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BHYTpeHHAA cpeaa opraHmM3Ma

!-| i-JIOpMVIDYETCFI COBOKYMHOCTbIO
IKocTen (KpoBb,

nMMda, TKaHeBas XXUAKOCTb), OMbIBAOLLUX
KNETKU U CTPYKTYPbl TKAaHEW. ITU
XNOKOCTU (PYHKUMOHANbHO TECHO
B3aMMOCBS13aHbl, OHW MOCTOSIHHO
obMeHnBalOTCA Mexay coboun KneTkamn u
MOJIEKY/TaMU.
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XNMNYECKUN COCTaB MnJia3Mmbl

[Mnasma
(46-63%) Bopaa 92%
Benku 1%
COACDHNT ap sewectea 1%
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DYHKLMUN KPOBMU

. IXaTes/IbHas -TPaHCMNOPT KMC/I0poAa OT JIErKMNX K TKaHAM
U CO OT TKaHeW K Nerkum

. BblnenuTeanasl TPAHCNOPT KOHEYHbIX NPOAYKTOB
MeTabonn3mMa K opraHaM BblaeneHus (NoykaM, JIerkum,
KOX€e, MOTOBbIM XeNne3aM, KULIEeYHUKY) ANng yaaneHus.

« 3awuTHaa (MIMMYHUTET, reMocTas U ap.)
= TpPaHCNOpPTHas

. Tpoguyeckas - TpaHCnopT cybCTpaToB (MOCTYNAOLLMX C
nuiien n metabonutoB), obecnedunBatoLLX OCHOBHbIE
XXM3HEHHbIE NOTPEOHOCTN KNETKU

2. PerynsropHasi (KOC, BOAHO-3NEKTPONUTHbLIN banaHc, t°,
MeTabonmama — TpaHcnopTt BAB n ap.).



XMNYECKMUN COCTaB KPOBU

BobLLYIO YaCTb 3TUX MYHKLUNIN BbIMNOSHAOT KOMMOHEHTbI M/1a3Mbl
KpOBM.

90-93% wn3 Bogbl  10-7%.
CyXOro ocraTtka — 6enku, yrneBoabl, IMnnabl,, OpraHny.
MeTabonnTbl U 3NEKTPONUTDI

= Cyxomn octatok Ha 6,6-8,5% coctouT 13 6enKoB Nna3mMbl KPOBU
n1,5-3,5% - opraHnyeckmnx metabonuntoB (yrnesonsl,
nMNuAabl, azoTocoaep kKalime NpoayKTel) n anektponutos (Na”,
K*, Ca’* , CI, HCO’ v pp.).

« BOAHBbIM N 3NEKTPONUTHBIM COCTaB M/1a3Mbl OYEHb MOXOX Ha
COCTaB Ap. BHEKIETOYHbIX BUOMOrMYECKUX KNOKOCTEMN.

« JlabopaTopHbIN MOHUTOPUHI YpoBHeWN Na+, K+, Ca2+, Cl-,
HCO3- n pH KpoBW BaXXHbl AN OLLEHKU COCTOAHUS
mMeTabonusma.




coaepXXaTcs B Na3Me KpoBu

CUHTE3NPYIOTCA B ne4veHn unm PIC (pexe B
KaHsX)

NPOSIBAIAIOT OCHOBHYIO MYHKLMIO B NpeAenax cocyanucTon
CUCTEMBI

CEKPETUPYIOTCS B KPOBb, @ HE MOMNaAaloT B pesynbraTe
NOBPEXAEHUS TKaHeW

HaxoAsTCs B Nfa3Me B KOHLEHTpaumn 6onbLuen, YeM B
ApYrmx 6Monornyecknx XXnaKocTax

NPOSABNSAOT FrEHETUYECKUIMA NONUMOP(DU3M, UMEIOT
BapMaHTHbIE (POPMbI, HE CBSI3aHHbIE C TKAHEBbLIM
MPOVCXOXEHNEM

He ABMIAKTCA NPoAyKTaMu kaTtabonuama B nia3Me, HO
MOryT ObITb MPOAYKTAMU OrpaHNUYEHHOr0 NpoTEO/IN3a

UMetoT 6osbllee BpeMs 6Monormyeckoro nosypacnaja B
nia3Me, YeM BpeMS TPaHCMopTa Mo KPOBM.



