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[1naH nekunn

QpUTPOUUT: 0OCOBEHHOCTU CTPYKTYPbI, XMMUYECKOIO COCcTaBa, MeTabonnama
6erkoB, XXnpos, yrnesonoB.

[emornobuH n MmnornobuH: cTpoeHne, pyHKUMN, OOMEH, AnarHOCTU4YecKoe
3Ha4eHune onpeaerieHnsa B KPOBU U MOYeE.

[MponssogHble 1 BUAbLI reMmornobmnHa, ocobeHHOCTU cocTaBa, CTPOEHME,
doyHKUMK, BUONOrnyeckoe KNMHMYeCKoe N ANarHoCTUYECKOE 3HaAYEHNE.
QpuUTpoumnT: NnupuanHsasmcumble peakunn (HAL, HALOD),
domsnonornyeckas porb, DMOXMMUYECKME HAPYLLEHUA NMPU UX HEQOCTATKe,
KITMHUYECKME NPOSIBIEHUS.

MexaHunambl TpaHcnopta O2 n CO2 kpoBbiO: peakumn, buonorndeckoe
3Ha4deHue.

QpUTpoumnT: NeHTo3odocdaTHbIv N 2,3-andocdornmuepaTHbin WYHTDI
rmukosnmsa (cxema); 0CO6eHHOCTU (PYHKLMOHNPOBAHUS, NPUYNHbI U
NocrneacTBMsa HapyLLUEHUN.

apl/lTpOLl,I/ITZ cncrema mytaTtnoHa, MeXaHn3m oencTeusi, bnonormn4veckoe um
KIMTMHN4YeCKoe 3Ha4YeHune.

[emornodbuH (HbA2): ctpoeHune, mexaHn3m cBs3biBaHUA 1 oTaayum O2
TKaHSM, annocrepuyeckasa perynaums, 3HadeHume.

QpUTpoumT: NyTU oOMeHa yrreBoaoB (Cxema), X 3Ha4YeHue, NPUYNHbI 1
NOCrneacTBMSA HapyLLUEHUN.

SpuTtpoumnT: mexaHn3am obpasoBaHnsa akTUBHbIX OPM KMcnopoaa,
MeTreMornobuHa n aHTUOKCUOAHTHOM 3aLLUNTHI.



QPUTPOLUTHI

dOPMEHHLIE 3NTEMEHTHLI KPOBMU
obOpa3yloTCcs B KOCTHOM MO3re,
LUMpKynupytoT B KpoBu okorno 100-120 gHen,
paspyLuatoTcst Makpodaramu B cene3eHke,
NeyYyeHn, 1 KOCTHOM MOa3re.

obHoBnsieTca B cyTku 1% aputpoumnToB

B opranmname okorno 25*10"? aputpouunTos.
KoHueHTpaumusa y 4 3,9*10'% - 5,5*10" /n,

y @ -3,7*10"% - 4,9*10"%/n.

9PUTPONO33 CTUMYSIINPYHO aHOPOreHsbl,
TOPMOSSAT XKEHCKME NOMNOBbIE TOPMOHbI.
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OYHKUUUN SPUTPOLUTOB

[azoobmeH: TpaHcnopT O, n CO,
Perynauuna KOC

Apacopbumst n TpaHCropT Ha KNETOYHOW
MeMOpaHe pasnnyHbIX BELLECTB
(AaMMHOKNCNOT, aHTUTEN, TOKCUHOB, NTIEKAPCTB).

Y4acTBYIOT B perynsumm BA3KOCTU KPOBMU,
BCneacTBMe NiacTUYHOCTU (BA3KOCTb KPOBU B
MESIKNX cocydax MeHbLUE, YEM KPYIMHbLIX).

YyacTBylOT B CBEPTbIBAHUM KPOBU, BblOENASA
apuTpounTapHsie dakTopbl CBEPTbIBAHUS
(3pUTPOLINTUH)



CtpoeHue aputpoumnTa

6e3bsiaepHble KNeTKky, yTpaTusLlime apo 1 60NbLLMHCTBO OpraHens,
MMEOT LUMTOMNa3My U nnasMoneMmy (KNeETOUYHy0 MeMOBpaHy), TOLLMHON
0K0J10 20 HM.

