BNOXUMUA KPOBU




OYHKIINUU KPOBHA
1.Unrerpupyromas

2. TpaucnoprHass:
=1bIXaTeJIbHAsA (PYHKIUA
=TpopuuecKkass QyHKUHUS
=BblIeJIUTEIbHAA (PYHKIUS

-3. Peryasitopuasns
= [0OCTABKA CHTHAJILHBLIX MOJIEKY.JI
=TePMOPEryIaTopHas QyHKIHs

4.3amurHass

=KJICTOYHBIN U TYMOPAJbHBIAH UMMYHHUTET

=CIIOCOOHOCTh KPOBH CBEPTHIBATHLCH ¢ 00pa3oBaHUEeM TPoMOa
= NIO/IePKAHUE KUCJIOTHO=IIEJI0OYHOI0 U BOAHOI0 DajiaHca
OpPraHu3Ma.



KpoBb
Bopa MNOTHLIA OCTATOK
(75-80%) [15-25%)
Benku HebenkoBbie
/ Huaxomonexywma
BHYTPUKNETOYHbIE Denku [noko3a HebenkoBble a30TCO-
KpOBH (3.3-5.5 MM/ N) [epxaluue BellecTs

(FemornoOuH, Benku nnasmbl KPOBK [«OCTAaTOYHLIK a30T",
13-161/an) [6.5-8.5 r/an) 14-28MM/n)

Muuepanbuble BellecTBa
[Na *, K, Ca*", Mg*, C, PO,H, , HCO3,
[} THe KaTUOHbLI U AHUOHbI




f[emornobuH — cnoXKHbIU benok.
CTpYyKTYypa rema.

HOOC—CH,—CH, o\ —¢y CH=CH,

HOOC —CH,—CH, CH, we/x

(EpponpOTONOPPHPHH (FeM)




CTpyKTYypa remornobuHa

[NepBUYHaA BropuuHas TpetnyHas YeTtBepTU4YHaA
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OGTATKM a-cnvpant s FnobynapHbIN
dMUWHOKWNCNOT -U rnooyna
y TeTpamep



CTpyKTYypa remornobuHa.
[eMmOBbIU Ka

FnobuH
(a- nnm B—uenb)

Mmc E, (“ gmuctanbHbIn®)



[emornobuH — TeTpamepHbIN
6enok

[emornobuH A coctout ns 4
npotomepos (2 anbda u 2 beta).

HbA = 202



I'enemuueckue sapuanmaol 2emoz2ioduna

yesioeeKka
B renome 4ejioBeKa 3aKOAUPOBAHO 6 MOJMIIETHIHBIX
uenei (o, p, 7y, 0, € E).
U3 3THX 1enei co3aal0TcAa cJeayime TeTpaMepsbl:
HBA=a, B, (90-95%),
HBA2= (12 52 (3-40/0),
HeF=a, v, (2-3%),

MuHOpHBbIC BAPUAHTHI:

2%
AP
g
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CwmeHy TUnoB Hb onpepensoT :

- CMeHa opraHoB KpoBeTBOpeHMUA.
CunHTE3 3IMOpPUOHaNbHbIX reMornooMHoB

HauyuHaeTcH Ha 1 Hepene XU3Hu
ambpuoHa: HB Gower 1 ((2¢2), Gower 2
(a2€2) n Portland({2y2) . Ux obpa3oBaHue
B OCHOBHOM OCYLLEeCTBNSAETCA B
Me3eHXMe XXenTo4yHoro metuka. Ha
LLeCTOWN Heaerne pa3BUTUA HaYMHaeTCcA
BTOpPOW nepuoa 3pMTonoa3a,
NnpoTeKalLwnn B OCHOBHOM B NeYEeHMU.
3eTa-rnooMHoOBbLIE Lenu NoriHoOCTbIo
3aMeHAKTCA Ha anbga rnobuHoBbIe,
Ha4YMHaeTCcs CMHTEe3 raMmma u 6eTa ueneu,

COOEPXAHME FEMOTIOEMHA B KPOBU B OHTOrEHE3E 3 CMHTE3 3MCUMOH-Lenen pesko

cHunxaetcs. Mexay 12 v 32 Hepgenamu
remorno6uHbl FloBepa 3aMeHATCA Ha
detanbHbIN remornobunH(Hb F=2a2y).

