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JIERIM & e AaRn
BEHOX NI EROBI

MMMYHMTETA

O OcobeHHOCTU MeTabonuima
3PUTPOLUTOB

0 Bunoxmmmuyeckue MmexaHu3sMmbl
remocTta3a




AKTyaJIbHOCTb TEMBI pas3jeiia

* MeTabonun4yeckne npoLecchl, npoTekaroLme B
KNeTKax pas3nu4HbIX TKaHEW 1 OpraHoB opraHn3ma
4yernoBeka MMetoT onpegeneHHble 0COBEHHOCTU

* MeTtabonunyecknmn «nacrnopT» KIETOK N TKAHEN
onpenenser ocobeHHOCTN YHKLIMOHNPOBAHUSA
OpraHoB N CUCTEM

* HapylwieHus metabonnyecknx npoLeccoB SABMNAOTCA
OCHOBOW (PYHKLMOHANbHOW ONCAYHKLNU N pa3BUTUS
3aboneBaHni

* SHaHMA MeTabonnyecknx ocobeHHoCTEN pas3nnYHbIX
TKaHen 1 opraHoB HeobxoanMbI 4N MOHMMAaHUS
natoreHe3a 3aboneBaHnin COOTBETCTBYHOLLMX CUCTEM [ 3 J




AKTYyaJIbHOCTb TEMBI JICKIIUH

* AI3yuyeHne oCHOBHLIX DESiKoB nyia3mbl KPOBY,
nx PyHKUMN, ocobeHHOCTEN MeTabonnama
KIETOK KPOBMW, BKNoYada KNeTku UMMYHHOW
CUCTEMbI, a TaKXXe MexaHM3MOB remocTtasa
NPOAMNKTOBAHbI HEOOXOAMMOCTbBIO MOHUMAHUSA
BNOXNMUNYECKNUX OCHOB PYHKLIMN KPOBU

*UEJIb JIEKUWUWN. 3HaT Groxmmmyeckune

OCHOBbI PYHKLIMOHNPOBAHUSA KPOBU




I [;mag nekiun

] Benku nna3mbl KpoBU
> AnNbOYMWHbI: 0COBEHHOCTN CTPOEHNSA, DYHKLINU
* NobynuHbl: 0COBEHHOCTN CTPOEHUS, PYHKLMN
» [ncnpoTenHemMumn: NOHATNE, NMPUYMHBI
) Bnoxmmmnyeckme mexaHu3Mbl UMMyHUTETA
* OcobeHHOoCcTM MeTabonmama harounTnpyoLmMX KIeToK
* CTpoeHune n pyHKUNU UMMYHOTI00YNMHOB
* LINTOKMHbBI: NOHATHE, QYHKLUN
« Cucrtema koMmnnemeHTa: NoHATne, PyHKLMn
) OcobGeHHOCTU MeTabonnama apuTpoLnTOB
* OcHoBHble MeTabonnyeckne Nyt ApUTPOLUTOB
* ['emMornobuH: CTpyKkTypa, dyHKUNN
» ObmeH rema. HapylweHna obmeHa rema: nopgompun, XenTyxu
) Bnoxmmmnyeckme mexaHusMbl remocTasa
« CaepTblBaloLLasi cUCTEMA KPOBU
 [NpoTtnBoceBepTbIBatoLaa cuctema Kposu. ®bpuHonms




beakn mi1a3Mbl KPpOBH
(7% OenKoB BCEro opraHu3ma)

* O0owumnu 6enok: 60-80 r/n
I anbOyMuH 40-50 r/n
I rmo6ynuHbl 20-30 /1
OcHoBHbIe (ppakumm (anektpodoperpammay):
anbOyMUH (55 — 65%) — MeeT HanbonbLLYH NOABUXHOCTb
al-rnodynuHbl (2 — 4%)
02-rnobynunHbl (6 — 12%)
B-rno0ynuHbl (8 — 12%)
Y-rnoByrnunHbl (12 — 22%) — UMEET HaUMEHbLLYHO NOABUXHOCTb

BonbWUHCTBO OErIkoB CUHTE3UPYHTCA B NEe4YeHU (MCKI.
rMoBYnNHbI)




OyHKIMS OCIIKOB ILIa3Mbl KPOBH

- bydpepHaa cuctema (nogaepxanme pH 7,37 —
7,43)

- OcMOTUYECKOE OaBrneHune (yaepxmearT BoAy B
COCyaQUCTOM pycne)

* TpaHcnopT (BUTaMUHbI, NOHbI METAaINOB,
fleKapCcTBEeHHble NpenapaThbl)

* BA3KOCTb KpOBWU
* Pe3epB aMUHOKNCNOT
» 3aluTHasa posnb




Anb0yMHUH

* CUHTE3npyeTCs B NeYeHun
*M.m. ~ 65k[a

* BbiICcOKOe cogepaHue acnaprara u
rmytamarta (aHnoHoreHHble AK), noaTtomy
yoepxuBaet Na*, Ca®*, Zn** 1 oTnmyaetcs
BbICOKOW CTENEHbLIO rmgparauunn)

* [logaepknBaetT KonnongHo-oCMoTHUYecKoe
naBrieHne

* TpaHCNOPTUPYET XKUPHbIE KNCIOThI,
BMNUPYyOUH, rOPMOHbI, NEKAPCTBEHHbLIE
npenaparhbl




[ 1oOynrHBI

*bonbLon pasmep MoneKkyrn
*OTHOCUTENBHO HEBOMBLLOW 3apsaa
*Hun3kaa cteneHb rmgpartaumm
*Cneundunyeckmne 1 salmTHble PYHKLUUN