CoctaB 6enkoB njia3Mbl KPoBM

na3me obHapyxxeHo 6onee 100 pa3HbIX 6enKOB
pUTEPUSIM, COAEPXKaHME
DbIX KONebneTcs B LUMPOKMX npenenax

M3yueHne nx dyHKUUN, coaepkaHns, CoCTaBa npu_
NaTONIOrMM — OAHA M3 BaXHbIX 3aa4 KIUHUYECKOW
BNoxXnMmMmnm.

YpoBeHb ~10 6enkoB coctaBnawowmx 90 %,
Ha3blBAE€MbIX M1aBHbLIMMU JOCTUIAET BbICOKMX
3HaueHnn (anbbymuH — 40 r/n).

OcTanbHble 10 % MUHOPHbIE, crieaoBble 6esku.

npmnxoanTcsa cebilie 100 pa3nnyHbiX 6eskoBs,
coep>XaHmne KOTopbIX MOXeT 6bITb B npep,enax 50 —
200 MKr/n. 310



JnekTpodopes 6enkoB nnasmbi

— B. Electrophoresis
Buffer-saturated strip Cellulose-acetate sheet
of filter paper ~__—soaked with buffer ® ( 52:58%
Serum
sample =)
| :
U S
s
i 5
I
0
% 2.4-4.4%
Anode Cathode = 6.1-10.1%
Electro-
phoresis 8.5-14.5%
Staining Densitometry el

Cellulose-acetate sheet Albumins 07~ 0ly- B- -Globulins




benkoBble hpakuun

— A. Plasma proteins

Group Protein

Albumins: Transthyretin
Albumin: 45 g - I-1

o1-Globulins: Antitrypsin
Antichymotrypsin
LipoErotein (HDL)
Prothrombin

Transcortin

Acid glycoprotein
Thyroxin-binding globulin

o>-Globulins: Ceruloplasmin
Antithrombin I
Haptoglobin
Cholinesterase (3.1.1.8)
Plasminogen

Macroglobulin

Retinol-binding protein
Vitamin D-binding protein

B-Globulins: Lipoprotein (LDL)
Transferrin
Fibrinogen O
Sex hormone-
binding globulin
Transcobalamin
C-reactive protein

v-Globulins: IgG
IgA
IgM
IgD
IgE

M, in kDa

50-66
67

51
58-68
200-400
72

51

a4
54

135

58

100
ca. 350
90

725

21
52

2.000-4.500
80
340

65
38
110

150
162
900
172
196

Function

Transport of th¥roxin and triiodothyronin
Maintenance of osmotic pressure; transport of
fatty acids, bilirubin, bile acids, steroid hor-
mones, pharmaceuticals and inorganic ions.

Inhibition of trypsin and other proteases

Inhibition of chymotrypsin

Transport of lipids

Coagulation factor I, thrombin precursor
(3.4.21.5)

Transport of cortisol, corticosterone and
progesterone

Transport of progesterone

Transport of iodoethyronins

. ¢
.

Transport of copperions

Inhibitionof blood clotting

Binding of hemoglobin

Cleavage of choline esters

Precursor of plasmin (3.4.27.7), breakdown
of blood clots

Binding of proteases, transport of zincions

Transport of vitamin A
Transport of calciols

Transport of lipids
Transport of iron ions
Coagulation factor|

Transport of testosterone and estradiol
Transport of vitamin B2
Complement activation

Late antibodies
Mucosa-protecting antibodies
Early antibodies
B-lymphocyte receptors
Reagins
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PyHKUMOHaNbHada Knaccudpukauus
oenkoB nnasmbl

. TpaHcnopTHas a. cneyugp.  b. Hecrieyugh
Pe3epBHast ~ 50% anb6ymuna

PerynatopHasa xonn-ocm OasneHue (12p anbbymura
ces3bieaem 17 M1 800bl1)

3alnNTHAasA a. cemocmas 6. Ig, nuszoyum u Ap,
8. C893bI8aHUE U MPAHC MOKCUHO8



OcTaToO4YHbIMN a30T

ce a30Tcojepxallme BeLlecTBa nia3mbi
0bpasyoT 06LWMIA Ny a30Ta, COCTOALLMNI 3:
= A3oma b6eaxosoz2o — ocaxcoaemoz20 Kucaomamu
= A3oma Hebenxosozo (ocmamounoz2o) (OA),

npeigcraB/eHHOIro KOHeYHbIMU MPOAYKTaMW

obmeHa AK, @J1, AO, AMUHbI v Aap.
a30TCoAepXKaLlX B-B, KOTOpPble OCTAr0TCA rnocse

