBatoTca opraHmamom Ha 80%.



KBalLLMopkop ANUMEHTapHbLIN Mapasm

Oeduunt 6enka HNedeuut 6enka un
Kanopum

OTeku, acuuT, 3agepxka |besoTeyHas, cyxas
HaTpus, r’MNOKarNUMeMmnsa | MapaHTuyeckas gopma

AnaTtusi, oTcyTCTBUE ANnNeTuTt npucyTcTByeT
anneTturta i i
BbipakeHHas benku KpoBu Ha HUXKHEN
rmnoanbbyMmMHeMus rpaHuLe HOpPMbI
[TporHo3 bonee [MporHo3 nyywe, 4yem

NecCUMECTUYHbIN ~ | ApuY KBaLLMOPK @VShafEC#







A3oTUCTbIN 6anaHc (A) — pa3HOCTb MeXAy KONMYECTBOM
a30Ta, noctynatouwero ¢ nuwen (Nn), u Konnyectsom

Bblaenssemoro asota (N3, npenmyLiectBeHHO B BUAE
MOYEBUHbI U AMMOHUMHBIX cConemn )

A=Nn-N>
A =0 a30TUCTOe paBHOBecCUe
A > 0 NONOXUTENbHbIN

A < 0 oTpmuatenbHbIN
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STAlNblI OBMEHA BEJIKOB
*[loarotoBUTENbHbIN (NNLLEBapeHMe)

* BHYyTPUKNETOUYHbIN 0ObMmeH (meTabonnzm)
* BbiBeaeHMe KOHEeYHbIX MPOAYKTOB 0OMeHa



XapaKTepuCcTnka nentmnaas

* [lonoXeHune B EK pepmeHTOB

* pHoONT

* [lo mecTy gencteua B benke

* [1o mecTy cnHTEe3a pepmeHTa U COCTOAHUIO

*[1lo cneyndPmnYHOCTN AENCTBUS



Poab CONAHOM KMCNOTbI B NepeBapuBaHNA
benka

o IEHATYPUPYET BE/TKM;
o CTEPUJIU3YET MULLY;

* BbI3bIBAET HABYXAHMUE TPYAHOPACTBOPUMbIX GE/IKOB;
« AKTMBWPYET NENCUHOTEH;

e CO3JAET PH-ONTUMYM 418 OENCTBUA NENCUHA;

* CMTOCOBCTBYET BCACBIBAHMIO YKEJE3A;

e BbI3bIBAET CEKPELIMIO CEKPETUHA B IBEHAOQLATUMNEPCTHOM
KULLIKE.



Obpa3oBaHue HCl B xenyake




[HMeHne AMK B KMLWLWEeYHUnKe
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Obe3BperkmMBaHMe NPoayKToB rHneHna AMK
B NeYeHu

XumMuyeckoe cmpoeHue NH COOH
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Kartabonuim
DEJIKOB TKaHEeH

300-400r
benku nmumu
- 30-35r
C 30-120r OHA
HHTE3 cBobonHbIXx ~ ——> benkn
H3 YITICBO/IOB ' AMHHOKHUCIIOT TKaHei
300-400r
A3zoToCoaepKalHe l - NH3 - MOYEBHHA
COCIHHCHHA
CC-KETOKHCIIOTEI
BHOTEHHBIE Fﬂpm}}ihl |
AMHHBI HykneoTuasl CO2H20 - I'moxkoza
I'em AlTD KeroHoBsle Tena

KpeaTtun u an.



MeTabomam [TpOAYKTb
AMK meTabonmsama AMK

v OKHCJICHUE 0 KOHEUHBIX ¥ bHOreHHbIe aMUHEI
npoxykToB CO, u H,O (10-  v'Topmons! (TupeounHsie,

15% sHeprotpar) KaTeXO0JIaMHUHBI )
v’ I'mrokoHeoreHe3 v’ A30THCTBIE OCHOBAHMS
v' BrocuHTE3 JIMITUIOB v' HyKJ1eoTH IB]
v' Kerorenes v'Tem (Hb, Mb, nutoxpomsr)
v CUHTE3 3aMCHUMBIX v'Kpearun
AMHHOKHCITOT v’ Kapuutus

v XoJH



OTKpbINK peaKkumu

nepeammmHnMpoBaHUA
(1937) i
Cl)OOH
CHj CI:HQ ICH3
= |
y CHg + C=0 === CHy + CH-NH2
BpayHwTenH | | | I KpuumaH
AnekcaHap Esceesuny ?H ~NH2 COOH ?:O COOH  Mapus rpuropbesha
COOH COOH