80% umetoT bopMy aguckounToB (MaKCMMarbHbIV ra3oobMeH, 6onbLuas
MJIACTUYHOCTb NPU NPOXOXAEHUN KarnuisipoB).

AnameTp oT 7,1 0o 7,9 MKM,

TO/WMHA B KpaeBom 30He - 1,9 - 2,5 MKM, B LieHTpe - 1 MKM.
[oBepXxHOCTb paBHa 125 MKM?, @ 06bEM (MCV) — 75-96 MKM>.

I. UlmTonnasma apurpoumTa:

@ 40%0 CcyxoMm OCTaToOK

60 % BoAaa f
5 % - opraHnyeckue N

M HeopraHMyeckKkue BellecTtBa 95% remMorno6uH



I1. MnhasMmoneMMa

Jinnuabl:

XONIECTEPUH

BHeLuHWH cr1oM:

e hochaTNANNXONNH,

* COUHIOMUESINH,

o [ nukonunuabl 5%.
BHyTpeHHWI C/10M:

o hochaTnamncepuH

e pochaTnamnsTaHOIAMUH

yrnesoabl:

e Onurocaxapuasl
rMMKONUNNA0B U
rNIMKONpPOTENI0B
obpazyioT
FNIUKOKAJINKC

benku (15 wT):
e CnekTpuH
e AKTUH
e benok 3 nonocel
* [ NMKOdOpUH
e benok nonocobl 4.1
o AHKMPWUH
e Na*/K*-AT®d-a3a
e Ca’*-AT®-a3a




UacTb OenkoB niasmonemMmbl
o0pas3yloT UMTOCKENET

CTpoeHue

* undbpnNNApHbIN 6ENOK CNeKTPUH obpa3yeT ceTb

* rnobynapHbie Oenku, NPoHu3bIBarLWme MmemMopaHy:
rmukocpopuH , 6enok nonockl 3, 6enok nosnocel 4.1,
aKTUH, aHKMPUH OUKCUPYIOT CETHL CMEKTPMHA Ha
MembpaHe

DyHKLMUA

1. npuaaloT 3pUTPOLNTY ABOSAKOBOrHYTYIO (DOPMY U
BbICOKYIO MEXaHWYECKYIO MPOYHOCTb

2. Top pencrBneM pasnnyHbiX akTopoB CMOCOOHbI C
3aTpaTon AT® n3MeHATb KOHOPMALUIO U B LIESIOM

- hopMy 3puUTpOLNTA



HuTh cnekTpuHa

onurocaxapva

AKTUH
AHKVNPpUH

MKOMOPWUH

Monoca 4.1



Y3noBOh KOMMMEeKe

"_/ -

[umep cnekTpuHa

AHKUPUH mukodopuH
Benok nonoce! 3

1 J

100 UM




CamMble pacnpocTtpaHeHHble MeMbpaHHble 6enkun (bonee
60%) cnekTpuH, rMMKO(POopuH 1 6esokK NoNoch! 3

CnekTpvH

e OCHOBHOW Dernok uutockeneta aputpoumnTos ( 25% maccol
BCeX Oerkos),

* umeet Bna dmndpunnsl 100HM, cocToAEN N3 2
nepeKkpy4veHbIX Apyr ¢ ApyromMm uenen a-cnektpuHa u B-
CNeKTpuHa.

« 0Dpa3syloT ceTb, KOTOpasa PUKCUpPyeTCS Ha
LUuTOnIasmMaTM4YeCKoM CTOPOHE MnrasmanemMmbl C MOMOLLbIO
aHKMpuHa n bernka nonockl 3 NN akTuUHa, bernka Nosnocshl
4.1 n rNMMKOQOpPUHA.

benok nonockbl 3

TpaHCMeMOpaHHbIN rMuKonpoTena, nonunenTuaHas Luenb
MHOrO pa3 nepecekaeTt dbucrnom NMNNaoB, sIBNSIETCS
KOMMOHEHTOM LIMTOCKENeTa U aHNOHHbIM KaHarioM, KOTOPbIN
obecneymBaet TpaHcMembpaHHbIv TpaHenopt HCO, u CI




nukodopuH

TpaHcMmeMOpaHHbIU rmukonpoTeunH (30 k[a),
NpPpoOHU3bIBaeT NnasmonemMmy B Buge
cnupanun. C Hapy>XHOU NOBEPXHOCTMU
apuTpouuTa K Hemy npucoenuHeHbl 20 uenen
onurocaxapuaooB, KOTOpPble HECyT
oTpuuaTenbHble 3apaabl. Popmupyert
LUTOCKEeneT U BbINONMHAKT peLenTopHble

byHKUUMN.



