MeTa®onu3m CrnoXxHbixX 0enkoB

1.MeTabonunsm rema
2.MeTabonnam HyKkneoTnaos



CrnoxHble 0enku - npotenabl

CnoXxHble benku knaccudununpyroTcst No XxapakTepy
fnpocmemu4eckou rpynnol:

XpomonpoTtenabl ( K HAM OTHOCATCA reMrnpoTeunabl,
npocTeTUYyecKasd rpynna - 2em);

Hykneonpotenabl (NpocTeTnyeckas rpynna —
HYK/1eomuohbl);

mukonpoTtengbl (NpocTeTuyeckas rpynna — yas1eeo0hbl);
INlunonpotenabl ( NpocTeTUYecKas rpynna — Jiunuosl);

docdonporenabl ( npocTteTnyeasn rpynna —
¢gpocpopHasi kucsioma)

Benkoesasi yacmb Memabosniusupyemcsi rno yxe
u3eecmHOMy HaM MexaHU3My.



femnpoTtenabl. 'em

* [emnpoTtengbl YernoBeka NpeacTaBrieHbl CrieayownmMn. BELLECTBAMMU:
remMorrnoouH, MMOrnoouH, LUTOXPOMbI, KaTanasa u ap.

'em coctout us Fe++ wm nopdupunHa;

MopdmpuH NnpeacrTaBrneH NUPpPOsibHbIMU KONbLAaMU, CBA3aHHbIe
METUHOBbLIMU MOCTUKAMMU.



femornoouH

* Mornekyna remornobuHa A npegcrasneHa:
4 rema cBsi3aHbl C NONAPHOOAMHAKOBbIMU
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ICTOYHUKN rema

1. lNuweBble NPOAYKTbI - (3K30reHHLIN NMyTb) HE UMEET
3Ha4YeHMS.

B nuweBom paumoHe B cocTaBe NPOAYKTOB XXMBOTHOMO MPOUCXOXOEHUSA
(remornobuH, muornobuH). B xenyake nog gencTesmeMm nencuHa u
HCL paclwennstoTca Ha rem n 6enkoByro Yactb. benkosas yacTtb
noABepraeTcd nepesapuBaHnIo MO U3BECTHOMY MeXaHu3Mmy. 'em
OKUCIISieTCA B reMaTuUH, KOTOPbIU He BCacbIiBaeTCA U BbIXOAUT C
Kanom.

2. CuHTtes de novol!l!l



CuHTe3 rema

CuHTe3 de novo — UCTOYHUK remal!!
MecTo CMHTe3a BCe TKaHU (He MMeeT 3Ha4YEHUS), OCHOBHOE - KOCMHbIU MO32
(MCKNOYEHWE — apumpoUUmMbl — HET pUBOCOM)

UcTOoYHUKM XKene3a Ans CUHTe3a:

a. nuuesblie MpPoldyKmabl (3K30reHHbI NCTOYHUK)- HereMMHOBOE Xere3o B
COCTaBe OpraHU4YecKux coren un xenesocogepxawmx HereMMHOBbIX
O6enkoB (roBsauHa, roB. nevyeHb, NTULUA, pbida, rpeyka, npoco). Fe+++

U3 nuweBbIX npoaykTtoB Fe +++ BbICBOOOXAaeTCA B KUCIION cpene
Xenyao4yHoro coka. BcacbiBaetcs B 12-nepcTtHoun Kuwike B Buge Fe++,
Fe+++ —» Fe++ (ackopbuHOBas Kucnorta)

CyTo4HbIN paunoH cogepxnt ot 10 — 30 mr xxenesa, BcacbiBaeTca okono 10 %
OT BBEOEHHOrO.

BbiBoguTca B cyTkM okosno 1 mr. anuiiHee Kos-BO AENOHUPYETCSH B COCTaBe
benka depputnHa. CteneHb BcackiBaHUs xenesa B XXKT KoHTponupyeTcs
doeppUTUHOM 3HTEPOLUTOB.

TpaHcnopT Xenesa B KpOBU OCYLLECTBNSAETCSA 6erkomM TpaHcceppruHOM.

6. )xene30, oceobo)xOaroujeecsi npu NOCMoOsIHHOM pacrnaode 2emo2s/106uUHa,
peymunu3supyemcsi HO8b

Heno xene3a e mkaHsax —¢gpheppumuH ( Haubosibuwee KoJs-e0 cooepxumcs
8 reYyeHu, cesie3eHKe, KOCMHOM MO32¢)



CuHTes rema
» [lepBaga peakuns B MUTOXOHOPUSAX:

MuumH + cykumHMnKoA —  5-amuHoneBynUHOBas KUC-Ta

PepmMeHT- S-aMUHONEeBYNIMHATCUHTAa3a, KopepMeHT
¢dochonupupokcanb ( B6). AKTMBHOCTb perynumpyeTtcs
annoctepuyeckn. UHruourop —rem.