OCaXxaeHnsa 6enKoB



CoctaB OA

. él O4eBHHA - 50% (Try1aBHBIA KOMIIOHEHT)

AK-25% (~10% I'JIY u I'JIH)
Ypate1 - 8%

KpeaTuHuH - 2.5%

NH3 1 MHAWKAH - 0.5%

OUINPYyOUH, HYKJIEOTUAbl, OMOTeHHbIE aMUHBI,
MeTaboauThl AK, AO, X0JINH, OJIMTONENTH/IBL U AP



Ds 3HayveHne OA

YpoBeHb OA 3aBUCHUT OT:

O6MEH B-B = IHTEHCMBHOCTY KaTabonnsma
Anera = TpaBMbl (OXOry, Kpaili-cMHApOM)

\ OA / . Pacnap Tkanen (tbc, c-r, etc)

= [HOMHO-BOCMANUT MpOLECChHI

KpOBM = O paanaunoHHble TpaBMbl 1 Ap.
« [INTaHNA
1 = Kon-Bo 6enka, HK u gp.
« DKCKPETOPHOMN (DYHKLIMM NoYekK
JKCKpeLuss C MOUOH = OIl1H, XMH, Ap nopaxeHuns no4ex

. HapylueHne kpoBoobpalleHns novek



A30TeMuA - nosbilleHne ypoBHS OA B KpOBM

PeTeHInoHHana — 3ajiep:KKa KOMIOHeHTOB OA B
OpraHu3Me U3-3a HapYyIIeHUA SKCKPETOPHOU

(QDYHKINU II0YEK

IMoueunasn azom mouesunsbl cocmasasiem 90% OA kposu (Hopma
50%) (OIIH, XIIH — ompasaeHusl, mpasmbl, 210Mmepy.10Hedpumsud,
nueaoHe@pumasl u Op NOPANHCEHUA NOUEK)

BHenoueuHana azomemus 603HUKAEM NPU CHUMCEHUS NOUEeUHO20
Kp0oB8OMOKa U3-3a He0OCMamo1HOCmMu KpogooopaueHus, CHUMCeHUS
A/l (wox, xoananc, boavwasn kpogonomeps)

« [IpoayknnonHas — yBemmuenne npoayknuu OA 3a
cueT KaTadoIn3Ma

. KomOuHMpOoBaHHAas



O6wme noHaTna KOC

KOC — cuctema romeoctasa pH BHyTpU-
* 1 BHEK/IETOYHOW Cpeabl OpraHn3Ma.

EavnHnubl nameperns pH = =lg [H+],
casur pH:
Ha 1lepn cooTBeTcTBYET 10 KpaTHOMY M3MeHeHuto [H*]
Ha 2en cooTtBeTcTBYET 100 KpaTHOMY M3MeHeHntio [H¥]
-pH BHYTpY KneTok pH, ~ 6.9 — 7.0
-pH BHe knetok pH, =7.40+£0.04 [H™] ~ 40 £0.5 HM/n

-Kncnotsl — noHopbl HY
.OcHoBaHus — akuenTtopbl H*

.Ljenioum - poHopbl OH ~

.Bngep CMCTEMA COCTOMUT M3 C1Iabon KUCNOTbI U ee COoMu,
06pa30BaHHOM CUNbHLIM OCHOBaHWeM, ctabunmnsnpyet pH,



pH — npon3BoaHoe MeTabonmima

+

1. 3@ CyTKM opranHu3Mm hs obpasyet 50-100 MM [H™]
Ha 15-20n BKOK.

». Becb MeTabonuam npeacraBneH npenmyLecTBeHHO
obMeHoM kucnot (Med, XK, AK n ap.):

« Pacnaa 100r b paet ~ 30 MM H,SO,n 100 MM H,PO
- Pacnag 100 r J1 paetr ~ 17 MM H,PO°
= MOCTOSIHHO 0bpasyeTcd MNBK, nakraT, auerart v ap.