Yrnesoabl

e onurocaxapuabl IMUKONUNMAOB U MMUKONPOTenao0B, Ha
BHeLLHeN NoOBepXHOCTHU Nna3mMoneMmbl o6pasyroT
rMUKOKarnukc.

e Onurocaxapuabl rnmkocopuHa ABMNAOTCS
arrnrotuHoreHamu (A n B) (onpeaensoT aHTUreHHbIE
cBoucTBa aputpouutoB). ObecneumBaloT arrnOTUHALNIO
3pPUTPOLUTOB Noa BIUSIHUEM d- U B-arrntOTUHUHOB,
HaxoAALWunxcs B cocTaBe Y-rnobynnHoB.

e Ha noBepXHOCTU IPUTPOLIUTOB MMEETCA arrnTUHOreH
pe3yc-thaktop (Rh-cpakTop). OH npucyrtcreyet y 86%
noagen, y 14% - oTcyTcTByeT.




OCOBEHHOCTb OBMEHA BELLIECTB
N SHEPI'MMN B SPUTPOLIMTE

SPUTPOLIUT BbICOKOCMELMANN3NPOBAHHANA KNETKa,
XOpOoLLO npucnocobsieHHasa ans TpaHcnopTa ra3os.
[nsa spuTpouuTa He XapaKTepHbl aHabonuyeckne
npoLieccsl.

Heobxoammble CTPYKTYPHbIE MOIEKY bl U
(pepMeHTbl CUHTE3NPYIOTCS 3apaHee B rpoLiecce
andpepeHUMpPOBKN U CO3pEBaHUS 3pUTPOLUTOB
CuHte3s ATO n3 AJ® Tonbko B aHa3pobHOM
rMKonn3e
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OcobeHHOCTH OOMeHa HyKrneoTuaoB

pun6030-5¢ + agpeHnH - AMO®

AMOD + ATO - A® + AlD

AOP + OPH — ATD (rnmkonuns)

SH, + HA* — S + HA[JH, (rnukonus)
SH, + HAQ®* — S + HAO®H,, (N®LL)



OcobeHHOCTN OOMeHa yrneBoAoB

FNokKo3a
NMIOT-1
WHCYNUHHE3aBUCUM
NokKo3a

lekcoknHaza ~)
'noko30-6¢

2,3 naudocdornmnue-
PaTHbIN LWYHT b
2,3-APK AHaspobublii <——— MNP

rMUKONu3 HAA®H,
gponcmo Hbk O, AT®, HALH,
AHTHOKCMA.
MemM6p. HacocCbl cCUcTeMa

CUHTE3 rnyTaTMoHa MeTreMorin.

OABwK. uMTocKeneta PERYKT.
cucrema



AHTUOKUCJIUTEJIBHBIE ®PEPMEHTDI

Cynepoxcuaaucmyrasza (CON)

O*, + 0* ,+ 2H" > H,0, + O,
KaraJjiasa
2H202 > 2H20 + 02
IHepoxkcuaasza
H202+ HO-S-OH > HzO + O= S=0

I'nyrarunoHnmepoxcuaaza (Se )
2GSH+ROOH > GSSG + ROH+ H,0

I'ayraruoHpeayKrasa
GSSG +HAA® H+ H' —— 2GSH + HAA®"

(meTopa oueHku MNPJ)



OOMeH MmeTremMornoounHa

B TeyeHue cyToK oo 3% remornoomHa MoxeT
CMOHTAHHO OKUCNATLCA B METreMoOrsioounH:

Hb (Fe?*) — MetHb (Fe®*) + e
e+0, — OZi (CynepokcuaHblii aHMoH-paamkan)

BoccraHoBneHue MetHb no Hb ocywecrenser
MeTreMornobuHpeagykrasHas cucrema.