* TPaAHCKOPTWUH, TUPOKCUH-CBSA3bIBAOLLINA
bernok, TpaHceppuH, LepynonnasmmH
(dbeppokcmngasa), rantorrnobuH, C-
peaKkTUBHbLIN BENOK, MHTEPMEPOHDI,
MMMYHOTTIOOYNUHbI




JlucriporenHeMum

* l'mnepnpotenHeMus

| obycnosrieHa runeprinodbynuHeMmen: NnoBbiLLEHNEM

coaepXaHud y-rmooynrHoB 1 6enKoB OCTpown dpasbl
BocrnaneHus (C-peakTuBHbIN OENOK, ranTornoduH,

donbpunHoOreH)

* l'mnonpoTtenHemMus

I obycnoeneHa runoansdbymmHeMmnemn

) OTHOCHUTErNbHbIE HAPYLUEHUSA CBA3aHbl C UBMEHEHNEM
obbemMa X1UOKOCTU

v/ notepeu BoAdbl (OTHOCUTENBHASA NTMNEPNPOTEUHEMUS NP
pPBOTE, Anapee, Nnonnypun)

v/ BOAHbIM OTpaBfieHNEM (OTHOCUTENbHAA
rmnonpoTenHemMuns)

] AGCOnNIOTHbIE U3MEHEHUS CBSA3aHbl C YMEHbLUEHNEM
N yBennuyeHnem konnyecTtea 6enkos




AOCOIIOTHAS TUIONPOTCUHEMHUS
(runmoanbOymMuHEMHS )

I MpuYmnHLL:
*[oTeps benka (borie3Hn noyek)

* HapyweHune cnHtesa benka (naTtonorus
ne4vyeHm)

* HapyLueHue NocTynneHns 9K30reHHoro
benka (ronogaHune, HapyLwleHne
nepeBapuBaHnUA N BCaCbIBaHUS)

* YcureHHbln kKatabonunam berka (pakoBas
KaxXeKkcusl, oxxoroBasi 0oresHb)




Ne TUn NPOTEUHOMPaMMbl, AnebymMmuH | TnobynuHbl
COOTBETCTBYIOLLUMUA al a2 B vy
1 | OCTPbIM BOCNANWTENLHEIM NPOLECCAM Y PalAn] = fa
2 | XPOHWYECKOMY BOCNANSHMIO AV AN -1
3 | HedhpoTUYECKOMY CUMNTOMOKOMNMEKCY N% S O B
(NATONOrMA NOYeK)
4 | 3NoKAYEeCTBEHHLIM HOBOODDA30BAaAHWAM J L S I
5 | MenatuTtam AV -l -1
6 | Unppozam neyeHu J = e P
7 | OBTYpaUWMOHHO KW MEeNTYxe AN - | A1 A
8 | B-rnobynuHOBLIM NNA3MOLMTOMANM J N 2 RN 20 NN 2
9 | v-rnobyYNMHOBLIM NNE3MOLMTOMAM J NN 2N 2R
10 | a2- rnobyNMHOBLIM NNA3MOLMTOMAEM J N AROEE 2R’

«\» 3HAYMTENEHOS CHIKEeHKE
«p YMEpPEeHHOe CHKEeHKe

«P™r 3HAYUMTENBHOE NOBLILWEHWE
« 7 YMepeHHOe NOBLbIWeHKWe
€= HOPMaArbHoOe 3HaYeHWe




< MNopymaute!

= [loyemy abcornoTHagda
rMMNonpoTENHEMUS
oOycrioBneHa CHUXXEHUEM
KonnyecTBa arnb0oyMnHOB,
a He rnodynMHoB?

=[loyemy abcorntoTHaga
rMNonpoTeENHEMUS
COMNpoOBOXXOAaEeTCH
oTekamun?

= [Tloyemy n3bbITOHHOE
noTpebneHne Boabl MOXET
BbI3BaTb J1I€TalbHbIV
ncxop (BogHoe

ATNADAAWUImaa) 2

(]




[ lapanporenHemus

*[losiBNeHne B KpOBU CTPYKTYPHO
aHoOManbHbIX N PYHKLUMOHANBLHO
HeNOJTHOLEHHbIX OEMnKoB 13 ppakumnm
MMMYHOIMoBbynMHOB (NapanpoTenHbI)

| INpunmep: cneundounyeckme
«MWUESTOMHbIE» DENKM NPU MNENOMHON
bonesHu




OcobeHHOCTU MeTabonuima parounTUpyOLLUX
KINEeTOoK

UMMYHOrnooynuHbl
Cucrtema KomnrniemMeHTa

bUOXMUA UMMYHHUTETA




MeTa001u3M (HaroUTUPYOIMX KJIETOK

* B dparountose y4yacTBYHOT IM30COMHbIE
doepMeHTbI: HyKIMeasbl, NpoTeasbl, ocdaTtasbl U

Aap.

» ParoymMTo3 COnpPoOBOXKOAETCH PE3KUM
yBenm4yeHvnem notpednenus O, -
pecnupamopHbLIM 83PbIBOM

» Kucrnopopg — nCTo4HUK obpasoBaHUS
BbICOKOPEaKLMOHHbIX METAbONNTOB (Cynepokcua-
aHWOHa, nepoKkcmnaa Bogopoaa, rmapokcun-pagukan,
rMNOXNopUTa, NEPOKCUHUTPUTA), ABMSAIOLLINXCS CUMNbHbLIMU
OKUCNUTENSIMU, BbI3bIBAKOLLMMMN NEPEKNCHOE OKUCIIEHME
nunngoB MembpaH (bakTepuungHoe 1 nusnpyroLlee [ = J
OENCTBUE HA MUKPOOPraHnU3mbl)




MeTta0o1u3M (parouuTHPYIOIIMX KIETOK

NADPH

NADPH-oxcnaaza
Cynepoxeun-
ANCMYTA3A -
’ H,O, 0;