= HAKOMJIEHNe OCHOBAHUM UAET 3HAYNTENBHO MeHbLue: OHT,
NH,, ocHoBHbIX AK, kpeaTuHuHa v ap, KOTopble BMECTe
C 6yc|3epaMV| CTa6VIJ'IVI3VI|Z)YIOT pH



CtabunbHbiM pH - HeEObXOAMMOE yCNOBUE

| MeTabonmsma

N3mMeHeHne pH npuBoAUT K UBMEHEHUIO:

3apsaa n @yHKunu benkos (gepmeHTOoB,
KaHasioB, peLiernTopoB u Ap.), YTO
obycnaBfnBaeT:

= PpH 3aBUcKMMOCTb Bcex 6/x peakumm u MHOMmMX
(Pn3MoNorM4Yecknx NpoLeccoB B opraHnu3me

= Hanuuyme mMowHOM roMeocTaTUYeCcKou CUCTEMBI
cTabunmzaumun pH




* OnTumyM pH pasHbIX epMeHTOoB
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[TpyHUMNbI opraHn3aunmn KOC

+

= 1I300CMONAPHOCTb — ocm. gasnenne=310 ocM/n -
const

noodble U3MEHEHUSA OOSKHbI nogaepxXmBatb 3Ty KOHCTAHT)

= ONEKTPOHENTPANBLHOCTb — (o 155 MM-
KamuoHO8 U aHUOHO8)

- [locToAaHcTBO PH




HNwnarpamma 'ambna

MM HEANEKTPONNTH  Heapaxexxbie KonueHtpauns  Merabonut Konuentpauws, mM

00 MONEKYNI

gl ——2°0312 MMioko3a 36 -61

- I = Naxrar 04 -18

150 | Hoo§ ua Nupyear 0,07 - 0,11
B |

= . | MouesuHa 35 -90

100 138145 Na*_| | L-CIF 100110 " Movegaaxuenora 0,18 - 0,54

KpeatnHmd 0,06-0,13
| 26 AmuHokuenotsl 2,3 -4.0

— c
50.. i | |,.HP04b 1115
— 3560 KD _

¥ % AMMHaK 0,02 - 0,06
- 2 k\ J% ( 55'60"/”
= ® b= ® CYMMApHLIC) W =0,
o 21.26 Caz w OpPraHuyecene

% F KMCNOTH! Tovanmuepwi 1.0-13r1/n
0610 Mg®? kaTvoNb oL - Genk Xonecrepms 1,7-2,1¢t/n

Cocrag nnaams! kpoeu



MexaHu3Mbl perynsaumm KOC

1. U3UKO-XUM — D,eVICTByeT B dBTOMATN4YECKOM
PEXUME U NMPEACTABJIEH.

. pasbasneHuem T.e. BbixogoM H' nunu ap. nona us
O[IHOro KoMnapTMeHTa B ap. (M3 knetkm B MKXK nnn
HaobopoT)

= AKTUBHOCTb 6ydepHbIX cucTteM (CM TUMbl, MEX-MbI
nencrens bC

. Pusnonornyeckme — MYHKUUSA IKCKPETOPHbIX
opraHoB (BblaeneHne nnu 3agep>xka H* nnun gp.
MoHa ) — nerkue, noyku, XXKT n ap.



Knaccudukaumsa HapyweHmn KOC

* . pH,=7.40%0.04

pH = 7.35 n Huxe — aungos
pH = 7.45 v BblWe — asikasio3
1o aTnonorun:
PecrinpaTtopHbiv (AbIXaTe/IbHbIN, ra30BbiN)
Metabonnyeckmm
BbiaenutenbHbIv
CmMmeLLaHHbIN
[lo cTeneHn KoMneHcaLlun:

KoMreHcpoBaHHbIN

[lekoMneHcMpoBaHHbIV (BbIpaXXeHHOE UCTOLLIEHNE
6ycbepHbIx cucTeM n caBur 3HadyeHni pH)

N owoh o~

N~



MexaHuU3M pa3BUTUSA pecnpaTOPHbIX
HapyLeHnn KOC
* aynaos

tco—_lﬁﬁ H,O H,CO, H™+ co3-I

i S S

—

AJIKa/s103

MpPUUKNHDI: U3MEHEHUE YACTOTbI AbiXaHMS (rmno-
W TMNEPBEHTUIALNA)



MexxopraHHoe B3auMOAENCTBUE B

| perynaumn pH
Ecnu 3TnX pecnupaTtopHbIX MEXaHNU3MOB

HENOCTaTOYHO, TO aKTUBUPYIOTCH AP.3KCKPETOPHbIE
CUCTEMBI.

« B neyeHun cHmxeHne pH nHrmbupyet 6MocmMHTE3
MOYEBUHBI.