[ nyramar Mvpysar a-Ketornyrapar ANaHUK



XapaKTepucTuKa peakumin nepeamMmHnMpoBaHmA

e Peakuunmn obpatumbie (Kp = 1)

* YCKopAOTCA depmeHTaMmn aMUHOTPaHCPepa3amm C KOPaKTOpPOM
N (B,)

e [loHOp amuHOrpynnbl — Nt0bas aMMHOKKUCIOTA, Kpome Jlns, Tpe,
[1po

akuentop — NBK, LLUYK, a-KI'K
e CybeTpaTthl APYr C APYrOM HE KOHTaKTUPYIOT
* HeT BblAeNeHNA aMMUAKa
* IrpatoT Ba*KHYIO po/ib B 0bmeHe besIKoB 1 aMUHOKUCAOT
* imetoT AnarHoctnyeckoe 3HayeHue (AT, ACT)



[Tpeobpa3zoBaHMe KODaKTOPa B XO4e peaKkLumm
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buonornyeckas posib peakumi
TPAHCAMUHMPOBAHWA

* HayanbHbIN 3Tan KaTaboan3ma aMUHOKUCOT

* AMMHOKMCI0Ta ocBObOXKAaeTcs oT o —

aMWUHOTPYNMbl, YINEPOAHbIW CKeNeT ganee
MCNo/sib3yeTca Ha aHaboam3am nam Katabonumsm.

* [lepepacnpeneneHne aMMHHOIO a3oTa B K/eTKe,
KO/IMYECTBO aMUHOKUCIOT HEe U3MEHAETCA

* He obpa3yeTca cBOOOAHbLIM aMMMAK
* CUHTE3 3aMEHUMbIX aMUHOKNCNOT



B xpoBU 00HAPYKUBACTCI HU3KAasA aKTUBHOCTH

AJIT (5-30 E]T) " ACT (8-40 EJI)

[ enaTuThl Nuadapkr

Hcnonszyercsa kodpuuueHt ge Putuca ACT/AJIT = 1,33+0,42.



Hpﬂmoe ORNCINTENIbHOE AE3aMNHNPOBAHNE

CI:GGH ?GDH COOH
CH NAD*  NADH+H' CH Hga éHz

CH, .._g — CH, ~ CH, + NH;
+H—HH-.- InyramaTaermaporeHasa JI:= NH H; c=0

COOH COOH :



3Ha4yeHune NPAMOIO OKNCANTEJIBHOTO
Ae3aMNHNPOBAHWA

1. OKkucImMTENbHOE N€3aMUHHUPOBAHUE 21YMAMAma — KOHCYHBIN dTall
KaTra0oJIM3Ma aMHUHOKHUCIIOT

2.BpijensieTcss aMMHaK — KOHEYHBIM IIPOAYKT a30TUCTOTO OOMEHA

3.00pa3zyercsa 0€3a30THUCTBIM OCTaTOK — YIJICPOJHBIA CKEJIET,
MCIIOJIb3yEMbIM Ha IIPOILIECChI KaTa00JIM3Ma U aHa00In3Ma

4. 9urepreTudeckoe 3HaueHUe (3 ATD)

5.Peaknusa oOparuma (Ipu H30BITKE aMMHAKa PABHOBECHUE CMEIICHO

BJICBO)



[lpAMOe HeoKncanTenbHoe

nesammHUpoBaHue
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TpaHcae3aMUHUPOBAHUE — DTO COUETAHUE 2-X
[IPOLIECCOB

1. TpaHcamMuHMpoBaHUe NtobbIX 16 aMUHOKUCAOT C
a— Kl

2. OKnucnmntenbHoe AesaMMHUpOBaAHMeE I/lyTamMaTa



Tpancae3aMUHUPOBAHUE

AMHHOKHC/I0T \/ o-KeTornyTapar \/ HAJTHH" + NH;
AmuHoTpaTcdepasa [1yramaTaeruaporenasa

