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Teopusi BOJIBUWOTO BSPHIBA

CuHrynsapHocTtb: p=10°° r/cm3

TEMHOW 3Heprum

Ha‘-IaJ'IO EO”bLUOFO B3pb|Ba penr;::)ysq:r‘:)“;oua TemHble Beka PopMupoBaHue
NpuBOAUT K BblAeneHunto 4 cun: 375 000 net ranakruk, "aHeT"T- e

[paBuTaumsa — 1043 ¢ (T=1031
K)
CurnbHble aOepHble

B3aumogencTeug — 103° ¢
(T=1028 K)

Nudnauus

A
KBaHTOBLIE i

ONEeKTPOMarHUTHbIE U crabble Al
B3aMMOOENCTBUSA pa3aenurncb
Yepes 1019 ¢ (T=10"° K) o, STONT s e

npouecc paCLLIVIpEH nA C Hayana pacwupeHus
BceneHHOM 13,77 MUANUAPAOR NeT




Teopusti BoNBWOI'O EBPEHEA U
[IEPBUYHEM HYKJIEOCHHTES

* Yepe3 6:10°c (T=1,4-10%2 K) — un3
KBApPKOB POXAATCS NPOTOHbI U
HEUTPOHDI.

* B nepuon 6apuoreHesa dopMmpytoTcs
YyacTuLubl U aHTUYacTULUbl, a Yyepe3 1 C
OT Ha4yana bonbLioro B3pbiBa —
3aKOH4YMICs nepuog aHHUMIMNAUMu,
rnocrie Kotoporo martepusa BceneHHou
npeacraBrieHa NpenmyLLecTBEHHO
NPOTOHAMWU, HENTPOHAMUN U
ANIEKTPOHAMMU.

I .l _ Proton

. ._Neutron



[lepBMYHBM HYKJIEOCHHTES

K Ha4dany nepBUYHOro HyKneocuHresa, yepes 3
MUHYTbI Nocre bornbluoro B3pbiBa, COOTHOLLEHME
HENTPOHOB N NMPOTOHOB cocTaBnano 1 k7 (T=
3-10° K).

Uepes 20 mmnHyT nocne bonbLuoro B3pbiBa
NepPBUYHbIA HYKNEOCUHTE3 3aBEPLLNIICS: B
bapuoHHOM macce BceneHHown cTanu
OOMUHUpPOBAaTb aapa Bogopoda (75 % macchl) n
renua (25 % macceol), a Takke obpasoBanuce:
oentepun (2,5-10° %), renmin-3 (0,9-1,3-10° %) un
nmtun-7 (1,6-10-10 %),

Uepes 300 ThiC. NeT nocrie bonbLoro B3pLIBa,
OCYLLECTBIISIETCH pekoMOnHauma — 3axear
9NEKTPOHOB NPOTOHaMM U obpaszoBaHne OOTOHOB
PENUKTOBOIO N3Ny4YeHns.




PacnpoCTpaHEHHOCTEL 3JIEMEHTORB
BO BceneHHOM
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3Be@BOHEM HYKJIEOCHUHTES
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OCHOBHEIE TUIIEI TEPMOAL
CMHTE3a B 3BEe3lax
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XyMHUuYeCcKuM COCTaBR MaCCHUBHOM
3Bes3Osl Ha I[IOBIHMUX CTaIUSIX
9B OJIIOLINN
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HyxkneocmMHTEes B KOCMHNUECKMX
Jydyax

primary cosmic-ray

atmosphere N

ice/rock

magnetically polarized cosmic rays (£ < 0):

enantioselective mutagenesis



OCHOBHIIEe XMMMNUECKMEe BellecTBa U
2JIEMEeHTH B OpT'aHM3Me dYeJiIOBeKa

THE HUMAN BODY

Carbon 18% ST Sulfur 0.2%
ogen 9.59 S 7 ~ Sodium 0.2%

Phosphorus 1.2% Other >1%

1%
Carbohydrate

ELEMENTAL COMPOSITION
|=——] D 0 |



PoJsip 3JIeMeHTOB
XKeJyie30

B MeTabonmsMme

I y
-'--

[ MeveMs
==— Bocnanenue

Janack! ¥enesa —fl.—r -

2

Nancudun

@

\

®epp
Fe2+

S Swrepounr |

opmuN
Fel+

-
Tpancheppun

“'1.