NH3 4 HCO3' ---[] MoOYyeBMHa

«B Noykax — aunao- 1" aMMoOHMoreHes — nNnoaKknucneHume
MOYMN N OHOBPEMEHHO «nojLlenaymBaHne» KpoBu (3a
cyet noctynnenns HCO* B nnasmy). [leTokcmkaums NH,
NponcxoauT nyTeM aMMOHMOreHesa



— B. Acid-base balance

Proteins —p
o |
e 4
Acids
H@+ anions
CO, + H0 ' > HCO3® +
Lung
Lung influences
pHvalue by CO,
excretion

Thiol groups

l

H, S0,

l

2HP+50,20

Fatty acids

l

Ketone bodies

H@i

+ anions

Glucose

\J
@ + lactate

Metabolism

| Only overproduction leads to acidosis |

Excretion

Urine (~60 mmol HO|day)
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| JpUTPONO3TMH (3No0)

Sum

* 30 — UUTOKWH, Cneumduyeckmii perynsatop 3puUTporos3a B KOCTHOM MO3re

e Ino 4enoseka — rnukonpotena, coctout n3 193 AK (MM -21,28 kDa),
CUHTE3MNPYETCS NMOYKAMM N NeYeHblo, CKOPOCTb ero CeKpeunn B KPOBOTOK
BO3pPACTaET MNpu rmroKCum.

* 3o B3aNMOJENCTBYET B KOCTHOM MO3re C K/IETKaMU-MULIEHSAMU MpU
y4yacTuM peuenTopa co CBOMCTBaMM TUPO3UHKMHA3bl CMOCOBCTBYS MX
nponudepaunn n anddepeHunpoBke. Trn BTOPUYHOIO NnocpeaHuka u
crneunduyHble reHbl K HAaCTOoSLWLEMY BPEMEHU TOYHO HE YCTaHOBJ/IEHbI.
 [JenctBne 3no ycunusaetcs apyrumu cdaktopamu (U1-3 u UMOP).

e PekoMbWHaHTHbIN MO UCNOSb3YETCS B IEYEHUM aHEMUN.



D obwmn 0b30p

Kon-80 3y I%L)KLIVIH - 4.6-6.2 MJTH/MKJ1 KPOBUK, @ Y
XXEHLWMWH - 4.2-5.4 MJ'IH{MKJ'I. ObLee KonnyecTso d B
KpoBoTOKe ~2.5 x 10%3,

[1pOoAO/IKUTENBHOCTb XXU3HM 3 - 120 CyTOK.

ExxeaHeBHO 06HOBHSAETCS ~1 % nonynsumm 3 KpoBEHOCHOIO
pycna (200 mnipa KNeToK nnu 2 MH/cek).

«Ctapble» 3 pa3pyuwatotcs knetkamm PIC (cene3eHka,
KOCTHbIM MO3r 1 ne4veHb). Obpasytomecs npu pacrnage rema
XXENYHble NUrMeHTbl BblaensaTcsd, a Fe mn AK rnobuHa
NCMOb3YIOTCA NOBTOPHO.

YBennyeHune Kos-Ba 3 B KPOBU Ha3bIBAKOT MOSINLIETEMUEN,
CHUXXKEHME — aHEMMEN.



LinTockener 3

CnexTpun- CnexTpunn-
aHKMpuH 3 akTnH 4.1
coeguHeHune coenuHeHme

L
R rNMKodopuMH
.

/' (1 NMTunnuaxein ucnon

COEQUHEHWE MENY
CrexTpuHamMmm



benku

W et
umuTockeneTta 3
P :oectin
- Ankyrin
/nandpspmrﬁs
= O-CMNEKTPUH
— « CnektpuH
o . Band 3 protein u AHKMpMH
« [lonoca 3
S Band 4.1 protein _
3anc 2 prten — W = [lonoca 4.1
=« [lonoca 4.2
'lonoca 4.9
Band 4.1 protein Band 4.9 proten
= AKTUH

Actin
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MAKONPOTEUHLI

Benku 3

1. YacTtb 6enkos 3 aen
obLwmmMmn ans memopaH u
—guTOCKeneTa:

« CriekmpuH

s AHKUPUH

« AKMuH

« Opakuusa 4.1u7

2. JOrA — 30rA ar-
MeMbpaHHbIN 6enok

3. MoBepxHOCTHbIE Genku
B OCHOBHOM
rmvKonpoTenabl



CTpyKTypa UuTockeneTa 3

OJIbLLMHCTBO MEMBpaH 3 - NHTerpanbHble b,
rMMKONpPOTENADI.