/ \ /' \ mar o

o-KeTokucjora I'ayramar




Brionornyeckaa posb TpaHCAE3aMUHNPOBAHKA

1.B xoae HEnpsIMOro JAe3aMUHUPOBAHMUS BCE aMHMHOKHCIIOTHI
TEPSIOT AMUHOI'PYIINY, 0€3a30TUCTHIM OCTaTOK
MCIIOJIb3YETCS Ha MPOILECCHI KaTa0oJM3Ma U aHA00IU3Ma

2.Beigensiercss  aMMHaK, KOHIIGHTpalysl  KOTOpPOro B
(PU3MOIOTMYSCKUX VYCIOBHUSAX OYCHb HH3Kasd, T.K. OH
00€3BpEIKMBACTCA C O0Opa30BaHMEM MOYEBHUHBI U COJIECH
AMMOHUS
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» JBisercs TOPMO3HBIM MCAUATOPOM.

[ AMK * Kpome storo nox BimsiHuem I'AMK

yIIy4IIaeTCs KPOBOCHA0KECHHUE

HOOC-CI-b-CHICHE NHZ’

* [[ukanueckoe npomszBogHoe I'AMK
— nupayemam WCHOJB3YETCS IS
yIIY4YIICHUS MeTadoarn3Ma B
HEMpOHAX W VYIYYIICHUS MaMATH,

JICHCHHUH JIINJICIICUH, I[GHpGCCHI?I.



HC

H

Jlodbamuu

T (=T

SBIIsIETCSI HEMPOMEINATOPOM,
KOHTPOJIUPYIOIIUM HPOH3BOJILHBIC
JABUKECHHS, DMOLIMHU U TTaMSITh.

B BBICOKMX KOHIIEHTpaUMsIX A0(haMUH
CTUMYJIUPYET aJpEeHOPELEITOPHI,
YBEJIIMYMBACT CUJTY CEPJCUHBIX
COKpaILlEHUH, MOBBIIIAET COIPOTUBICHUE
nepu@epudecKux coCyaoB (¢
napaielbHbIM YBEIUYECHUEM ITI0YEUHOTO
1 KOPOHAPHOI'O KPOBOTOKA).

Henocrarok nodammuua HaOIr0Aa€TCS IIPU
Oosie3Hu I lapkuHCOHA — TpEMOP PYK,
TOJIOBBI, «IIpodeCcCuOHalIbHAS» 00JIC3Hb
OOKCEpOB.



[ MCTaMWH

H

CH_?-CH;?-NH‘?

CTUMYJIUPYET CEKPEIUIO KEITYTOUHOTO COKa U CIIIOHBI;
MOBBIIIACT MIPOHUIIAEMOCTh KaUJUISIPOB, BBI3BIBAET OTECKH,
camwkaeT AJl, HO yBeIWYMBAET BHYTpPUUEPEHHOE
JABJICHUE, BbI3bIBAS TOJIOBHYIO 00JIb;

COKpalllaeT NIaAKyH MYCKYJIaTypy JIeTKHUX, BBI3BIBACT
yAyIIbE,

y4acTByeT B (DOPMHUPOBAHUHN BOCIAIUTEIBHBIX PEaKIIUN —
pacIIupeHre COCY0B, MOKPACHEHHUE, OTEUHOCTh TKaHHU;
BBI3BIBACT AJUICPTUUSCKYIO PEAKIIHIO;

HEUPOMEIUATOD;

Meauarop OOJIH.



HO

CepOoTOHWH

TOPMOH CYACThA

S-THAPOKCHTPUNTOD AN

HO

CEPOTOHUH

NH,

OKa3bIBA€T MOIIMHOE  COCYOOCYKHBAIOIIECE
JICUCTBUE;

MOBBIIIAET KPOBSIHOE JABJICHUE;

y4aCTBYET B PEryslHd TEeMIICpaTyphl TeEia,
IBbIXaHU,

MeauUarop HepBHbIX nporeccoB B I[HC
(oOnamaeT aHTUACOPECCAHTHBIM JCHCTBUEM ).
CITOCOOCTBYET

YIIy4YIIAeT [IaMsATh,

(hOpMHPOBAHHUIO LIBETHBIX CHOB
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OkuncneHue c ydactmem MAO

R-CH,-NHj DAL H,O,
dAMWH
OKCH AO033a
R— CH= NH DANH, O9
MMKWH
cn:ﬂzTZHHo Kodrepmentom MAO o6biuHO aBnserca PAJL.
CyuwiecreyeT 2 H30(DEPMEHTA, KOTOPbLIE OTINIHYAKTCH
R - C=0 no cybcrparHoH cneyH@PHYIHOCTH. HHrHBuTopbl MAO