JPHTPOUMNT

KneTtoyHaa MmeMGpaHa

E e3+
Fe3+

TpancpepPit
TpancepPit i
Fe3+
H+
PelenTtop
TpaHcheppuHa

H+ ~1sz

vcnonb3syeTcd anga (TFR)

CUHTEe3a reMoB U
hepmeHTOB




BruoxmMmdyeckasi poJib XeJyeska
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[IaToJsioTrMM ob6MeHa XeJjieka

CUMIMNTOMbI TEMOXPOMATO3A AHEMUNS CUMTOMbI

W36bITOK )Kenesa B OPraHM3Me MOXeT AONroe BpeMs an-MHbl

MocTosHHas He NposBNATLCA. CUMNTOMbI HAapacTaKT NOCTENeHHO

YyCTanocTb, 1 4acTo HecneunduyHbI. . 2 1 g %
- BpoH30Bo-cepblii f f
OTTEHOK KOXXWu, S ~
& 3aMeTHbI Ha , MMETa  xenynKa w kiwednuka "OTEPR KPOBH . 4
OTKPbITbIX y4acTKax
cnabocTb, ycTanocTb W3MEHeHUsi HorTein
JleveHne
MepvkameHTosHas Tepanus S
Bveta
Mpvem BuTamuHos .
A Mepenvearus Kposn —
TaxecTb unu 3 = TopMoHanbHas Tepanus w
AMCKOMd)OPT PaHCTNAHTaLUMS KOCTHOMO MO3ra ‘/-
B MpaBoM ‘
noTpeckaBLmecs rybb COHNMBOCTL

He npoxoAasLasn
noapebepbe
1.6 MNpA Henoeex
BO BCEM MUPE
CcTpapaloT OT aHeMuu

nocne oTAbIXa,
[axe ecnvt He Bbino - @
$U3MYeCKoin Harpy3ku

D,

Cnab6ocTb,
CHWKEHue
paboTtocnocobHocTy,
anaTtua

Bonu B cycTaBax CHuxeHue

(ocobeHHO B MACTHO- nmbupao, HapylueHus P Ik Boroe
danaHrosbix MEHCTpyanbHOro

ey ) MpoaykTbl Anst NpodUNaKTUKN aHEMUN
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an3HaKM KapaguoMuonaTuu:
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i

cyxas Koxa 6neaHocTb

MSACO amua neyeHb KYHXyT AroAb! 606b1



PoJyir R2JIeMeHTOB B MeTabojamsMe
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BunoxmMmnueckast poJyb

LIMHKAa
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PoJi:r SJIEMEeHTOB B MeTabolmBsMe -
MeIb

O6MeH xenesa
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O6uee konuyecteo Cu
(~1.25 mr/n)

B opraHusme (~ 100 mr)

a7 ) é
(I.) 77777777 - g Opyrvie TkaHu I-enamouum
3 i~ 0
MNeyeHb (~ 9%) 1 KpoBb (~ 16%)

BcacbiBaHue
(~ 0,8 mr/n)

a® Atox1
D

BonesHb
MeHnkeca

\ { wer® 7

-

y Pacnpepenenue Cu ‘

— ==¢ | Boprasusme

JIMraHabl B CbIBOPOTKE *\T
(TpaHcnopT Mean) =

Mo3r (~ 8%)

x
]
&
]
ATP7A — %
SKcKpeuus Cepaue (~ 1%) i}
(~ 0,4 mr/n) 3
‘ X
: ( BonesHb =)
a4 s BunbcoHa 5
— (“? Mouku (~ 3%) %
» A\
' \‘ Mbiwubl (~ 23%) \
\ : \
\ \
% \ <
v = C N _ Kan ) ) H ‘Mo:c_ "
‘ otepu Cu ‘ <t KocTi (~ 40% )\‘, ecneunduyeckmue