: 2H"
Mue:xonepoxcw- X
H,O

NADP’

OH+OH ™0,




MMMyHOrmoOynuHbI (aHTUTENA)

* [nMkonpoTenHsbl

* CuHTesunpytotca B-numdgoumntamm (nnasmaTtuvyeckumm
KrneTkamMu)B OTBET Ha NOCTYNSIeHNe B OPraHn3m Yy>XepoLHbIX
areHToB (aHTUreHOB), KOTOPbLIE OHM 0DE3BPEXMBALOT

- B ocHoBe geneHnst UMMYHOrnobynrMHOB Ha Knaccbl — TUM
TsKEnbIX uenen (a, O, €, y, W). ATK pasnunyma obycrosnmneatoT
XapaKkTepHY ONs KaXaoro Kracca MMMYHOriooynnmHoB
KOHJbopMaLmio N QyHKLUUK

* Jlerkne uenu (K, A) NpuCyTCTBYIOT BO BCEX KIlaccax

- Bce momeHbl Nerknx n Tsxenbix Lienen nMetoT B-cknagyaTyto
CTPYKTYPY Y CTabUNN3NpPYyTCs AUCYnbOUOHLIMU CBA3AMM
MeXxay octatkamu UMcTemHa

+ llapHupHasa obnactb MMeeT MHOrO OCTaTKOB MPOSNHa,
NPenATCTBYOLLNX DOPMUPOBAHMIO BTOPUYHOW CTPYKTYPbI

+ CBsA3bIBaHME aHTUreHa NPOUCXoauT B BapnabensHOM y4acTKe
Leneu (rmnepsapuaberbHbIv y4acTok 13 20-30 AK
«pacno3HaeT» aHTUIeH)

1]




OO1ui1 rIaH CTPOCHUS UMMYHOIJIOOYJIMHOB

Anrures —
CBA3bIBAIONNHE
Y4YacTox

IlapHupHas
obnacTb

HOOC COOH

H — Tsaxenas uens;

L — nerkas nemns;

V., V. — BapuaGenbHBle YYaCTKH TSXEIOH U JIETKO
LeTIel;

Cis Cyl, CH%,
JIETKOH LieTeit;
Fc — dparmeHT, oTBeyaromunii 3a CBSI3bIBAHUE C APYTUMU
KOMIIOHEHTaMH¥ UMMYHHOM CUCTEMBI

C,; — KOHCTaHTHbIE YYacCTKHU TSIXKeJOi U




Knaccbel ”MMMYHOIIIOOYJIMHOB

1 IgM CeKkpeTunpyeTcs Ha paHHUX CTaaNAX UMMYHHOIO
OTBETAa

* MOHOMepPHas (paHHAA) dbopmMa - peuenTop B-
nMMdounTOoB (B3aMOLOENCTBYET C KNETKOW C MOMOLLIbIO
rmapodobHOro y4actka Ha Fc-obnactu)

* CeKpeTopHas (no3gHas) dopma — neHTamep (MOHOMEpPbI
CBA3aHbl J-LleNnbl) — CEKPETUPYIOTCA NPU NEPBUHHOM
NUMMYHHOM OTBETE

1 1gG — MOHOMEP, CEKPETUPYIOTCS NPU BTOPUYHOM OTBETE
* He BCTpauBaloTCsl B MEMOpPaHbI KNETOK
* «3arnyckarT» CUCTEMY KOMMIIEMEHTa

* NMPOHMKAT Yepes nnaueHTy, obecneymBaoT UMMYHUTET
nnoaa u HOBOPOXAEHHOTO




Knaccbel ”MMMYHOIIIOOYJIMHOB

1 lg A - «nepBad NNHUA 3aLLNTbI»
* 2, 3, 4 MOHOMepa

* NPUCYTCTBYET B CEKpPETaXx (Crnesbl CrtoHa, MOOKO,
MOY€ENOIOBbIe, PECNUPATOPHBIE, XKENYA04YHbIE CEKPETHI)

* ApendATCTBYET NnpuKkperyieHNno MMKPOOPraHM3mMoB K
NOBEPXHOCTU CITN3NCTbIX obonoyek

1 IgE — MOHOMeD, aKTUBATOP TYYHbIX KNETOK U 303UHOUIOB
(B3anmopeuncTsyeT ¢ MeMOpaHOW KIeToK C MOMOLLbIO
rmapoobHoro yyacTka Fc); y4acTByeT B arifieprmieckux
peakuusax, npotmsonapasntTapHoOM MMMYHUTETE

_l 1gD — MOHOMEpP, OBHapYyXXMBaeTCA Ha MarioM KOfnM4ecTBe
B-numdountos

° peuenTop And ysaHaBaHUA aHTUITEHa




[l TOKMHEI

> benkn, Bblpa6aTbIBaeMble dKTNBUPOBAHHbIMIW KNETKaMu
I/IMMyHHOI7I CUCTEMDbI, JINLLUEHHbIE CI'IeLI,I/ICbI/ILIHOCTI/I B OTHOLUEeHUN
dHTUIeHOB U ABJIALLNneCA MeanNaTopaMm MEXKIETOYHbIX
KOMMyHI/IKaLI,I/II7I npn NMMMYHHOM OTBETE, reMOI033€,
BOCMNaleHnn

* ['pynnbl LMTOKNHOB:

v/ UHTepneunkuHsl (LJ1) — dpakTopbl B3anMoaencTeuga mexay
nenkounTamu (Npo- n NPoTMBOBOCNANUTENbHbIE)

v/ NHTepdepoHbl (MH®P) — ULMTOKUHBI C MPOTUBOBUPYCHOW
aKTUBHOCTbIO

v/ DakTopbl Hekpo3a onyxonu (PHO)

v/ KonoHuectumynupytowmne paktopsl (KCP) — remonoatnyeckme
LIUTOKMNHbI, XEMOKWUHbI