Hb npu poXxaeHun Bbille, YeM y
B3pocnbix (170-180 r/n). 2 mecAuya =
160 r/n. CHUXXeHue cogepxaHua
remMorrnoobuHa npoaosmkaeTca Ao
KOHua 1r. (105-110 r/n). Bo3pacTaeT
CO 2r.; B nepuopg nosioBoro
CO3peBaHUA CTAHOBUTCA TaKUM Xe,



CHuHTe3 reMorjioonHa

IIpoucxomuT Kaxaplii pa3 de novo.
OCHOBHOHM 4YacCThIO CHHTE3a SABJISICTCH
reMOBasi CTPYKTYpa.

Ha oOpa3oBaHne TI'€MOBOM CTPYKTYPbI
MCIIOJIb3YETCA CYKUMHWI-KOA M IHIuH,
C  HOPOMEKYTOYHBIM  OOpa3oBaHUEM
AMUHOJIEBYJIMHOBOM KHCJIOTHI, 2
MOJIEKYJIBI KOTOPOW HCHOJIB3YIOTCSA Ha
IIOCTPOCHMUE TTOPPOOUINHOTECHA.
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CyKumHun-KoA 5-AMIHOMEBYNMHOBASA KICMOTS
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PYHKUMM remornobunHa

*[lepeHOC KUcnopoaa

°[lepeHOC Yyrnekmncnoro rasa

*[lognepKaHne NOCTOAHCTBA PH KpoBwu
(bydbepHoe nencrtemne)



T u R cocToaHua remornodbmHa

IlepeHoc kucjaopoaa
OCYLIECTBJISIETCH
nyTem
HEKOBAaJIEHTHOI'0O
NPUCOCANHEHU S
HCJI0POAA K
MOJIEKY.JIe
reMorjioouHa B
00/1aCcTH MEXKAY UOHOM
keieza u I'ue E7
(mucraabHBIM
rUCTHINHOM ).

fnc E,




T u R cocToaHua remornodbmHa

0.06 nm

J1eoKcUreHMpoBaHHbIN remornobuH (T-coctoaHue)

OKcureHnpoBaHHoe coctossHue (R-cocTosiHKe)



KoHpopMaLMOHHbIE U3MEHEHUS
MOJIEKY bl reMor/106MHa Npu OKCUreHauum




KpuBble HacbiweHusa 02 ans
MMWOIrNooOuHa n remornoounHa
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Dakmopbvly 6aAUAIOUIUE HA CPOOCHIBO 2eMO2100UHA
K_KUCJ10pPOOY

1. KuciorHocth cpeasbl
2. IlapuuajnHoe JaBIeHNE YIJIEKHCJI0r0 ra3a
3. Konuentpauus 2,3= 1udochorinmepara

4. Temneparypa



TpchnopT VIVICKHCJIOI0 Ia3a OCYIIECTBJIACTCHx

1.B pacTBopeHHOM BHje B Iu1a3Me KpoBu=7 %

2.B Bune kaporemorinoonna=13%

3.B cocrase 6ukaptonara (HCO,)- 80%



[lepeHOC yrnekmcnaoro rasa

KapbremornobumH - noHHbI komnneke mexay NH3+
(NpoToHUpOBaHHO aMmuHorpynnoi Ha N-koHue

nonuNeNTUOHOM LENU d- Unn B-npoTomMmepa reMorrnodunHa)
n HCO3-,( aHnoH bukapboHaTta ns CO2) obpasyeTtca 3a
CUET SMIEKTPOCTAaTUYECKOro NPUTAXKEHNS .

Tak moxkeT nepeHocuTca okono 13% scero CO,,

AadNAEMOIo U3 OpraHMN3mMa.

O H O H H
— |l + | | w0 I
O—?+ H3N—(|3 (IT, >IC O vH,N ? ?ll
OH R O OH ' R O
aHWUOH N-koHeL
6ukapboHarta nonunenTUAHOM Lenwu
nporomepa remMmornobuHa 3NeKTpo-
cTaTmnyHeckKoe
NPUTAXXEeHUue

KapbremornobuH



[lepeHOC yrnekucnoro rasa

femornobuH asnseTca nocpeaHNKOM NMpU TPaHCNopTe
CO:2 B cocTaBe 6UKapboOHATOB 3PUTPOLIUTOB U N1A3Mb.
3TUM nyTem yganaetca nopaaka 80% ot obuiero

obvema CO, HHb <H2CO03 <HHbO2
B nepudrepuHeCKUX Kanunnapax:
KHbO2 — O02+KHb.
CO2 + H20 < H2COs3

kap6oaHrmgpasa

KHb+ H2CO3-KHCO3 + HHb
B nerkmx:

HHb+ O2—> HHbLO2
HHbO2+ KHCO3—- KHbO2+ H2CO3
H2C03 o CO2 + H20

Kkap6oanrmgpasa




Perynauma KUCAOTHO-LLENOYHOro

COCTOAHUA opraHmn3ma (perynauma pH)
‘FemornobuH — cambi MoLHbIK bydep KpoBu:

HHb —_ H* + Hb

LG > K* + Hb
75% obuwen 6ydepHOM EMKOCTU KPOBU
NpUHAZNEXUT remornobuHosomy bydepy

‘FemornobuH npuHMmaert yyacrue B yaaneHuu CO,,
KOTOPbIA ABNAAETCA NOTEHLUA/IbHOU KUCNOTOM



bygeprble cucmemul Kkposu
1. I'emornoounoBbiii Oydep= 79% ot Bceli OydepHoii eMKOCTH
KPOBHa

2. Buxapoonarnas 6ypepnasn cucrema= 10% Bceii Oydepnoii
eMKOCTH KPOBHa
H2CO3- nonop nporona/ HCO3=akuenTop nporona

3. ®ocharnas oypepuas cucrema 1% Bceii OydepHoii eMKkocTH
KPOBUa

NaH2PO04- 1onop nporona/Na2HPO4-aknentop nporoHna,

4. benxoBasi OypepHasi cucTeMa MMeeT MeHbIlee 3HAUEeHHEey HO
3pdekTUBHA B 00J1aCTH (PU3HOJIOTHYECKUX 3HAYECHUH
pH=7,2-7,4.

besaxku odpasyror OydepHyo cucTeMy 0Jiarogaps HAJIUYHUIO
KUCJOTHO=0CHOBHbIX I'PYIII B MOJIeKYJe 0€/JIKOBa



HereHHeTnyeckue (NOCTTPaHCAALUOHHbDIE )
BapUaHTbl remorn1o0bmHa B3pocabiX Nt0aen

1. Tlauko3unupoeaHHbil KoesaneHmHbili Komnaekc 2emo2a06uHa A
remornobuH c 2n0Ko30U. E20 KOoHUeHmpayua eo3pacmaem
npu caxapHom duabeme
2. Komnnekc 2zemozao0buHa A
¢ 2aymamuoHom (HbA3),

3. Memzemo2nobuH Femoz2n06uH ¢ uameHeHHOU cmeneHbLI0 OKUCNeHUA
wenesa (Fe*'). 06pasyemcsa nod delicmeuem
CUMbHbLIX OKUCAumenel (Humpamos, Humpumos,
H,0,, udp.)

4. KapbokcuzemoznobuH 3mo KomrneKkc 2emo2sa06uHa A ¢ MOHOOKCUOom
yanepooa (Hb-CO )



MonekynapHbie 60n1e3HK, CBA3aHHbIE C HAPYLLEHUEeM
HOpPMaJZIbHOM CTPYKYpPbI remornobuHa (remornobuHonarum)

*BonesHun, 0bycnoBneHHbIE MyTaLUAMU NEPBUYHOU CTPYKTYPbLI O- UKN B-uenu
remornobuHa (Hanp. cepnoBUAHOK/IETOYHAA aHEMMUA),

*[laToNnorM4yeckne COCTOAHUA, CBA3AHHbIE C USMEHEHUEM CTeNeHU OKUC/IEHUA Kenesa

(Fe?*/Fe®* ): BpOKAEHHbIe MeTremMornobuMHonaTtum, obycnoBNeHHbIE MYTaLMUAMMU FeHa
METremornobuHpeayKTasbi,

*[lpnobpeTeHHble MEeTreMornobuMHONaTUm, Bbi3BaHHbIE AENCTBUEM CUJIbHbBIX

okucnutenen (OTpaBNeHUs CUNbHBIMU OKUCIUTENAMM TUNA HUTPUTOB , IM0OKAUHA,
npPou3BoAHbIX 6eH30/1a, 6epToNeTOBOM CONMM U T.4.),

*60N1€3HM CBA3AHHbIE C HAPYLUEHAMU CUHTE3a NOJMMNENTUAHBIX Liener remornobuHa
(tanaccemumn):

-Q-Tanaccemus,

-B-Tanaccemus,

*CUHAPOMbI, CBA3AHHbIE C HApYLIEHUAMU PEePMEHTOB CMHTE3a rema (nopdupun):

-BPOXAEHHbIE (3H3UMONaTun GepMeHTOB CUHTE3a rema),

-npuobpeTeHHble (MHrMbupyLlee AeUCTBUE TOKCMHOB U NOBOYHOE AeUCTBUE
HEKOTOPbIX IEKAPCTB HA GEPMEHTbI CUHTE3a rema).