L + NHj LUHPOKO NPHMEHSAKTCA B MEAHLUHHE KaK aHTHAENPECCAHTDI
dnsacrmn



Obpa3oBaHMe N obe3BpekMBaHME aMMMaKa B
opraHu3me

1. MexaHM3Mbl TOKCMYECKOTO AeNCTBMA aMMMAKA.

2. [Tyt 06pa3oBaHMA aMMKMaKa B OpPraHM3me

3. TpaHcNoOpTHble GOPMbl aMMMAKE, aMMOHUNTEHES B MOYKAX
4. BUOCKMHTE3 MOYeBUHbI, ero perynaumsa

5. lMnepammoHnemumnsa (mepBrYHaa 1 BTOPUYHAA)

6. A3oTemma, ypemua.



rl/ll_lepaN\N\OHl/IEN\Vlﬂ — nosbllleHNEe KOHUEHTPaAUNN aMMUNaKa B KPOBW.

e [IpedenbHo donycmumeblli ypOBEeHb aMMMUaKa B KpoBu 60 MKMob/ .

* [lpn XPOHMYECKON rMnepammoHUEeMnUN pa3BUBAETCA YMCTBEHHAsA OTCTaNO0CTb.
 CMMTOMDI: TOWHOTA, PBOTA, CYA0POrn, HeYeHopasaeabHana peyb,
3aTyMaHMBaHME 3peHns, TPemMop, HapyLleHne KoopamnmHaumm ABUKEHUNN.

* FIle nosblilleHNN KOHUEeHTPpauUnN aMMMAKa Bbllle npeaesibHbiX sBeJ1IM4nH
MOXeT HAaCTYyNMMTb KOMa U CMEPTb.



MexaHM3Mbl TOKCMYHOCTU aMMUMaKa

* Monsl aMmmoHus NH,™ BBI3BIBAIOT 3alll€IaYMBaHUE IUIA3Mbl KPOBU —
noBbImaeTcs cpoacTBo Hb k kucmopony (3ddexr bopa) — Hb He oTHaer

KHCJIOPpOA B Kalmujujrapax — cUNOKCUA KJIEMOK.

* Monbsl NH,* 6 yumo3sone KOHKypupyrT ¢ HOHHbIMU Hacocamu st Na* u KY —
MeMOpaHHblL NOMEHYUA] KIeMmKU MeHAemcs — Mo 6ausem Ha pabomy
BHYMPUKIEMOYHBIX (hepMeHmos

* Monbsr ammonus NH," BbI3bIBatOT M3MeHEeHUE pH Marprukca MUTOXOHIpUN —
HEBO3MOKHOCTh cuHTEe3a ATO — cUnooHepeemuUieCKoe COcCmaosiHue






MexaHM3Mbl TOKCMYHOCTU aMMUMaKa

ao-KI - Thytamat - [hyTamuH

* C8A3bIBAHUE AMMUQAKA rpu cuHmese 2a1ymamama - ommok a-Klr us UTK -
CHUXcaemcsa obpa3zosaHue sHepauu AT® — yxyowaemca 0esamesnbHOCMb KAemokK
* C8A3bIBAHUE AMMUQAKA rpu cUuHmMese 21ymamama - ommok a-Kr us UTK -
3ameodsneHue peceHepayuu LLIYK - HakonneHue Auemun-KoA ->KemoHeMUuA -
ayuoos

* C8A3bIBAHUE AMMUQAKA rpu cuHmese 21ymamuHa - ymeHoweHue AMK -
npeobsadaHue npoueccos 8036yxcoeHus e L|HC

* [1AYyMAMUH 0CMOTUYECKU aKTUBHOE BELLLECTBO — BbI3biBaeT 3a4ep*KKy H20 B
KNeTKax —> Bbl3bIBAET OTEK TKAHEU —> OTEK MO3ra = KOMY U CMEpPTb.