= b 6e3 yrneBogHOM 4YaCTn HaXoAsATCA Ha BHYTPEHHEU
NoOBEPXHOCTN MeMBpaHHbI:

1. ®epMeHTbl - 3OTA AT,
». CTPYKTYpHble 6enku (CnekTpuH unun aktuH) un Hb.

3. @aHKUPUH 3 obecneymBaEeT, CBS3b CNEKTPUHA C
LMTO30/IbHOM KOHUOM 6enka nosiocbl 3 ¢ bucnoem
0J]

= AKTUHOBbIE (PMNAMEHTbI B3aMMOAEUCTBYIOT C
HECKOJIbKUMW MONEKYNAaMUN CMEKTPUHA , OPMUPYH
eVHYI0 MOJNIEKYNSPHYIO CETb B MeMbpaHe
3pUTpOLNTA.



MeTab60/21M3M MIOKO3bl B 3D

+

« Mukonunia (90-95%) — obpaszoBaHme ATP

« 1PN (10-5%) - obpasosaHune NADPH
(AO3)

« OcobeHHOoCTbIO OOMeHa B O aBndaeTcs
GoKOBOW NYyTb, OTBETBANLWNNCA HA YPOBHE
1.3-gu OI'K (wyHm Parnnornopma).



OcobeHHOCTU MeTabonnaMa D (wywr Pannonopra)

IJIIOKO3a

;

1,3 -mudochormauepar 2,3-0oughocgpo znuyepammymasc

AJID N
<I_>> 2, 3-andochormnepar
ATD /

v
3-(pocpormmuepar oughocghoznuyepamaepochama

I

2-(pocorauncpar




MeT Hb peayktasHasa cuctema 3

O,

CnoHTaHHo,
HUTPUTPI,
HUTPaThl,

cynbdaHunaMmuasl

n ap.

0;'

Hb(Fe**) G-S-S-G

Met-Hb(Fe**) "2 G-SH

Mor,

AD(P)H + H* wsouwnTpatirl,

MAr

NAD(P)*

GSH-peaykTasa

Met Hb peaykTtasa




CuHTEe3 nopdobunmHoreHa n rema

[lepBasg peakuus 6/c rema npoucxogmt B Mx 1 npoucxogut
nyTeEM KOHOEHCAUMW TN U CYKUMHUIT-KOA npu y4acTtum
nupunaokcanb-gocdar cogepkaliero doepmeHTa — CUHTa3bl
d-amuHosnesynuHoeou kucriomsbi (OAJIK).

= OTa peakuusi perynstopHasi U CKOPOCTb-NMUMUTUPYIOLLIAA B CUHTE3E
rema

. W3 Mx AAJIK tpaHcnopTupyetcs B uutoson, rae OAJTK

deaudpama3sa (cuHma3sa nopgobusiuHo2eHa)
onmepnayet 2 monekynoel 0AJIK ¢ obpasoBaHMEM NUPPOSIBLHOIO
Kornbua nopdobunmHoreHa



O
il
OOC—CH, —CH, —C —S-CoA + "00C— CHy; — DN~
Cyenuaun-Kod - —~ Toneuus
Cryrasa
&- anomionepyinmronoir KoA-SH CO,
fons Sak sy S § O

I
"CO0C —CHz— CHQ—AZ—CQ—l—g —NH*
&+ anorones yimroton axt rercnoral AJIED

ITE]l cumuaTasa

(iTOO- (i.)O O~ (.'300"
CHa CHa <':00“ clez
| I
CH, CHo 2 H,0 CH, CH,
I g I - | |
C =0 C=—0 —p=p—p C i:|:
I | il
CH- CHo H,C—C__ _CH
-5 o " N
NHa NH, NH, H
2 5-AJIK IHopdobunuHores

1Bl



CuHTEe3 nopdobunmHoreHa u

* rema (npoa)

= 3aTeM CNeayerT 3Tan KoHAeHcauun (ronosa-xBocT) 4
MoJiekyn nopobunnHoreHa ¢ 06pasoBaHUEM JIMHENHOIO
TeTpanuppona — rMgpoKkcuMMeTnsibuiaHa npu y4actumm

depmeHTa rnopgpobuimHoreH aeammHasa (ypornop@dupuH I
CUHTa3a)

= uapokcumeTnnbmiad npespaLlaeTcs B

YponiopgpupuHoreH III v panee B rem (dpepMeHT
yporop@upuHoreH cMHTas3a)




b/c rema

Tuppowcn 00 coor YponopdHEpHHOTER
METHNOHIAH CH, coo i, |:|:n:r I
CHy CHa CH,
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3 NH HHN o PR T