OHa cocToMT Un3:

* LMTOXpOMa b,

* LUTOXPOM b peayKTasbl ((b/1aBONPOTENH),

e [Ina pabotbl HyxxeH HALH,

MetHb(Fe**) + unt b — Hb(Fe?*) + uut b

5 BoccT 5 okucn

unT b5 oKuUcn t HAD‘HZ — uuT b5 BOCCT t HA‘D‘+

Lumoxpom b, pedykma3sa



BoccTtaHoBneHue MeTremMornobumHa TaKXe MOXeT
OCYLLECTBNATLCA HeepMeHTaTUBHbLIM MYTEM 3@ CYET
BUTaMMHa B, ,, aCKOPOMHOBOWN KMC/OTbI UK FYTaTUOHA

Met Hb (Fe’") _ackopOunoBas GSSG
K-TAa
H,O0,
.
A

Hb ( Fe* eruapoackopouHoBast GSH
K —Ta

FeHeTMYECKUHN nedexT ¢depmeHTOB rnmKkonusa 7
MeTreMornobuMHpeayKTasHOM CUCTEeMbl NMPUBOAWUT K HaAKOMJIEHUIO
MeTreMornobuHa u yBennyeHUr0 06pasoBaHMUA aKTUBHbIX (popM
Kucnopopaa. Te Bbi3biBarOT o6pasoBaHue AucynbuaHbIX MOCTUKOB
MeXay nporoMepaMM MeTreMornobuHa, 4YTO nNpUBOAUT K MUX
arperaumm ¢ obpasoBaHmem Teney XanHua. TMocnepHwme
CNOCO6CTBYIOT pa3pyLUEHUIO 3PUTPOLIUTOB U FTMIMOKCUMN.



OBPA30OBAHWE TENEL XA

FNIA AFAAARDIARL IAIFAETALL

HesoxkcuHD
O, MeTremornobuH-
NAL penykrasa
NADH

Hb(Fe?*)O Hb(Fe3*)
oxkcuHbDbD . meTHD

O
‘ AKTUBHbLIE (POPMBI
v

Kucnopona




Hacocbl — noTpebutenun ATO

Na*/K*-ATd-a3a - MemOpaHHbIN hepMeHT
nopaep)XXuBaeT rpagueHT KoHueHTpaum Na*™ u K*

MNatonorusa (cpepountos): |[Na*/K*-ATd-a3bl —

T Na® B knetke — 10CMOTMYECKOro AaBreHnsa —

1 BoAbl B 3puTtpounte — T remonus
(meTop oueHkn OPJ)
CaZ-AT®d-a3a - MeMb6paHHbIN (hepMeHT, BLIBOAUT

U3 3PpUTPOLUTOB KarbLUUU N nogaepXuBaeTt
TpaHCcMeMb6paHHbIN rpaaneHT [Ca®]
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CxemMaTiye ckoe MaobpaxeHme (Nar+KH-ATP-aakl, akTeHO Kavalowei Nat Hapyxy, a
K BHYTPL KN TKi NPOTHE WX rPaaMEHTOR KOHLEHTPALIMM,




OcobeHHOCTU NUNMuAaOHOoro oomeHa

® B 3pesioMm 3puTponUTEe JUIUAIBI HE
CUHTE3UPYIOTCH, IPUTPOLUT MOKET
00MEHUBATHCH JUIIUAAMHU C JUIIONPOTEHHAMMU
KPOBH.

e Kara0ou3M JUnuaoB He(pepMEeHTATUBHbIN,
MOBPEKICHUE U paspylIeHUEe JTUNHUI0B
npoucxoaut B peakuusax IOJL.



OcobeHHOCTN OenKoBOro oomeHa

* B 3penom aputpouuTte 6esikKm He
CUHTE3UPYHOTCA, T.K. Y HEro Het
pudocom, HO B UMTOMnsasme
CUHTEe3upyeTCcH rMyTaTUoH

e Katabonuim 6enkoB
HechepMeHTaTUBHbLIN, MPOUCXOOUT Noa
AeNCTBMEM HeONaronpuATHLIX
dakTopoB: CPO, B3anmogencTBua C
TSXKENbIMU MeTansiaMmm U TOKCUHaMM



CTpyKTypa TpunenTtuaa rnyratmoHa
(L-rnyTamun-L-umctenHunrnmumH, GS

SH
0 0 0
H
N\)‘\
HO)NH OH
NH, 0O




buocuHTE3 ryTaTtuoHa

 [NyTaTUOH CUHTEe3npyeTcd N3 aMUHOKUCIIOT L-
umctenHa, L-rmytaMmmHOBOW KUCMOThLI U MMULMHA.