Formation and detoxification (disposal) of
ammonia

Rotting of AA

Deamination of glutamate

Detoxification of biogenic amine

Deamination of purine bases

40
Products detoxification
in tissues

Alanine . Gl

Glutamine (all utamate :
(muscles, .. brai Asparagine
_ _ tissues) (brain)
intestine) (rare)

\ /
|

Transport forms

Final disposal

/

Ammoniogenesis

10%
kidney

} Urea cycle

80-90%
liver
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OPHUTUHOBBIN LUK/
X. Kpebca — K. l'eH3enenTa







Perynauna UmKna

boicmpasa peaynauuda NponcXoauT Ha YPOBHE
KapbamounndocdatcmHTeTasbl |. ITOT PepMeEHT
annocrepudeckm perynmpyetca N-auetuarnytammHOBOM

KNCOTOWN, KOTOPAA CUHTE3UPYETCA BHYTPU MUTOXOHOPUN
U3 rNyTamaTta U auetun-KoA.

JloneospemeHHaA peaynayusa 3aBUCUT OT CMHTE3a HOBbIX
depmeHTOoB. MHAYKUMA CMHTE3a onpeaenaeTca YpoBHEM
nmnweBoro 6enka. lNosbiweHMe NocTynaeHmna 6enKkos c
MULLLEU MOBbIWAET CUHTE3 BCEX PEPMEHTOB
OPHUTUHOBOTIO LMKAA.



HAPYLIERUNA CUHTE3SA U BbIBEAEHNA MOYEBUHDI

e[MnpeammoHmnemus I-ro Tuna — deghekm
KapbamoungpocehamcuHmemasol .

e[npeammonHmnemma ll-ro Tuna — degpekm
OpPHUMUHKapbamounmpaHcgepasei.

eLIntTpynnnHemma — omcymcmayem apa2uHUHOCYKUUHamMcuHmasa.

* ADTMHUHOCYKLUMHaTaumnaypuma — oeghekm ap2uHUHOCYKUUHamMsaAua3ol

e[MnepaprmHnHemma — oegpeKm ap2uHa3bl.

[TonHas noTteps akTUBHOCTM XOTS Obl 0OAHOIO N3 pepMeHTOB
OPHUTUHOBOTO LMK/Ia MO4YeBMHOODOpa3oBaHUA NPUBOAUT B
NeTasbHOMY UCXOoAY.



HAPYLWWERWUA CUHTE3A U BbIBEAEHNA MOYEBUHbI

Bmopu4yHasa (npbuobpemeHHyto) 2unepammoHUeMus.

[Tpn 3aboneBaHUAX NevyeHn (renaTuTbl) ee PyHKLUMM, B TOM YUCIE U
MOYEBUHOOOPA30BaAHME CHUKAETCA, YTO NPUBOAUT K HAKOMIEHUIO
aMMMaKa B OPraHM3mMe, TaK Kak TONIbKO B renaToLMTeE NPUCYTCTBYET BECH
Habop PepPMEHTOB A4 CUHTE33 MOYEBUHDbI.

[Ton LMPPO3€e NeYyeHn Pa3BMBAOTCA KOIATeEPAIN MeX Y NOPTa/IbHOM
BEHOM N HUXKHEW NOJION BEHOW, aMMMaK NOMaaaeT B 0OLLMM KPOBOTOK WU
BbI3bIBAET MHTOKCMKALMIO, MPOABAAOLLYIOCA MOPaKeHMem HEPBHOM
CUCTEMBI.

[Tpn ycnneHnmn Kataboamyeckmx npoueccos (0OWMPHbIE TPAaBMbI,
OMYX0/IM, KaXeKcma) — NevyeHb neperpyr*KaeTcs NoCcTynatoWmMm aMMNaKOM,
KOTOpPbIM He ycreBaeT NPeBPaTUTCHA B MOYEBUHY.



A30TeMUMA — NOBbILLEHHOE HaKOMN1eHUe OCTaTOYHOro a3oTa
B KPOBMW.
OcCTaTO4YHbIW a30T KPOBM — @30T HEDENKOBbIX a30TUCTbIX
KOMMNOHEHTOB B CbIBOPOTKE KPOBMU
(MoO4YeBUHbI, KpeaTUHUHA, KpeaTnHa, MOYEeBOM KUCNOTbI,
MHAMKAHA, aMUHOKUCIOT, aMMMaKa).

[ToBbILLIEHME YPOBHA MO4YEBUHbI B KPOBM Ha3bIBAETCA

ypemus.

YpoBeHb MOYEBUHbI B KPOBU 3aBUCUT OT COOTHOLLIEHUA
NPOLLECCOB ee CMHTe3a M BbIBEAEHUA U3 OpraHnU3ma.