Cucrema KOMILJIEMEHTA

* CbIBOPOTOYHbIE DENKN, KOTOPbIE KackagHOo
aKTUBUPYHKOTCA KOMMNIEKCOM aHTUINEH —
aHTUTENO (Knaccu4vecknn nyTb akTuBaLun)
NI KNETOYHbIMU CTEHKaMK DakTepuu,
doakTopamMun NoBpeXaeHNA TKaHeN
(anbTepHaTUBHbLIVM NYTb akTMBaLWUK), YTO
COnpoBOXaaeTcsl 0akTeEPNOSTN3NCOM U
BOcnarieHnem




3aJaHuE 41 CaMOCTOSTEIILHOM paOOThI

* lcnonb3ya matepuansl MHPOPMaLMOHHO-
KOMMYHUKaLUWUOHHOM ceTU «IHTEpPHET», NOArOTOBLTE
ookrnag Ha TeMy «LIMTOKMHBI Kak perynstopHble
MOJ1EKYJIbI»

(Ha npumepe 0cobeHHOCTEN CTPOEHNUS U PYHKLUIN OOHOIO
N3 LUUTOKMHOB)




OcHOBHble MeTabonnyeckme nyTu
IpPUTPOLMNTOB

femornoowuH
MeTabonuam rema

METABOJIN3M SPUTPOLIMTOB




MeTadonnyecKue ImyTH
SPUTPOLIUTOB

* AHa3pPOOHbLIN MUKONUN3 — eAUHCTBEHHbIU UCTOYHUK
3Hepruun (90% rrnoKo3bl)

1 AT® ncnonb3syetcsa ans pabotel ATdas

I NADH ncnonbayeTtca Ansi BOCCTaHOBMNEHUS MeTHb
(MeTremornobuHpeaykTasHasa cucrema)

1 1,3-andpocdornumuepart — 2,3-gudoocdornuuepar (CHMKaeT
cpoacTtBo Hb K O2

* MeHTO30ChpOoChaTHLIN NYTb OKUCIIEHUS FMIOKO3bl (10%
[MOKO3bl) — NCTOYHUK NADPH A58 BOCCTAHOBIEHUS

[MyTaTuoHa, OKUCIIEHME KOTOPOro CBA3aHO C
obe3BpeXxnBaHMEM akTUBHbIX MeTabonuToB kucnopoga (AMK)

* @depMeHTbl aHTUOKCcuAaHTHOM 3awmnThbl (AO3): KaTanasa,
con, rno [ 26 J

* [eHeTn4yeckue gedektol pepmeHToB AO3 1 rmmkonmnaa
BbI3bIBAOT reMOSIN3 3pUTPOLIUTOB




I'moko3a

SPUTPOLIUT

: I‘meonns
' [110K030-6- cbocd)a'r

: ATHOH e)lyx'raaa
, .,.rxer porenasa “ leT p




['emornob6un (Hb)

» 'emonpoteng (574 AK), TeTpamep (Kaxkgasa cyobeanHmua nMmeet
LEHTP CBSA3bIBAHUSA rema)

90% H6EeNKOB 3PUTPOLIUTOB

CBSI3bIBaET M TpaHcnopTupyeT O,

Hb A: (2a2B); Hb F (dbeTanbHbIN): 202y

rem (pepponpoTonopduUpuH) NpnaaeT KpacHbIN LBET

rem B3auMoaencTByeT NMPPOSbHLIMU LMKIIaMM C HENOMAPHbIMU
pagunkanamu AK n atomom xernesa ¢ rmCTManHOM B aKTUBHOM
LeHTpe Hb

* Fe?* obpasyeT 6 KOOPANHALMOHHbIX CBSA3€EN: 4 — C aTOMaMK asoTa
NMPPOnbHbIX Konel, 1 — ¢ aToMoM a3ota ructuanHa, 1-c O,

* Hb npucoenmnHsiet 4 O, (4-A Monekyna npucoeanHAETCS B 300 pa3
fIerye 3a cyeT KOHOPMALWMOHHBIX U3MEHEHWI aKTUBHOTO LIEHTPa
B MpoLecce CBA3bIBaHMS NpeabiayLLnX MoneKyn Kucrnopoaa)

* Annocrtepuyeckme perynsatopbl akTUBHOCTU remorsiobunHa: H,
CO,, 2,3-auocdornuuepat (CHUKakT CPOACTBO K KUCNOPoAY)




CTpyKkTypa reMa reMorjioonHa

H,C




CunTtes rema

T 2HS-KoA 2CO, COOH  COOH / COOH
TH: | T CH CH H
' 00C H
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Perymsanusa cuaTe3a rema

Cykumawi-KoA + [muuun

|
""""""""" - 2 l S-AMHHOJICBYIMHATCHHTAa3a <+—— Fe’*

®

S-AMMHOJIEBYJIMHOBAS KUCJIOTA
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| ‘
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‘
- oL~ Tpaucasius

B-nonumnenTuHbc «— O~ U B-110JHM-
k/ ey MEMTUIHBIE
I'emormobun Lenu rmnodbuHa




Hapyiienus cuare3a rema

* NMopdunpum — HacneacTBEHHbIE N NPUNODPETEHHbIE
HapyLLUeHnda, CoOnpoBOXaarLmMeca nosbliLLIEHUEM
cogepkaHua NPoMeXyToYHbIX NPOAYKTOB CUHTE3a rema —
nopgupuUHO2eHO08 N NPOLAYKTOB NX OKUCIIEHUS
(OKpalmBarT MOYY B KpacHbIW LIBET) BCneacTeue
SH3MMonaTun

* [MopdmpnHOreHsl — HEMPOTOKCUHbI, akTnBaTopsbl [NOJ]