BEJIKUA IIJIASMbI KPOBU

i
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HopmMmanbHasa KOHUeHTpauuns 6ernkoB B
nna3me KpoBU y B3pOCoro 4yemnoBeka 65 - 85
r/n,y HOBOPOXAEHHbIX 47-65 r/n. Y
HeOHOLEHHbIX coaep)XaHue obLero b6ernka
B NJsla3Me KpoBU MeHbLue- oKkoso 50 r/nC
BO3pacTOM nNpoucxoaunT yBerindyeHue
copaepxaHus 0enkoB B Nna3me KPpoBU: Y
aeTen nepBoro roga XXuw3Hun=57-73r/n, B 6

CDVHKLI.VIVI 0enkoB nnasmbl KPOBU
1) NMopaepxaHUe OHKOTUYECKOro
AaBrieHus

2)TpaHCNOPT pa3nNUyYHbIX
BellecTB

3)O6pa3yroT 6enkoByro
OycepHylo cuctemy,
noanepxuBas pH kposu B
npepenax 7,37 - 7,4.
4)[MopaepxmMBaroT BA3KOCTb
KpoBu, obecneynBas
reMoguHaMUuUKy KpPOBEHOCHOM
CUCTEMbI.

5)ABnsaroTCA pe3epBoM
aMMWHOKUCIOT NpuU roriogaHum.
6)3awnTHanA PyHKUUA:

- CBepTbiBaroLWasa cuctema
KpOBMU;
-PEHNH-aHIMOTEeH3NHOBasA
CUCTEMa;
-KanJfiMKpenH-kMHMHOBasA




OcHoBHble 6esKu naasmbl KpoBU, X GYHKLUMK

U USMEHEHUA NPU NATOJIONTNMHECKUX COCTOAHUNAX

NaTonornueckme COCTOAHUA,

BE]]OK CDYH KL',MH CBA3aHHbIE C U3BMEHEHNAMMU

KOHLeHTpaLuumn aaHHoro 6enka

‘CHM)KeHHbIﬁ yposeHb"ﬂosblweHHblﬁ YpOBEH

ANbBEYMMH b (55-50%)

MpeanbbymuH CBA3blBaHUE U
TpaHCnopT

TUPOKCUHA U
peTnHona

OHKOTU4YecKoe

AaBneHue, CBA3bI- Aernapartauma
Hedposbl, HeppuThI,

LMPPO3 NeyeHu,
ronofaHue, OTeKM,
aHanbbymnuHemms

AnbbymuH

BaHMEe U TPpaHCnopT
KUPHbIX KNCAOT,
anbaocrtepoHa, CaZs,
psaaa nekapcTs




OcHoBHble 6es1IKu Ns1a3mbl KpoBU, UX GYHKLUK

U USMEHEHUA NPU NATONIONTNMHECKUX COCTOAHNAX

r’° oY NnWHbI (40-45%)
o-1-rnobynuHbl
BocnaneHwue,
o-1-rnobynumH st
(opo3omykouna) UMMyHoO- P o
peBmaTounaHbIN
MoAaynAaTop
apTPUT, OMYyX0Nu
PetuHon-
CBA3bIBALOLL WA TpaHcnopT peTMHona
6enokK
AHTUTPUNCUH NHrmbutop BocnaneHmue,
NPOTEONUTUYECKNX
depmeHTOB MHGeKLMM




OcHoBHble 6esKu naasmbl KpoBU, X GYHKLUMK

U USMEHEHUA NPU NATOJIONTNMHECKUX COCTOAHUNAX

TUPOKCHH- CeA3blBaeTr
CBA3bIBAIO NN U TPaHCNopP-
610K TUPYET TUPOKCUH
UsbupartenbHoe

a,- petonpoTenH

CBsA3blBaHWeE XXUPHbIX
KUCIIOT B MNnaueHTe U
nepeHoc UxX us
KPpOBU MaTepu B
KPOBb U KINeTKu
3aMOpuoHa