CcCOoO

: COOH

CH:

|

CH- «rnonoBHa»

| NUPPONBLHOrO KonbLa
C=0

|
CH: \ NH

= NH:2



CunHTEe3 rema

mMuuuH + cykumHunKoA

laMUHOﬂeeyHUHamCUHméBa
5 aMmMHoOnNeBYyNMHOBasA KUCIOTa

2 MONeKynbl KOHOEHCUPYOTCSH

MopcobunuHoreH nuppornsHoe konbLO

4 xonbua KoHOeHCUpyeTcs £ Cunmasa, KocuHmasa
YponopdupuHoreH lli

CO: dekapbokcuna3sa

Konponopiwlpvmoreﬂ Il

-CO2 dekapb6okcusna3sa
NMpoTtonopdupuH IX

Ii +Fe++ xesramasa
emMm



HapyweHunsa cuHTe3a rema
* [lopdupun - (nopgupuH — nyprypHseit(epey.)

COMpPOBOXAAlTCA HaKonneHueM B Kposu NOPJPUPUHONEHOB U
UX OKUCNEHHbIX NPOAYKTOB rnopgupuHos ( OKpaLleHHbIe).

* HacrnencTtBeHHbIE cBsi3aHbl € reHeTU4YecCKUMu aedekramm
¢pepMeHTOB CMHTE3a rema: CUHTasbl U KOCUHTAa3bl,
AeKkapookcunas:

e JPUTPONOITUYECKASA (CHMKEHME CMHTe3a B KOCTHOM MO3re)
HakonJsieHne metabonutoB (NopcMpUHOB) B apuTpouuTax, aanee
B KpOBb, Aarnee ¢ mo4you (Mo4ya — kpacHoro uBeta)

e [le4yeHOYHbIE — CHMXeHne CUHTe3a B MeYeHU U HaKoMMeHue
meTabonutoB (NnopcpnpmnHOB) B renatauuTax.

B03MOXHbI HEUpoNncuxm4yeckue paccTpoucTesa — MeTabonuTbl-
HEeMPOTOKCUHbLI; (poToaepmMaTUTbI, HapyLleHne PyHKLUMM NevYeHn

[TpnobpeTeHHble (YacTo Ha PpoHE DECCUMTOMHbIX

HacneaCcTBEHHbIX) NPU- oTpaBneHne CBUHLIOM, NpuemMe
NeKapCTBEHHbIX NPenapaToB — MHOYKTOPOB CUHTEe3a 5-
aMMHONEeBYNIMHATCUHTAa3bl - AuKNodeHak, 6apobuTtyparsl,
cTepouabl.



KaTabonuam rema

KpOBb
Cene3eHka 5 6 > neYvyeHb
(Kan P3C) NnnMpyouH inbsywH + — % ounupyobuH
nnmnpyo
pedykma3sa T‘ HAL®H PYOHR | onuiorauns | Y/I®-2miokyporoeas
ounneepamH xuenora
mobuH, Fe rnlOKyPOHMA AUNUPpPOo
’ ounnnpyounHa bt
BepaorfobumH = —
T C xenyblo KULWeYvYHUuK
2eMoKcueeHasa
reMomobuH __—| anrokypoHuda3sa
T nokK. K-Ta
3PUTPOLUTDLI <—.
NMOYKU 4
Me3obounuHoreH
YPOOUNMHOreH «— (ypoG:nMHoreH)
CTepKOGIVIJWIHoreH
v

YpoounuH (1-2 mr)




BunnpyoumH — ocHoBHOM MeTabonuT rema
(rmapocobHbIN)

* B Hopme B KpoBu obuiero ounupyouHa o 20 MKMorsib/1
e CBOOOAHLIU ( HENPAMOWN)- 75%;
e CBA3aHHbLIN - ( NpPAMON) riKypoHna- 25%

* [MNepoUnNMPyBUHEMNS: moxem kak credcmeue:

 A.Ob6pa3soeaHue 6unupybuHa e 6osibwieM Kosi-ee (ecriedcmeue

aemonu3a), 4eM mo, Komopoe rnmedYeHb Moxem noesiomumab,

b. noepexdeHue cenamoyumoes, Hapywaruw,ux 3KCKpeyuro
6unupybuHa e KUWeYHUK;