* [Mopdunpun conpoBoXaaroTCst HEPBHO-NCUXNYECKUMN
paccTponcTBaMmn n botoceHcnMbunnumsaumen

- Jlerkne popmbl npoTekatoT 6eCCUMNTOMHO, HO MPUEM
rleKapCcTB-UHOYKTOPOB CUHTE3A
aMUHoNEeBYNMHATCUHTAa3b! (CynbdaHnnamuabl,
6apbuTypaThl, cTEpOUabIl, BONbTapeH, AMKnodeHak)
MOXET BbI3BaTb 000CTpeHmne 6onesHu

* [MonaratoT, 4To NopdOUPUN — 3TO Hay4YHO OOOCHOBAHHbIN
«BaMIUpu3m»




Karadoomuszm rema

Makpodaru ceneaeHki
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bunnpyonn

* bunnpybuH — npoaykTt katabonuama rema, rugpodobHoe
BELLLECTBO, TOKCUYHOE, NMPOXOANT Yepes
rematoaHuedannyeckmn bapbep, B KPOBU CBSI3aH C
anbbyMnHOM (HernpsiMou 6unupy6uH)

 MMpsimou 6unupy6uH (aurntoKypoHua GunnpyodunH) obpasyetcs
B NeYeHu B peayrbrarte KOHbloraunm ¢ rmoKypoOHOBOW KUCNOTOMN
— XOPOLLO pacTBOPUM B BOAE, HETOKCUYEH, YePE3 XKEMNYHbIE
MNPOTOKWN KaK MUIMEHT XKeNn4n NOoCTyrnaeT B KULLEYHUK

* YpobusnuHozaeH — KOHEYHbIN NPOAYKT KaTabonmMama rema,
obpasyeTtcd B KnweyHnke. OKNCNEHHbIW YPOOUITMHOIEH —
NUrMeHT Kana (cmepkobusiuH) n Mo4n (ypobursiuH).

* Hopma bunmnpyouHa B KpoBu: 1,7 — 17 MKMOnb/n
v 75% - HenpsaMoun bunnpyomH
v’ 25% - npsimon BunupyouH




Hapyienuns karadoim3mMa rema: sKenTyXHu

- XKenTyxa — okpalumBaHue CrmamncTbIiX
0DOonoYekK, KOXWN, CKrep rnas B pesynesrare
rmnepounmpyomnHemun (bonee 50 MKMonb/n)
M NocTynneHna bunupybmnHa B TKaHU

» Ana andodepeHumansHOM AnarHOCTUKA
XKENTYX B KPOBU ONpeaensitoT KOHLEHTPaLUIO
o0LLero, HENPAMOro, NPsiMoro GunupyouHa, a
Takxe ypooburinHa n ctepkobumnmHa B Mo4ve u
Karne, COOTBETCTBEHHO




Buiel KeaTyX

* lemonuTnyeckas xxentyxa — creacrBve YCKOPEHHOro
reMoJsin3a 3puTpoumToB (Hanpumep, Npu gedekrte
[MOKO30-6-pocat agernaporeHasnl): T HernpsAMoun
oOMnupyounH, CTepKOOUITUH U YPOoOUnNuH

* MexaHun4eckas Xxerntyxa — cneacreve HapyLwleHus
CeKpeLuum Xxen4vun: T HeNnPAMoOUu U NPAMON OUNUPYOUH,
OMnNUpyouHypua (KopuyHeBbIN LLBET MO4YU), B MOYe U
Kane oTCyTCTBYET YPOOUNNH N CTEPKOOUNUH (Kan
OecuBeTHbIN)

* [leyeHOYHanA xenTtyxa (NapeHXMMOTO3Haf) —
crieqcTBMue renaTtuToB: T HEMPAMOU N NPSAMOU
ounnpyouH, ounnpyouHypus (KopuyHeBbIN LBET
MOYM), |YPOOUITUH N CTEPKOOUNKMH, OMNNpPyonHypums,
Kan cBeTnbIn




Bupl )xenTyx (IpoaoinkeHue)

* dusmnonormnyeckas XKenTtyxa HOBOpPOXAeHHbIX — crieacrteue

| ycuneHHoOro pacnaga apuTpouuToB, cogepKaLwmx
cdeTanbHbLIN reMmornoounH

1 «He3penocTn» rMIKypoHUnTpaHcdepassbl
1 «He3penocTu» TPaHCMOPTHOM CUCTEMbI renaTouuToB

Onsa yCKOpeHUs MHAYKUUU CUHTEe3a
rMIOKYypoHUnTpaHcgepasbl Ha3Ha4YarT bapouTypaTbl
doToTtepanus (620 HM) NPUBOAUT K OKUCIIEHUIO OUNnUpyounHa

c obpazoBaHMeM ruapohunbHbLIX N30MepOoB, KOTopbIe
BbIBOOATCHA C MOYOU




Bupl )xenTyx (IpoaoinkeHue)

* HacneacTBeHHbIE XXeNTyXu — crneacTeme
reHeTU4YecKux aeceKkroB 6enKoB, y4acTBYHOLMNX B
MeTabonname ounupyouHa

* CuHgpom Xunbbepa: ged ekt 6enkoB, 3axBaTbIBaOLLNX
6unnpybunH U3 KpoBwK

* Cunpgpom [lyouHa-[>koHcoHa: aedeKkT 6enkos,
y4acCTBYHOLLMX B 9KCKpeLMn npssMoro onnnpybuHa B
KNLLIEYHUNK

* Cungpom Kpurnepa-Hawnapa: gedexr
[MIOKYPOHUNTPaHcdepasbl




CBepTbiBaoLLas cuctemMa KpoBu

[IpoTBOCBEpPTHLIBaKOLLLAA CUCTEMA
KPOBW

dndbpunHonus

bUOXNMUA T EMOCTA3A




Cucrema remMocTasa

e O0ecneuuBaeT

| mpenynpexaeHnue ©W  OBICTPYIO OCTaHOBKY
KPOBOTCUECHUM ITyTeM OOpa30BaHUSI CIyCTKa
KpPOBH - TpoMOa