OcTpbIi renaBTHUT,
LUPPO3 NeYeHm,
OepeMeHHOCTb

TpaHCKOPTUH

CBA3bIBaeT U
TpaHCnopTUpyeT
KOPTM30 U
KOPTUKOCTEPOH




OcHoBHble 6esKu naasmbl KpoBU, X GYHKLUMK

U USMEHEHUA NPU NATOJIONTNMHECKUX COCTOAHUNAX

o, r1obynuHbl

LepynonnasmuH

TpaHcnopT meau
n perynaumsa
deppokcmpgasHon
WU NOJINAMMUH-
OKCMAAa3HOM
AKTUBHOCTH

bone3Hb BunbcoHa

FantornobuH

CBAa3biBaeT
reMmornobuH mn

npeaynpexagaet
ero noTepro ¢ MO4OM

BocnaneHwue,
NMHdeKuun,
PEeBMaATU3M,
paK

a.,-MaKporno6ynuH

UHrnburop
sHgonenTnaas

Y perten ero
cogeprKaHue
Bbiwe B 2,5 pa3a




OcHoBHble 6esKu naasmbl KpoBU, X GYHKLUMK

U USMEHEHUA NPU NATOJIONTNMHECKUX COCTOAHUNAX

B-rnobynuHbI

TpaHcheppuH CBAa3biBaeT u Octpble n BepeMeHHOCTb M

TpaHcnopTupyer XpOHU4eckune XpOHMYecKas
}Keneso MHOeKUWK, HeA0CTaTOYHOCTb

60ne3Hn nevyeHn skenesa
FemoneKkcuH CeA3biBaHMe U Pty oo UHbeKunmn
ycTpaHeHue nopduporeHHbIX
6onesHun

rema JIEKaPCTBEHHbIX

npenapaTtos

UmmyHomonynsTop, OcTpble MHPpEKLUn

C-peakTuBHbIN
6enok

MOOYNATOpP BOCNa-
JN1eHuA




OcHoOBHble 6en1KK N/1a3mbl KpoBU, UX GYHKLUK

U UISMEHEHUA NPUN NATOJIONNMHECKUX COCTOAHUAX

Y-rnobynuHoil

AHTUTENa

UmmyHoaedULUTHDbIE
COCTOAHMA

MHorue
UHPEKLUUNOHHbIe
3abonesaHuna




HapyweHua HopmanbHoro 6enKoBoro
COCTaBa Na3Mbl KPOBM

[ MNnonpoTeENHEMUS,

[ MnepnpoTenHemms,

[lncnpoTenHemuns,

[ledpekTbl OTAENbHLIX 6enkoB (Hanp.
-aHanboyMmmnHemus,
-aramMmmarnobynmHemus),

[TapanpoTenHemuna (Hanp. NnogBneHne
OenkoB beHc-[I>xoHca).



CooTHOoweHME (hpakKumMm GEenKoB NnasmMmbl KPOBM B
_SaBMCHMMOCTHM OT Bo3pacTa
\ ansbymMmmuHbl
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K MOMEHTY poxaeHus] HAUBBICIICH WHTEHCUBHOCTHU JOCTUTAaeT CHUHTE3 aJIbOyMUHOB,
CHUKEHO 00pa3oBaHue 0= U P=ry100yJIMHOBy OTPAHUYEH CHHTE3 Y=IJI00YIMHOB. CHMKEHUE
YPOBHS aJIbOYMHHOB HA HAYAJbHOM J3Talle Pa3BUTHS O0bACHACTCH MCIOJIb30BAHUEM MX
KaK CcyOcTparoB 1Jisi 00pa3oBaHMs JHEPruHy a4 TAKKE MOTEeped ¢ MO4Ooil M3=3a
NMOBBINIEHHOI MPOHMIIAEMOCTH MeMOpaH NMoYeYHbIX KaHajbleB. [lOKa3aTenu obwero
O6enka u 6enkoBbIX ppakLUN KPOBU NOSTHOCTLIO AOCTUrarOT YPOBHSA B3POCTOro
opraHu3sma ToJfibKO K NepBOMYy roay *XU3HW, HO CHHTE3 Y=IJI00YJIMHOB 0CTaeTCH
CHIKEeHHBbIMa MIX ypoBeHb NMPHOIMIKAETCS K YPOBHIO B3POCJbIX TOJIbKO K 3~4 romam

KU3HN PeOeHKAa



%PMEHTBI BﬂA?oMbl KPOB#
CEKPETOPHbIE =~ 9KCKPETOPHbIE = WHAWKATOPHbBIE

CUHTE3UPYIOTCA B CUHTE3IUPYIOTCH B TKAHeBbie (bepMeHTbI, B HOpME

neyeHu, B HOpMe NeyeHH, B HopMe aKTUBHOCTb B NNa3me Mana
BbIAGNATCAB  BbIAENATCA ¢ Xenubto (kpearnHknHasa, AcAr, AnAr, JIAF)

nnasMy KpoBH  (LyenoyHan poceparasa,
(bepmenTsI neiyMHaMHHonenTHaasa)
CBepTbiBaHHA

KpOBH,

XONHHACTepa3a)