* CuHTe3 npoucxoant B ABe ATP-3aBucumMble cTaaun:

1. I3 L-rnyTamara n ynctenHa CUHTEe3npyeTcs -
MyTaMUnumnCcTenH, epMeHT - y-rnyTaMmnunucTenH
CUHTEeTasa.

2. [MyTaTUOH cMHTETa3a NpUCoeanHSAET MULKUH K C-
KOHL,EBOW rpynne y -rnyTaMmuruncTenHa.



OcobeHHOCTb MeTabonuima npw
CTapeHuUn 3pUTPOLNTOB
0 | oopasoBaHue ATO

oHapywarTca aHeprosaBuCUMbIe
npoueccbl BOCCTaHOBNEeHUA (hopMbl
aputpountoB — chepoumTos, remonus
Q] aHTMoKucnutenbHasa 3awumrta (AO3) — |
noBpexaeHue KneTo4yHbiXx MemobpaH —
remonus

0l 23 A®Plwu 1t cpoactBo Hb k O,
o/ TpaHcnopTHaa dyHKuma Hb



CTPOEHUE N'EMA

[eM - 3TO NOphUPHH, B LLIEHTPE KOTOPOro HaxoamTbca Fe?™.
Fe’* BKIIOYAETCA B MOMEKYNy MOopduUpMHa C MOMOLLbIO 2 KOBANEHTHbIX U 2

KOOPANHALIMOHHbIX CBSI3EMN.

g8 3 8 —pg ,

Monekyna rema UMeeT MNJI0CKoe !
cTpoeHue. Mpu okncneHum : T2
Xene3a, reM npeBpaLlaeTcs B 8 , 8,

rematuH (Fe3*) |
S )



[eM 9BNSEeTCSA NpOCTETUYECKOU rpynnon MHOrmx 6enkos:

e reMornobuHa,

* MNOIrN0b6MHa,

* LMTOXPOMOB MUTOXOHApManbHou LM3, uMtoxpoma Pacor

e (hbepMeHTOB KaTanasbl, Nepokcnaasbl, LMTOXPOMOKCNAA3bI,
TPUNTOMAHNNPOSIIA3bI.

Hanbonbluee KONMMYECTBO reMa coaepXaT SpUTpouMUThl
(Hb), MblweyHble KneTkn (MUOrnobuH) M KIETKN MNevYeHu
(untoxpom P450).

[eMbl pa3HbiX 6enKkoB MOryT coAepXaTb pasHble TUMbl
NopMOUPUHOB. B reme remornobuHa HaxoauTcs
npotonopdupuH IX, B COCTaB LUTOXPOMOKCMAA3bl BXOAWUT
popMMNNopdUpuH U T.A4.



CUHTE3 N'EMA

'eM CMHTe3npyeTcs BO BCEX TKaHAX, HO C Hanbosbluen CKOPOCTbIO
B KOCTHOM MO3re U ne4yeHu. B KOCTHOM MoO3re reM HeobxoauM ans
CMHTe3a remornobumHa, B renarouutax — pana obpasoBaHus
uutToxpoma P450.

B MaTpukKce MUTOXOHAPUMN

s
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YponopgupunHoreH III KocuHTa3a

YponopdupuHoreH III
YponopgpupuHoreHaekapbokcuiasa

KonponopdupuHoreH III
KonpornopgpunHoreH III okcuagasa
NMpotonopdupuHoreH IX

MpoTonopgrpnHoreHokcuaasa
NMpoTtonopcpupunH IX

Q deppoxenatasa
lem



HAPYLWEHUA CUHTE3A TrEMA. MNOPO®UPUMA

lMopdupmn - rereporeHHass rpynna 3aboneBaHMi, Bbi3BaHHas
HapylleHUsIMM CMHTEe3a reMa Bcneacreve aedvumta oaHOro Uam
HEeCKOJIbKuX (pepMeHTOB.