[ pacTBOpeHHEe TpoMOa U COXpPAHCHHE KHIKOIO
COCTOSIHUSI IMPKYJIMPYIOILIEH KPOBH




DTanbl nporecca 00pa3oBaHUs U
pPacTBOPEHMS TpoMOa

* PeoriekTopHOE cokpalleHne NoBpeXaeHHOro
cocyaa

» ObpasoBaHmne TpoMoboLumMTapHON NPOOKK
(6benoro Tpomba) Npu B3anMoaenCcTBUn
TPOMOOLMTOB C S3HOOTENUEM (NPOLIECCHI
agresum n arperauun) — nepBUYHbLIN reMmocTas

- ObpasoBaHme KpacHoro Tpomba c yyactmem
domnbpuHa 1 3pUTPOLIUTOB — BTOPUYHbIN
remocTas

» PacTBOopeHmne Tpomba (dbndbpmnHonma) un [41)
3aXkKUBNeHne noBpeXaeHHOro cocyaa




I lepBuuHbINM TEMOCTA3

« AKTUBaATOPbI aare3ann TPOMOOLUTOB K 3HAOTENMIO (NOSIBASAOTCS
Ha NOBEPXHOCTU 3HAOTENUS NPU TpaBMe cocyaa):

KonnareH, dpaktop BunnebpaHga, pubpoHeKTUH

* lHayKkTopbl arperaymm TpoMboLMTOB (BbI3blBatOT
BbICBODOXOEHME U3 rpaHyn TPOMOOLMTOB B LUTONNA3My
aKkTMBaTOpPOB arperayumn):

ALd, agpeHanunH, TPOMOUH, KonnareH, TpomookcaH A2
» AKTUBAaTOpPbI arperaumum TpoMooLIMTapHOIro NPOUCXOXKAEHUS:

ATO, ALlD, cepoToHuH, Ca2+, pmnbpmnHoreH, dNOPOHEKTUH,
doakTop BunnebpaHaa (Bbi3biBatoT nameHeHue ceomncts LITTM)

* IHrmbuTopbl akTnBaumm TpoMooLUMTOB, BazoguiaTaTtopbl: [ 42 J
NO, npocTauuknuH PGI2




BTOpHYHBIK T'eMOCTAa3

STAIbI

*[1peBpaLleHne pudpnHoreHa B
MoHomep dunbpuHa

-ObpasoBaHNe HEPACTBOPUMOTIO rens
donbpurHa

»Ctabununsauunsa rens donbpuHa
- Cxartue rensa pmbpunHa




®uopuHoreH (¢pakrop I)

[nKonpoTenH U3 6 NnonMNenTUAHbIX Lenen 3 TMnoB: 2Aaq, 2B, 2y,
CBA3aHHbIX ANCYNbdPUOHBbIMU CBA3SIMU 1 06pasyoLnx 3 JoOMeHa.
N-KOHLEeBbIE y4acTkm A n B uenen Aa, B3 cogepxat MHOro
ONKapOOHOBbLIX KUCIOT, 3apsKEHHbIX OTpULaTenbHO, MO3TOMY
MOJIEKYNblI b pUHOreHa He arpernpytor.




OOpa3oBanue puOpUHA-MOHOMEPA 1
resst uoprHa

- CepunHOBasda npoTeasa e W W
mpom6uH oTennset A e
n B-dombpuHonentnabl s
oT dbNBpUHOreHa, Tpombim :
obpasys dnbpuH- OubprHOTICnTHIL! g;!{
MOHOMEP. ==
B3aum oage ncTeme (DHGPHH-MOHOMCP‘
KOMMNeMeHTapHbIX

Arperanusa
y4aCTKOB B JOMEHAax

MOJIEKYIn donbpuHa-
MOHOMeEpa NPMBOANT K
obpasoBaHuto rend
domnbpuHa, KOTOpbIN
noagepXuBaeTcs
HEKOBaNEHTHbIMU R I
CBA3AMMW. T'ens pubpuna




CraOum3anus rejist GuoprHa v €ro

CKATHcC

- ObpasoBaHne aMUaHbIX
CBA3en Mmexay
rMyTaMMHOM N NIN3NHOM
MOHOMepoB pnbpuHa, a
Takke mexay
domnbprHOM K
dnbpoHEKTUHOM

« Cxartue rens
OCYyLLECTBNSAET
COKpaTUTEnbHbIN BENOK
TpoMboLUNTOB
TPOMOOCTEHMH B
npucytcteun ATO

—JTuz—

Tpancrayramuaaza
(daxrop XIIIa)
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o
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[IpoTeonuTudeckue peakuuy, IpeaIeCTBYIOLINE
Koaryisaiuu (00pa3zoBaHuI0 (PUOPUHOBOIO TPoMOa)

[MpoKoarynsiHTHble peakuumn

* MHULUUNPYOTCA Ha NoBpeXXaeHHON Unm naMmeHeHHOU
TPOMOOreHHbLIM CUrHasfIOM KIeTo4yHOM MeMOpaHe KIeToK
KPOBW U 9HOOTENUS

° KaTanusnpyrTcsa npoTeasamm, KOTOPbIE aKTUBUPYHOTCA
YaCTMUYHbIM MPOTEONTIN3OM U NPOABIIAIT MakCUManbHYo
aKTUBHOCTb B COCTaBe MeMOpPaHHbIX KOMIMI1EKCOB
(dbochonunuasbl, benkun-akTmatopsl, Ca2+)