(~ 1 Mr/n) notepu Megu (~ 60 MKr/n)




BruoxmMmueckass poJjir Menu

Cytochrome c (X2)

N

“\ Cytochrome ¢
. oxidase
A\ OUTSIDE

Figure 14-13 Principles of Biochemistry, 4/e
© 2006 Pearson Prentice Hall, Inc.
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HapymweHuss obMeHa Menm

Menkes Disease

Brain

Dietary copper (Cu)
‘ (Low Cu)

: Skin & Hair
V' (LowcCu)

Small intestine
(High Cu)

Kidney
(High Cu)
(Low Cu)




PoJsipr DJIEMEeHTORB B MeTabogmsMme
- ceJleH

Se03” atp AMP +Pi (|:|) Selenocysteine o
synthase 1 Ser—Sec
HSe~ N > Se-—P—0O" » Se” — (CHy), — C — tRNA ;A
Selenophosphate | H,O |
Glutathione synthetase OH NH3
I
Ser—Sec eEFsec SBP2
HO — (CH2)2 _(‘: - tRNAUCA GTP
NH;
N SBP2 « eEFsec-GTP
Q?'\ * Ser—Sec
v Ser—Sec Pi
Serine tRNA UCA
GDP
SBP2
eEFsec
NH3 NH3
/@% ~TN
CH, mRBNA mRNA

|
Se~



BrunoxmMmmueckKoe SHauUeHMre ceJileHa

Erastin H S
———— Inhibitive Sorafenib e
Active Cystine —_ ~Glutamate PO
Cystem Xc¢- ——— Sulfasalazaine

m&m&wgg
@ﬁ Cyitlne Glutamate ﬂg% O H

@ Cysteine % 2
= l»— BSO %
SH GSH Se O
l m;.s o
GPXd)—— o Selenomethionine
H202 A
Se FIN HMG-CoA o OH
Fe2+ GSSG Mevalonatel I/\ CH
L- oon pathway H.N S
l—Cle
0H—>
PUFAs

Fermptos;s Llproxstam 1
VitE

Ferrostatin-1 C.H..NO.Se
5y INU,




YcTanocTb, 2 Al ‘ ToHkwMe,
'

UCTOLEHME nomMkue
BOJTOCbI
'Mnotupeos AHeMUs,
Kapauo-
MuonaTus
MNoBpexaeHue
neyeHu
Cnabas
UMMYHHas
CHUXEHME cucTemMa

KavyeCTBa CrnepMmbl

MNoBpexaeHue
HepBOB
U MYCKynaTypbl

Yewynyartas

koxa ——— @




PoJi:r SJIEMEeHTOB B MeTabolmBsMe -

__on

| B npoAyKTax nuTaHuA

R BoigeoeHue |
l - C Kas108bIMU Maccamu

»  DJK3OKPWHHbIE
I~ Xenesbl

/l— i

Mepudepunueckne it :
- TKaHu ¢
: \ , Boioenerue |
7 ; C ceKpemom
BoioeneHue | 7
C XKej14blo Skckpeyus |