B. 3aKyrnopka xesi4HbIX 8bI80OSILUUX MPOMOKOo8 (OoryxoJsib,
KaMHU)

B 3asucumocmu om ypoe8Hs nospexxo0eHus pasfudarom
Hadrne4yeHo4YHasi( ecemosiumu4veckasl), ne4eHO4YHasl,
(napeHxummamo3Hasi); nodrne4yeHoYHasi( MexaHU4YecKasl,
obmypauyuoHHasi)



MeTtabonuim HyKneoTnaos



CTpoeHue HyKneoTnaoB

<+—— ApQeHUnoBbIN HyKneoTua

'yaHnnoBbIN HyKneoTua,

K
N

P-O-C
Il
N —CH: *+— TuMnaunoBbIN HyKNeoTua
) ) LiuTuaunoBbin HykKneoTua
O N YpunannoBbIn HyKneoTua

g



MeTabonnam HykneoTnaos — (NpocTeTn4yeckKas
rpynna HyKrneonportengos)

3Ha4yeHne HyKeoTuaos:
1.MoHomepbl HykKneunHoBbiX Kucnot — [1HK n PHK;
2.Hykneotunabl- Tpudocdatbl — UCTOYHUKUN IHEPruu;

AT®P- yHuBepcanbHbIU UCTOYHUK IHeprun; UTP,ITOD,
YT®- NICTOYHUKU IHEpPrMmn B CUHTE3ax

3. OOpa3sysa aktTuBHble hopmMbl cynbodaToB ( PAPC),
rmoKypoHoBou Kucnotbl (YOA®P-rnoKypoHoBas KUCNOTA),
y4acTBYHOT B Npoueccax AeTOKCUKaLuu;

4. BxoanaTt B cocTtaB KochepmeHTOB AernaporeHas (HAL,
®A) n kohepmeHTa aueTunuposaHusa KoA;

5. Uuknunyeckue hopmbl (WLAMD,ulM®D)- BTOpUYHbIE
nocpeaHUKU B NpoBeAeHUN rOPMOHaNbLHOro CUrHana



UCTOYHUKMN HYKIieotTnaos

1. BuocuHTe3s de novo (NpakTn4yeckun BO BCeX
TKaHaXx) 11}

2. [IOBTOPHbIN CUHTE3 U3 FOTOBbLIX CTPYKTYPHbIX
KOMMNOHEHTOB HYKNEeOTUAOB U HYKINENHOBbIX

KUCIOT NULLM U TKaHeu (peyTunusauus
a30TUCTbIX OCHOBAHUN— « NYTb CMAaceHnA»)



[peBpawieHne Hykneonpotenaos nuwm B XKT

HyKneonpotenabl

HCL lMencuH - xesyOokK

TpuncuH - 12 nepcmHasi Kuwka

HyKﬂeVIHOBbIe KUCNOTbI + 0erfloK > aMUHOKUCIIOTbI

denonunmepusauyus-
pa3pbiB
¢ochopHOachnpHBLIX
cBA3en

Hyknea3bl -12-nepcmHasi KUWKa:

Pub6o-, 0e30KCUHYKea3bl

\
HYKneotTuabl

.-

Hykneomuoda3bli

(pocghama3snbi)

Hykrneo3unpabl- (moryT BcacbiBathes)

* Hykneo3uoda3bl — (251UKO3UOHbIe cesi3U)

CB00. a30TUCTbIE OCHOBaHUA + pubo3a unu
Ae3okcupubosa (BcacbiBaroTCA)



BbuocunHTe3 Hykneotuaos de novo !!!

e A3omucmabie OCHOBaHUSs CUHTEe3NPYHTCA U3
HU3KOMOJIEKYJNIAPHbLIX npealecrTBeHHUKOB

 Pub603bI- UCTOYHUK - NneHTo30dochaTHbIN
nyThb;

 dochopHasi Kucsioma nocTynaeT C NULLEN



BbnocuHTes NMpUMUONHOBLIX HYKNneoTnaoB de novo

1 CyOcTpaThbl CUHTe3a:
N 1. AMuUO enfilymamMuHO80U Kucsiomsl
‘ 3 2. CO2
o C \ 3. AcnapazuHoeas Kucrioma

N
1 3T1an —cunrtes NMUPUMUONHOBOIro OCHOBaHUA (CUHTE3 OpOTOBOﬁ
KUCIOTbI):
A.AMmunpg rnytammHoBomn Kuc-tol + CO2 +ATO —» kapbomoundpocdar
depmeHm- kapbomousnighocghamcurnmasa ( eum. H)
b.kapbomoundocdar + acnaparuHoBas kKucnora kapbomounacnaprtar