° 3aKaH4uMBaroTCAa obpasoBaHneM TpoMOUHa

BonbLUMHCTBO hakTOPOB CBEPTLIBAHUS KPOBU
aKTUBMPYIOTCA MO MEXaHU3MY MOSOXKUTENbHON 0GpaTHOM [ 47 J

CBA3N




BHeNnHun 1 BHYTPEHHUU ITyTH CBEPTHIBAHUA
KPOBH

* BHELWHUN NYyTb MHULMNPYETCA NMPU
B3aMMOOENCTBMN DENKOB CBEPThIBAOLLEN
CUCTEMbI C TKaHeBbIM (pakTopom (TP),
KOTOPbIN 3KCMOHMPYETCA HA MeMOpaHax
NnoBpeXaeHHOoro aHAOoTENUA U
aKTUBUPOBAHHbLIX TPOMOOLMTaX

* BHYTpEeHHUN NyTb UHULUUUNPYETCS Npun
KOHTaKTe DefikoB CBEPTbIBAKOLLEN CUCTEMbI C
oTpuuUaTenbHO 3apaAXeHHbIMY y4acTKaMu
NOBPEXOEHHOro aHaoTenngd [ 43 J




M€M6paHHBI€ KOMIIJICKCBI BHCIITHCTO IIYTHU
CBCPTBIBAHMA KPOBHU

* Benku-akmueamopbI MPOMeosIUMuU4YeCcKo20
gpepmMeHma:

| TKaHeBOM dhakTop (TD)

| dpakTopbl V 1 VIl (aKTUBUPYHOTCA YAaCTUYHbIM
NpPOTEONTIN3OM)

* OmpuuyamersrbHO 3apsi>KeHHble PJI memMbpaH
3HOomesusi u mpomboyumos

* Ca 2+ (y4acTBYET B CBA3bIBaHUM NPOTEONTUTUYECKUX
doepMeHTOB ¢ MeEMBpaHaMU KIeToK)

* [l[pomeosniumu4eckue ghepmMeHMbI — CePUHOB8bIE
rnpomea3sbl: akTopsl VI, IX, X (cogepxat Ha N-KOHLe
MOJSIEKYSIbI 10-12 OCTaTKOB Y-KapboKcurnytTaMmmHoOBOM
KUCMOThI)




[IpokoarynssHTHBIN 3Tan CBEPTHIBAHUSA KPOBU U

npeBpalicHue GpuopruHoreHa B pruOprH
’ X

»
P

VII IX I ®ubpuHorexH

Ctpenka — akTnBaumns akTopoB CBEPTbIBAHNA KPOBU

CTpenka ¢ TouKaMm — akTMBaLma (pakToOpoB CBEPTbIBAHUS MO MEXAHN3MY
NONOXUTENBLHOW 06pPaTHOWN CBA3U

XupHaa nnHusa — memopaHHbI PJI-KOMNOHEHT

B pamke — 6enkn-aktmeatopbl

dakTop Il — npoTpomMbuH, chakTop lla — TpomMOuH, dpakTop Xllla -
TpaHcrnytTammgasa

[0




[TocTTpaHCISIIMOHHOE KapOOKCUIIUPOBAHUE OCTATKOB INIyTaMara B MOJICKYJIaxX
CEPHMHOBBIX MPOTEa3 cBepThIBaroleil cuctembl KpoBH (dakropsl 11, VII, [X, X) u

POJIb KabIIHs B CBA3BIBAHUH 3THX (DEPMEHTOB Ha TPOMOOTCHHBIX y9acTKaxX
KJIETOYHBIX MEMODAH

BMT"I Mun K-
| (HadTOXMHOH)

BHTaMHH K penykrasa(=)«— Bap(baBuu IIMKYMapOTI

NADPH+H+

NADP .

. OEYEHD

Boccranonjtemmﬁ euTamun K

: : ;nurmpona(b'roxxmox{) ASHRS :
TYTAMIAKA 0OKCHIA34 e
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: craTku ernnpenmecraemmxax Ocramny Kapﬁoxcnr avata
(baxTopoa II VII IX X npOTeMHaC B COCTaBe (baKTOpOBHHy\;H :

IX, X, npoteuna C




[IporpomOuH (pakrop II)

* [IpOTPOMOUH — IMUKONPOTEUH, CUHTE3UPYETCH B NEYEHN
» KoHUeHTpauusa B kposu 0,1 — 0,2 r/n

» CooepXnT octaTkn y-kapbokcurnytamara u
OVCYNbOUOHYI0 CBA3b

» OcTtaTku y-kapbokcurnytamarta Heobxoaumbl Ans
CBsA3bIBaHUSA nocpeactBom Ca2+ ¢ noBpeXxXaeHHom
MeMbpaHon, YTo obecneymBaeT OOCTYMHOCTb

NpoTPOMOMHA AN NPOTPOMOMHA3HOro KOMMJieKca
Xa-Va-Ca2+




AKTHBaIHS IPOTPOMOMHA

IIpoTpomOun

Tpombun
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(Cxema BHEIIHETO U BHYTPEHHETO Iy TH
CBEPTHIBAHUS KPOBU

IX
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IMpexammukpenn-BMK X1lla
©
OubpuHoreH * —» PubpuH-MOHOMED @ | » Dubpun-
noJHMep

BMK — BbICOKOMOSEKYNAPHbIN KNHUHOIEH (Denok-akTneaTop)
CamocTosTeNibHO NpocrieamTe BHYTPEHHUN NYTb CBEPTbIBAHUA KPOBN, [ 54 ]
KOTOPbIN HAYMHAETCH C ayToKaTtanuTuyeckon aktueaunm pakropa Xll,