Cc Moyou

| B coctaBe T3 n T4



[IaToJIOorMm obMeHa moa

TMNEPTUPEO3

LLIMTOBUAHAA XXENE3A PABOTAET C/INLLKOM AKTUBHO

TMNOTUPEO3
OCHOBHbIE CUMMTOMbl (@ o

YYALLEHHOE TPEBOXHOCTb,
CEPALEBUEHUE PA3[IPAXUTENIbHOCTb
NOTEPS BECA NOTAMBOCTb,
XKAPA
YCTANOCTb,
C/IABOCTb

YCTAJIOCTb OEMNPECCUA HPOXb B PYKAX

i\
BbINAOEHUE

3710POBbIV

Bonoc PErYNAPHBIE HE 3AHUMAATECb  CBAJTAHCUPOBAHHOE CHWXXANTE
OBCNELOBAHMA  CAMOJIEYEHUEM MUTAHUE CTPECC COH



BrIBOOEI

1. Bce xumunyeckne anemMeHTbl, BXoAdLWmne B COCTaB YernoBe4yecKoro
opraHu3ma, UMetoT KocMmunyeckoe npoucxoxaeHne. OHn obpasoBanunck B
pesynsTtaTe bonbworo B3pwiBa (Bogopoa, renuun, NnTnuin), TepmMosigepHoro
CUHTEe3a B Heapax 3Be34 (yrnepon, KUCropoa, Kerneso v Ap.) 1 B3pbIBHOIO
HYKNEeOoCUHTE3a NPu B3pbiBaX CBEPXHOBLIX (TSXXEmNble 3NeMEHTbI).

2. PacnpocTtpaHeHHOCTb 3anemMeHToB BO BceneHHou HeoaHOpoAHa U 3aBUCUT
OT npoueccoB 3Be3gHon apontounn. INuk pacnpocTpaHeHHOCTN NPUXOANTCSH
Ha »Xeneaso (Fe), 4To cBA3aHO C ero MakcMmMaribHOM 3HepPruen cesa3un aapa.
OreMEeHTbI TaXenee Xenesa obpasyrTcsa NPeUMyLLECTBEHHO B
9KCTpeManbHbIX YCIOBUSAX (B3PbIBbl CBEPXHOBbIX, CITMAHUA HENTPOHHbIX

3Be3[).



BrIBOOEI

3. HUenoBe4yeckuin opraHn3m npeacrasndeT cobon CNOXHYH0 BUOXUMUYECKYIO
CUCTEMY, Ide KaXabl afIEMEHT BbINOMHAET cneumndundeckme oyHKLNN:

- XXerneso Heobxogmnmo ang TpaHcnopTa Kucnopoga (reMmornobuH) n KrneTouHoro
OblXxaHus (LMToXpomebl). HapylieHns obmeHa BegyT K aHEMUN UNU
remMoxpomaroay.

- UnHk yuactByeT B cnHTesde HK/PHK, pabote nMMyHHOW cuctemMsbl, nepegade
CUrHarnoB U aHTUOKCUOAHTHON 3aluTe.

- Meob Kputnyeckun BaxkHa ansi pabotbl PepMEHTOB (LMTOXPOM-C-OKCHaasa,
nuaunnokcugasa), metabonmama xenesa n nurmeHTauun. Ee ancbanaHc
Bbl3blBaeT 60re3Hn MeHkeca n BunbcoHa.

- CeneH BXoOUT B COCTaB MyTaTUOHNEPOKCUAA3bl U 3alUMLLAET KNETKN OT
OKUCITNTENBHOIO CTpecca n pepponTosa.

- Mo siBnsieTcs He3aMeHMMbIM KOMIOHEHTOM FOPMOHOB LLIUTOBWUAHOM >Kenesbl
(T3 n T4), perynupytoinx ob6MeH BELLECTB.



BrIBOOBI

4. lNNoHMMaHne NPoLLEeCCOB HYKNEOCUHTE3a N DUOXMMUYECKON POIn
9fIEMEHTOB NO3BOMNSET OOBACHUTL MEXaHN3Mbl BO3HUKHOBEHUS

naTosiornn (HanNnpUMep, MUKPOINIEMEHTO30B) U pa3pabaTbiBaTb METOALI
NX MPOMUNAKTUKN N NEYEHUS.