Knaccndumkauum nopchpupumn
NMopcdhupun gensaTt no npyynmHaM Ha:
HacneacreeHHble. Bo3HMKAIOT npu aedekTe reHa (hepMeHTa, Y4acTBYIOLLErO B
CUHTE3e rema;
[IpnobpeTeHHble. BO3HUKAIOT NPy MHIMOUPYIOLLEM BIUSTHUM TOKCUYECKUX
coeanHeHnn (rekcoxnopbeH30, CoNn TXKENbIX METASIOB - CBMHELL) Ha
depMeHTbl CMHTE3a rema.
B 3aBMCMMOCTM OT JZIOKanunsauum aedvumta bepmeHTa nopdpupum
AEeNNTCA Ha:
neyeHoYHble — Hanbonee pacnpocTpaHeHHbl. K HUM OTHOCATCS OCTpas
nepemMexatowasicsa nopdpupus (Or1M1), no3aHASA KoXXKHas nopdupus,
HacneACcTBEHHas Konpornopupus, Mo3andHast nopoupus;
3PUTPONO3TUYECKME — BPOXKAEHHAs 3puTponoaTnyeckas noppupus (bonesHb
[tOHTEpaA), 3pUTPONO3TUYECKas npoTonopdupus.
B 3aBMCMMOCTH OT KJIMHUYECKON KapTUHbI, Noppupun AenaT Ha:

OCTpbIE.
XPOHUYECKHUE.
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HeraTtusHble nocneacTems nopdupumn Ces3aHbl ¢ AedULNToM
reMa 1 HaKoMJIeHNMEM B OpraHmn3Me NpoMeXyToYHbIX NPOAYKTOB
CMHTE3a remMa — NOpMUPUHOreHOB N NPOAYKTOB UX OKUC/IEHUS.
[1pn 3pUTPONO3TUYECKMX NMOPPUPUAX MOPPUPUHDI
HaKanInBarTCa B HoOpMobacTax n aputpoumTax,

Npu NEYEHOYHbIX — B rernatoumTax.

[TopUPUHOreHbl 40BUTHI

AMMWHONEBYIMHAT M NOPMOUPUHOrEHbI ABASIOTCSA HEMPOTOKCMHAMM,
OHW Mpy NOPOUPUSAX BbI3bIBAOT HENPOMNCUXMYECKME PACCTPONCTBA

[MpBOAAT K BAOMY nMapann4yy KOHEYHOCTEN U Mape3y
AbIXaTe/IbHOW MYCKYNaTypbl



B KoXe Ha conHue nopduUpUHOreHbl npeBpallaloTcsd B
nopdupuHbl. O, npu B3aUMOAENCTBUM C  MOPUPUHAMM
NepexoauT B CUHINIETHOE cocTosiHME. CUHINETHbIN O,
ctumynupyet [1OJ1 kneTtoyHbix MemMbpaH W pa3pyllieHune
KNEeToK, NOo3ToMy nopdupunu  4acTo  COMPOBOXAAOTCH
boTOCEHCMOUNM3ALMEN N U3BA3BNEHNEM OTKPbITbIX YYaCTKOB
KOXM. i




[lopdmprHOreHbl b6ecuBeTHbl UM He  dnyopecumpytoT, a
NOpMOUPUHBbI UMEIOT UHTEHCUBHYIO KPacHY0 (DflyOpecLEeHLUIO B
YNbTPadUONIETOBbIX Ny4yax.

N36bITOK NOPPUPUHOB KOTOPbIA BbIBOAUTLCSA C MOYOW, NPUAAET
e TEMHbIU LUBET («NoppupuH» B NepeBoae C rped. o3HadaeT

NyprnypHbIN).



femornoouH

e TeTpamepHbIM XpPOMONPOTENH

e 4 remau 4 rnobuHa (q, B, y, O n T.4.)
e Macca — 65 k[la

e Y MyXunH 130-160r/n

rMobuH

pymarena N (Genod oy wenmn 120-140r/n
dyHkuum Hb:
1. ObecneumBatoT nepeHoc O, OT NIErkMx K TKaHsIM. B cyTku

2.

3.

600 n;
YyacteyeT B nepeHoce CO, 1 NPOTOHOB OT TKaHeM K

NErkuM;
O6pazyet remornobumHoBbin 6ydep, perynupyet KOC kposu



CunHTE3s remorinoomnHa

[eMornobmH HaYMHAET CUHTE3UPOBATLCA Ha CTaaun
6a3o0puibHOro 3puTpobnacTa, a 3aKkaH4YMBaETCS Y
DETUKYIOLINTOB.

e [eM MHAyuMpyeTcs CMHTE3 ueneun rnobunHa Ha
pnbocomMax. eHbl uenen rnobrHa pacnosioXeHbl
B 11 n 16 xpoMocome.

e Llenn rnobmnHa popMmpytoT rnobysbl U
COEINHSAIOTCH C remMoM.

e [N0O6ynbl HEKOBANIEHTHO COEAUHSIIOTCS B
reMornooumH.