PeTeHUMOHHAA a30TeEMUA HACTYNaAEeT B pe3ynbTaTe HeAO0CTAaTOYHOro
BblAeNeHNA C MOYOW a30TCOAEPHKALLMX NPOAYKTOB (B OCHOBHOM MOYEBUHDbI)
NpPU UX HOPMaNbHOM MOCTYNAEHUN B KPOBAHOE pycno. PeTeHUMOoHHasnA
a30TemMus, B CBOO o4yepeab, MOXKET ObITb MOYEeYHOU U BHENoYe4yHoun. [pu
NOYeYHOM PETEHUMOHHOMN a30TEMUU YBENNYEHUE KONNYECTBA OCTAaTOYHOIO
a30Ta B KPOBWU NMPOUCXOAMUT 3a CHET 0C/1abNEeHNA SIKCKPETOPHOMN PYHKLUM
noyek (ocTpaa n XxpoHM4Yeckasa noyeyHana HeJoCTaTOYHOCTb). BHenoyeyHas
PETEeHUMOHHAasA a30TEMMNA MOXKET BO3HUKHYTb B pe3y/ibTaTe TAXKE/I0U
HEeAO0CTAaTOYHOCTM KPOBOOOpPaALLEHUNA, CHUKEHNA apTEePUanbHOro AaBaeHUS
N YMEHbLLUEHUS NOYEeYHOro KPOBOTOKA (Npu Npody3HbIX KPOBOTEUYEHUSAX,
TpaBMaTUYECKOM LLOKE, MOPOKaxX cepaLa).

[MpoayKUMOHHAA a30TeEMMA BO3HUKAET NPU N3BbITOYHOM NOCTYMN/IEHUM
a30TcoaepalluMx BeLWecTB B KPOBb, KaK c1eACcTBUE YCUIEHHOIO pacnaaa
TKaHeBbIX OenKos.
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Alkaptonuria Homogentisate

(ochronosis) homogentisateroz

Symptoms of alkaptonuria

Urine from patients with
Normal urine alkaptonuria

Maleylacetoacetate [l

=

lomogentisate I » Maleylacetoacetate | i

oxidase

_’ Benzaquinone _" B]ad( alkapton bOdie P:tierits;nay:isplay painless bluisl-1~ darkening of the outer ears,

nose and whites of the eyes. Longer term arthritis often occurs.

acetate




deHnnKeToHYpUA
Ksdccu4vyeCcKaA

deHnnKeTOHYpPUA
KoghepmeHmHas

TnposuHemusa |

TuposmnHemus I

Odeduvuunt
heHUnanaHuUH2UOpPOKCUNa3bl

HapyweHue cMHTE3a
buonmepuHa

dedeKkt depmeHTa
¢dymapunayemoayemam-
2uoponasol

OTcyTcTBUE pepmeHTa
MUupo3UHAMUHOMPAHCcpepasbi

HapyweHue ymcTBeHHOro
U GU3NYECKoro pa3suUTKUA,
CYAOPOXXHbIN CUHAPOM,

HapyLieHMe NMrmeHTauum

HakannamsealoTcA B KPOBU
TOKCUUYecKmne metabonurbi
YTO NPUBOAMUT K TAXKENOMY
NOpPa*KeHUIo NeyeHn u
no4yek

lNoBbllWeHa KOHUEeHTpauua
TUPO3UHa, Habnrogaerca
rmnepKepaTtos NaAoHeEN U
noaoLls



ANKanToHypuA

AnbbUHU3IM

Oedekr
OUOKcU2eHa3bl
20MoO2eHmu3uHoeol

Kucsiomol

OTtcytcTBUE
Mmupo3UHa3bl

BbigeneHme ¢ Mouou
6onbLIOro Koanuyecrsa
roMmOoreHTU3aMHOBOWU KUCNOTbI,
KOTOpas, OKUCIAACb BO3AYXOM,
obpa3yeT TeMHble NUTMEHTbI
aZIKanToHbl. Kpome TOroO
Habalopaerca NnMrmeHTauma
coeANHUTENbHOU TKaHWU

Hapyliaerca CMHTE3 NMMTMEHTOB
Me/IaHUHOB, OTCYTCTBUE
NMUrMEHTAL UM KOXXU U BOJOC.

Y nropeun ¢ aibbMHU3IMOM
NOBbILLEHHAA CKNOHHOCTb K
CO/IHEYHbIM OXOoram