HO—
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HH M HH HH
//: J ;K \\ CH,—COO" “0ac —CH24< /K CH,— OO
Y VAN 7N

CH
EH! EHE EH! EHE EH;
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e * Ypomophupueorew [l e :

cocr CHHTH3& coo cocr



b/c rema (npoxn)

':Hﬂ HpGTc:nc:pchpHHE{ ﬁH? Tem

[ /ﬁ)\
W N AV
é CH=CH, ch—\ i \ —CH =CH;y

f—
FEH EH"' N
Fe,
u > S
Hel— 5 Hg b —— —CHg
N \)\} N \//K/
R * DeppoXelaTaza e b
CHq I Hy CHy CHg




[IpoTOonopdupuH n Pb

CH=CH, CHj

« SH-copepxcallune
o (PEepMeHThI -
i / e N' \ SHSE ®eppoxenarasa, CMHTa3a
3 —Cre 1 ATIK v gAJIK pervppartasa
/ N BbICOKOYYBCTBUTENbHbI K

OEeNCTBUIO TXKeNbIX
H;C \“N HN™ ~—CH;s MeTaJ1/10B
- _—
= XapaKTepHbIX NpuU3HaK ans

, , MHTOKCMKaunn Pb -
HOOCCH, CH,COOH BO3paCTaHne B KpOBU
coaepxaHua gAJIK
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— A. Hemoglobin: structure

HemoglobinA  (a, B,) M: 65 kDa

Proximal
histidine 0,

Heme

Distal
histidine

E helix




Kpusas amccoumnaunm HbO,

£ 100 =
= Tissues Lungs c Fetal ~—
il Eh hemoglobin
T g 75
= £
c =
% 75 = 20 Maternal
o
& % hemoglobin
1 E 25
_ﬂ"i i =
& B
E = |D *
2 I 2 0 4 8 12 16
e 5 Oxygen tension / kPa
5 ) 0 25 50 75 100
= OD . ; T T Partial pressure of oxygen / mmHg
ﬁ Oxygen tension /kPa Figure 13.8 Graph showing that fetal
D 25 §) 7§ 100 hemoglobin has a higher affinity for oxygen than

adult, maternal hemoglobin. This allows the fetus

Partkal pressiune of ey geny/ mmkin to obtain oxygen from the maternal blood.




Pacnag rema

- [1pOAOMKUTENBHOCTL XN3HU 3 ~120 AHEN,
exxeaHeBHbI 060poT Hb ~6 r/aeHb.

« [€eM u3 crapbix 3 1 Ap UCTOYHUKOB (LMTOXPOMBI U Ap. reM-coaepXKallne
CIJGpMeHTbIB)OCBOﬁO)KD,a}OTCFI B P2C.

= [nobuH pgerpaanpyet 06bI4HBbIM NyTeM N AK peyTuUnmsnpyoTcs.

. ['eM okucnsetcsa B IMC reM okcureHas’ou C pa3pbiBOM LKA U
06pa3oBaHMEM JIMHENHOrO TETPaNUppona — 6uIMBEpPAUHa,
BblaeneHus Fe3*un CO .

= Cragmnsa okncneHuns The oxidation step requires heme as a substrate,
and any hemin (Fe3*) is reduced to heme (Fe?*) prior to oxidation by
heme oxygenase. The oxidation occurs on a specific carbon producing
the linear tetrapyrrole biliverdin, ferric iron (Fe3*), and carbon
monoxide (CO).

« CO BblgenseTcsa nerkuMm u ero KonmyecTBo SABASETCS NnoKasaTenem
AKTUBHOCTU reM OKcCUreHasml |.



Obpa3oBaHune bunnpybmHa

= Cneaytowmn stan CH, mocT (Mexay konbuamm III n IV)
6umBepanHa BOCCTa HaBnMBaeTcs 6unmBepanH peayKrason
no 6mnupybmHa, ¢ COOTBETCTBYIOLLMM U3MEHEHMEM LIBETA

. [lerpagaums remMa OTpaxaeTcs Npu NporpeccupyoLleM «LIBETEHUN»
reMaTOM-CUHSIKOB TEMHO-CUHUI —KPaCHO-XEeNTblii —