B peTukynouuTtax Takxe naeT CMHTE3 NypuHOB,
NMMpUMNMANHOB, PocaTUaOoB, Nunuaa.



CrnpyxKrnypa eeMoesiobuUHa)

® v &
® v &

rMAaPO®OBHASA CBA3b
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Buabl remornobuHa

/ N

dusnonornueckue NMNartonormyeckue

9M6pPHOHaAJIbHLIN:
Gover I -4¢, 1.
Gover II -2a 2¢ 2

deTanbHbIK - 2 a 2y

Hb B3pocnoro:

Fremorno6uH Al - 2a 23
FemornobuH A2 - 2a 20
Fremorno6mH A3 - 2a 20 -r/1yTaTvoH
FreMmorno6buH Alc -rnokKosa

bonee 100 BMAOB:

HbS (CepnoBuaHokner.
AHeMus)

HbH (Tanaccemusn)



Cxema obpa3oBaHuda BUOOB reMornoounHa

SANCUJIOH
CuHTe3unpyetrca B 1 Heaenm
88 passuTMs nnopa
g (>XenToUYHbIA MEeLUOoK)
CuHTe3npyerca B 1 -2
N

a % ‘"’8’ 1 MecsLl pa3BUTUA nsoaa
CuHTe3unpyetcs K 3 mecsily

pa3BuTUA NMJI0AQ, K
a H b F MOMEHTY pOXXAeHUs

coctasnser 50%-80%

A] Y B3pociaoro uenoseka 98 %.
Cunresupyercs ¢ 8 mecsa

pa3BUTH 1JIOLA

6 a A2 Y B3pocioro yesnoexa 2 %

aAenbTa




Tanaccemus

[eHeTn4yeckoe 3abonesaHne, 0b6ycnoB/ieHHOE OTCYTCTBUEM
NN CHUXXEHUEM CUHTEe3a O4HOWU M3 ueneun remornobuHa.

[pnuynHOM ABASAOTCA MyTaLUUK reHOB-OMEPATOPOB,
KOHTPOJIMPYIOLWMX TPAHCKPUMLINIO CTPYKTYPHbIX FEHOB a, B, ,
O -uenen reMornodbunHa.

B pe3ynbtate HecbanaHCMpoBaHHOro  06pa30BaHUS
rNoObMHOBBLIX Lienen obpa3yloTcs TeTpaMepbl reMornobuHa,
cocTosiLme U3 0MHAKOBbIX MPOTOMEPOB.

B 3aBucMMoctTh OT TOro, (pOpMMPOBAHNE  KaKoW
rMobmMHOBOW LENU HapyLlIaeTcs, BblaenawT a, B, Y, € -
TasiaccemMmm,

TakKe TanacceMmm AensTCA Ha rOMO3UIOTHBIE U FETEPO3UrOTHbIE



NMaTonorns 6MocMHTE3a remor10bumHa

HopmMma MaTonorus
BUOCUHTEe3 BUOCUHTE3

50% 50% 100/
Y N X '

® . 0 .
e
0 00

HbA1 HbH

a-TajflaccemMmus




[1pn Tanaccemum:

1). HapywarTcs nponopuum B COCTaBe remMornobuHa.

2). apuTpouUnNTbl NpUObpeTalOT HE HOPMasibHYO OpMY (MULLEHEBUAHYIO,
KannaeBnaHyto). Takune s3putpouunTbl B Npeaenax 1 AHs 3aXBaTbiBalOTCS
PETUKYNAPHON COEAMHUTENbHOWN TKaHbiO (Hanpumep, CENE3eHKON) U
noaBepratoTcs pacnaay (Mo 3Ton nNpuyMHe cene3éHka OKa3blBaeTcs
rMnepTpodrpoBaHHON), YTO NPUBOAUT K Pa3BUTUIO FEMOSIUTUYECKON aHEMU