B. uMknusauua kapbomounnacnaprata . OpoTOBas KucrioTa



bunocunHTes NMMPNMNUONHOBBLIX HYKIEOTUO0B

C=0
OpoToBas Kucnora -
N CH cchopmupoBaHHoe
MMPUMUONHOBOE KONbLO
O=C C-COOH
N

2 3Tarn: npucoeAnHeHNEe OPOTOBOI KUCHOThbI K NPOU3BOAHOMY pUG03bI-5-
doccat — Pochopubo3undugocghamy:

A. obpa3zosaHue gpochopubosunnupogocama (PPl1P)
Pub6o3a-5-¢pocgpam + AT® —» gbocgpopubo3undugocgham
depmeHm — ¢pocghopubo3undugpocghamcuHmasa

b. HenocpedcmeeHHbIl nepeHoc opomoeol KUC/Iombl Ha
¢gpochopubo3sundugocgham c obpazoeaHuem Hyksieomuoa -

OpomuduH — 5- gpocgham ( opomamaepocghopubo3unmpaHcghepa3sa)



BbunocuHrtes MMPUMNAONHOBbLIX HYKneoTnaoB
 b. HenocpedcmeeHHbIU NepeHoc opomoeoll KUc/1o0mbi Ha

gpocpopubosundugpocgham c obpazosaHueM HyKsieomuoda -
OpomuduH — 5- gpocgham ( opomamaghocghopubo3unmpaHcehepa3sa

o C-O-P-O-P

-COOH

C COOH
OH OH PO-C N N

—|

B. NlekapbokcunmpoBaHue opoTOBOM KUCNOTbI B COCTaBe OPOTUANH-5-
docdara ( hbepmeHT — Aekapbokcunasa) c oopasoBaHMeM HyKrneoTuaa:

YMO® (ypuguHmoHodocdar)

TeTparnapodoneBas

MO
L TM® xucnora (ut. Bc) -But. B12



HapymeHMe CUHTEe3a NTMPUMNONHOBbLIX HYKNneoTnaos

* OpoTtaunagypus ( reHeTn4eckn obycrnoBrieHHOE)

e OH3UMOEedEKThI-
opoTtaTtdocopmnbosuntpaHcdepasa,

nekapbokcunasa;

«["TnpumMmnanHoBLIN ronog»- meranobnacTtnyec-
Kasg aHeMunqa - HapylwieH cuHTes [JHK)

[ledununT BUTaMNHOB: Bc ; B12



buocnHTes de novo NypUHOBbLIX HYKNEOTUOOB

NMpuHUMNManbHoOe OTNIn4YMe B CUHTE3E - MYPUHOBOE
Konbuo popmupyeTcs Ha
cdochopundosnngudocodare

NpeAalweCcTBEHHUKMU:

TToK  AcnaparnHoBas K-ta; CO: rnmuuH

aMmug rnytammHoBoU Kucnotbl; TT PK
TTOK /' N N

UHo3nHMmoHOdocchaTt (MMD)

T

ApeHo3nHMoHodgocdaTr ryaHuHMoHodgocdgar



Katabonu3sm nypumHOBbIX HYKIIeOTUAOB

1 JTtan: pacnapg HyKrneotuga B TKaAHAX OO0 a30TUCTOro
OCHOBaHuA, pnbo3bi(ae3okcu-),cbochopHasa Kucnora.
depmeHmMbI : MKaHea8ble HyKJlea3bl, HyKjieomuodas3bl;
HyKJleo3uodas3sbl.
2.9T1an: Katabonnam NnypmHOBOro OCHOBaHUA:
ALOeHOo3uH _p MMNOKCAHTUH _ KCaHTUH _ MoueBas
Kucnora

depmeHmsI (nocriedoeamesibHO):
JlezamuHa3za, KcaHMuUHOKcuOda3a, KcaHmMUHOKcuoda3a



Katabonunism nypuHoOBbIX OCHOBaHUMU
(B oCHOBHOM ne4eHn)

NH2 o) o) O
| T T |
P N / ) 3
\ N \) — &
—> —> =0
= O= /
\d/ (@) \N
Ap,eHO3|/|H TMMMOOKCAHTUH KCaAHTUH Mo4YyeBad KNC-TaA

depmeHThI: 1. ageHo3nHae3aMnHa3sa;
2. KCaHTUHOKCUOA3a;
3. KCaHTUHOKCKaa3a
MoueBasi KUCrnoTa o4eHb NOX0 pacTBOpPMMOE coeanHeHne. B bruonornyeckmx
XNOKOCTSX - B hopMe KOMMNIeKcoB ¢ berikamu, nnm B Buae ypaTos.
B kposu — 0,15 -0,5 mmonb\n;
C Mo4yomn B cyTku BbiBOAUTCA 0,4- 0,6 1 MOYEBOW KUCNOTbI
M'MnepypukemMmusi- noBbileHNE YPOBHA MOYE€BOU KUCNOTbI B KPOBU