« bunmpybuH ruapodobeH NO3TOMY TPAHCMOPTUPYETCA B BUAE
KOMI/ieKca ¢ afibbyMMHOM B MeyYeHb, rae NoABEpPraeTcs AasbHeNLEN
Aerpajauumy nyTeM KOHbIOraLum ¢ ritoKypoHUaAaMMm.



o

[lerpapaund rema

Heme

NADPH + 0,
heme
oxygenase (
CO +Fe* + NADP

M v M P P M M V
O%NN/\\/\N: N 0
H H H
Biliverdin
biliverdin R
reductase -

NADP
M vV M P P M M V
O/KN’/\\\*’/\‘N jL/ (/\\NjL //*\N/%O
H H H H H H

Bilirubin

« M= MeTtun,
P=lponuoHun
V=BuHun




BunnpyouH-aurnoKypoHma
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B renatouutax YA®-
rNMIOKYPOHUN
TpaHcepasa
npucoeamnHaeT 2 ocTtaTka
K K 6GMnuMpybmuHy c
obpa3oBaHnem
rMAPOdPUNBLHOro
6unupybuna-
OMIIIOKYpPOHMAA, UTO
obrieryaeT ero aKcKpeuumto.

BunupybuH u ero
MeTabonnTbl Ha3blBalOTCS

XENYHbIMU NMNTMEHTAMMN.



KnnHunyeckue acnektbl MeTabonmsma rema

+

= MNPEACTABJIEHbI B BUAE.

= [ledekToB (bepMeHTOB U HapylueHus 6/c
rema — nopdupun, KOTopble
COMpPOBOXAAKTCA YBETNYEHNEM COAEPKAHUS
B KpOBM N MoYe nHTepMeauaTos 6/c rema .

= BpoxaeHHble n NnpuobpeTeHHbIe HapyLUeHUS
MeTabonn3ma n sKcKkpeunn bunmpybumHa —
rmneponnnpyonHeMmnmn (OKenTyxu).




Xentyxu

= [MnepbunmpybuHemMmnsa nposBNSAETCS B BUAE XKENTYX —
XXENTON MUIMEHTALUM KOXU U CITIU3UCTbIX.

= B HOpMe B kuweyHnke 6unnpybmH npm ydactum 6aktepum
npespallaeTcs B ypobununmHoreH (Me3obusimHoreH),
KOTOPbIN BblAENSAETCS C heKkanmnsimu,

= Bilirubin and its catabolic products are collectively known as
the bile pigments.



Hentpodunbl (rpaHynounTbl) —
nonnMMopgHosAEPHbIE NENKOLMUTDI:

.*nauarm BblIpa>XEHHOW CNOCOOHOCTbIO K
(paroyuTosy,

= XOpOLLO pa3BUTbIN, NOABUXKHbBIN LIUTOCKENET,
= AKTMBHOE MX U McC - oKucneHue

« Cucremy npoaykumn NADPH (1o v ap.)

« Cucrtemy reHepauumn AOK

« boratbl rpaHynamu (onpeaenswiyme Ha3saHme), B
COCTaB KOTOPbIX BXOASAT rmAaposnasbl - NpoTeasbl:
3/1acTta3a, KoJi/lareHasa namn KkaterncuH G U
rMNKO3nAaasbl: sim3oumM (MypaMmmuHMAa3a),
nnsnpyoLmne bakrtepum



- MnazMmaneMMa

MembpaHa
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4c- | NADPH 40;
oKkcupaasa
20,
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=
5 (PHT) ). [paHynbl
4K* | & - 20, H" < (pH| coaepxalime
O T
o @ 0 \ KWUCOTHI
4H* | © —— MpoTOHMpOBaHue
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CTpyKTypa TpoMboLuTa

- Mitochondrion

. Glycogen granules

for example ADP, Ca2*, serotonin

_~ Open canalicular system

a granule containing for
example, growth factors,
fibrinogen, Factor V, fibronectin

™ Dense tubular system

T Submembranous filaments
(platelet contractile piotein]

5 Schematic of a blood platelet. The platelet is packed with granules that have a major role in blood dlotting.

. Electron dense granule containing, ™

TpoMbounT nmeet Mx
(LITK, B-okmcnermne XK,

au)
[leno rnmkoreHa

CybmeMbpaHHble
COKpaTUTENbHbIE
punnaMeHThl

[ paHynNbl coaepXxatlue
AO®, Ca’*, cepoTOHWH
[ paHynNbl coaepXatlue
®P, mnbpunHoreH,

(PMOPOHEKTUNH, PaKTOP
V

VIOHHbIe KaHasbl