Bbl3BaHHOW KOHTAKTOM 3TOro npodpepmMeHTa C y4acTKOM NOBPEXOEHHOIo

aHOoTenud




['emopuansa — CHUKCHHUE
CBEPTHIBAEMOCTH KPOBHU

- HacnencTeeHHasa HedoCTaTOYHOCTL OenkoB
CBepTbIBaloOLLLEN CUCTEMbI KPOBU

* Femochunua A: mytaumsa reHa paktopa VI,
NOKann3oBaHHOIo B X-XpOMacoMe; NMPOoABAETCA Kak
pPeLeCCUBHbIN NPU3HAK, NO3ITOMY CTPaaatoT MY>XXHYUHbI

¢ |_|O,EI,KO>KHbIe, BHYTPpUMbILLEYHblE, BHYTPUCYCTABHbIE
KpoBOTEYEHUA, OlNMaCHble OJ1A4 XXKU3HU

* JledeHune: npenapathbl, cogepxallume goaktop VI,
Nony4YeHHbIN METO4O0M reHHOU NHXXeHepumn

* Femochunua B: myTtaumsa reHa paktopa IX (BCTpeyvaeTtcd
pexe)

(53]




[IpoTBOCBEpTHIBaAIOIIAS CUCTEMA KPOBH
(cucrema nporeuna C)

- CoxpaHsieT KpoBb WKOW U NpeaoTBpaLlaeT pocT TpoMba 3a
npeaenbl NOBPeXaeHHOro y4acTka cocya

‘T

@
I1a Ca* Iiporenn C

v Va, VIlla
IIa-TM—Ca“ @ 2 \ HCI‘ITI/II[

k4
Ilporenn Ca-S-Ca*' ® >

L 4
IlenTuael




Cucrema nporenna C

* MHnummpyetcs TpoMObUHOM

* TpoMBUMH B3aMOOENCTBYET C PELLENTOPOM HEMOBPEXAEHHbIX
KIETOK dHAO0TENUSa TpomMoomoayriMHOM (Twm)

» ObpasyeTtcs membpaHHbIn Komnsiekc lla-Tm-Ca 2+

* TpOMBMH B MEMOPAHHOM KOMIMIIEKCE TEPSAET CMOCOOHOCTb
akTusmpoBaTb pakTopsl V 1 XllI, npeBpaliate GUOPUHOreH B
dbnbpuH, a Takke YaCTUYHBLIM NPOTEONTM30M aKTUBUPYET
npotenH C

[MpoTenH C B3anmMogencTByeT ¢ DEfIKOM-akTUBaTOPOM S U
obpasyetca membpaHHbIM komnneke C- S-Ca2+

[MpoTeunH C B komMmnnekce rngponunayet daktopbl Va u Villa

TopMokeHMe Kackaaa peakUui BHELLHEro NyTy CBEPTbIBAHUS
KpOBU

HacnegcTteeHHbIV gedpumumnt npotenHa C, myTaums reHa
doakTopa V npnBoauT K Tpombo3am




AntutpomOuH IlI

 Benok nna3mbl KPOBU, MHAKTUBUPYHOLLMIA PSi, CEPUHOBBIX
npoTteas: TPOMOWH, dakTopsbl IXa, Xa, Xlla, NnasmuH,
KannuKpeuH

* AKTUBaTOp aHTUTPOMOMHA — renapuH (TYYHbIE KITETKU
cOeHUTENbHOW TKaHW)

CepuHoBas
oo nporcasa
.: Tenapun 3
()
%
%000
o‘°,.. \
o®*%0,,
2
O A
AHTHUTpOMOMH III Komnnekc 9,0 HeakTHBHbIH

aHTuTpoMOuH IT11—renapux oo KOMIUIEKC




OuOpUHOIN3

* ['mgponna gpmnbpuHa Tpomba hepMeHTOM NIa3MMHOM C
obpa3oBaHMEM PaCTBOPUMBIX NENTUOOB, KOTOPbIE
yOansitoTCs U3 KpOBOTOKA

* [1na3munH obpasyeTcs B KPOBOTOKE N3 Mia3MUHOrNeHa,
KOTOPbIM CUHTE3NPYETCA B NeYeHn, nog 4eNCcTBUeEM
TKaHeBOro aktueaTtopa nnasmuHoreHa (TAIT), ypoknHasbl,
doakTopa Xlla n KannukpenHa

* TAIT nurnbunpyetcs cneynuieckumm NHrmbnTopamm u-
TAI-1 n u-TAI1-2

* MnasmuH MHIMbUupyT Hecneundn4eckne NHrMonTopbl
CEPUHOBbLIX NPOTEas (aHTUNNAa3MUH, aHTUTPUMNCUH 1 Ap.)




OHOPUHOJIUTUYECKAS CUCTEMA KPOBH

[TnasMuHOreH +

" u-TAII-1
(GUOPHHOBEIN CIYCTOK u-TATI-2
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KporoTtok ol o SR

AnturpoMOuH I11—renapun
®darouuTos




Hapyuienus puopuHOImn3a

- HacnenctBeHHble U NpMOBpETEHHBIE (DOPMBbI
HegoCTaTO4YHOCTU BeNnKoB PNOPUHONUTNYECKON
CUCTEMBbI MPUBOOAT K TPOMOO3aMm

* YpokuHasa, TAll, nony4yaemble MeTogamm reHHOW
NHXEHEPUN NPUMEHSIOTCA B KITMHUKE Mpu
TPpOMOONMMTNYECKON TEpanum NHdapkTa, Tpombo3ax
BEH HMKHUX KOHEYHOCTEN U remogunanmae

- CTpenToKknHasa, BblaeneHHas n3 3-reMmosinTU4yeckoro
CTPENTOKOKKA, 0bpasyeT KOMMNIEKC C
N1asMUHOreHOM, B KOTOPOM MPOUCXOQUT €ro
ayTokartanuTtudeckas aktmsauums
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