B-Tanaccemus

CuMnTOMbI 4Yepe3 nonroga nocse poXAeHus,
Koraa npekpawaeTca cmHTes y-uenn HeF.
[porpeccmpyeTt aHeMusl. YBenmunBatoTCS
cenie3eHKa 1 rneyeHb. JInuo npnobpetaer
MOHIoNouaHble YepTbl (M3-3a YpE3MEPHOro
pa3pacTaHnsl KOCTHOIMO MO3ra CKYyJbl BblAAtOTCS
Briepen, HOC MPUMJIOCHYT), NpU
PEHTreHOo/I0rM4ecKoM 1UccneaoBaHMn vyepena
HabnogaeTca eHoMeH «urn exa» («hair —
standing —on —end»). B




CepnosudHOKTIemMoYHas aHeMUS]

e B-cybbeanHunuax HBS B wectoM nonoxeHun smecto MY HaxoanTbcs BAJI.
[napodobHble yyacTok HBS, coeanHsATCa € rmapodobHbIM KapMaHOM
APYron Monekynbl Ae3oKcnHB (B OKCMHB HET Takoro KapmaHa).

e [Tfponcxoant nonuMmepmsauunsa HeS n ero ocaxkaeHune B BUAE OJSIMHHbBIX
BOJIOKOH. BOsIOKHa HapyLwatoT HOpManbHYHO (POpMYy 3pUTPOLINTOB,
npeBpaLas eé n3 ABOSIKOBOrHyTOro AMcKa B CeprioBUAHY0, KOTOopas
6noknpyeTt Kanunnapbl. Takne apnuTpounTbl NpexxaeBpeMeHHo
pa3pyLUalOTCs, CrOCO6CTBYSA pa3BUTUIO aHEMUM.

e B roMO3UIroHHOM COCTOSIHMW 3abosieBaHME MOXET OKa3aTbCH CMepPTESIbHbIM,

e CepnoBuaHas KpacHasi KpoBsiHas KneTka «HeyaobHa» ans pa3BuTus
ManspUNHOro Na3mMoamns.

e 13 32 nonnMepusaumnmn 4e3okcndopMel S reMornobunHa CyLecTBeHHoe
yXyALeHne COCTOAHNS 60MbHbIX HaboaaeTcs B YC/I0BUSX BbICOKOrOpbs
NpU HU3KNX OABNEHUAX KMCIOPOAa.



Mexarusm passumus GKA

BAJ1 02
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okcuremorno6bun HbO, (Fe?*)
- coefAiHeHMe MOJIeKYJIIpHOro
Kucnopoaa c remorno6mMHoM.
lNMpoLecc Ha3biBaeTCsA OKCUreHauuemn,
o6paTHbIM Npouecc - Ae30KCUreHauneun




NMpousBogHbIe reMorrnoounHa:
Kap6okcuremorno6ud HbCO (Fe#*

CBsa3b rema ¢ CO B oBecTHn pas
npo4Hee, Yem c O,. B Hopme
copgepxutca 1% HbCO. Y kypunbsLmkon
koHUueHTpauus HbCO - no 20%. lNpwu
otpaBrnieHun CO, ns-za HegOCTaTOYHOrO
CHa0XXeHUs TKaHen KNCrIopoaoM MOXET
HacTynUTb CMepThb




meTremorno6uH MtHb (Fe**

 OOpa3yeTcsa Nnpu BO3OAEUCTBUU Ha
remornobuH okucnuteneun (oKcnMaoB
a3oTa, XJiopaToB).

B HopMme B KpoBu cogepxutca <1%.

 HakonneHue metTremornoouHa npw
HEeKOTOpPbIX 3aboneBaHNAX
(HepgocTtaTo4yHOCTb N-6-chochaTtAl),
MEeTreMorsioomH He cnocoOeH K
nepeHoCy Kucnopoaa




LinaHmeTtremorno6uH HbCN (Fe3*

obpa3syetcsa npu npucoeanHeHmnmn CN" K
MEeTreMornoouHy. Jta peakuma cnacaeTt
OpraHu3m OT CMepTesibHOro AencTBUA
uunaHuaos. NMoaTomy aonsa nevyeHus
OTpaBNeHUN umaHngamm npuMeHsoT
MeTremornoobuHooo6bpasoBsartenu (HUTPUT Na)




OBPASOBAHUE KAPBIEMOITIOBAHA

. co

NHECOOH
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AnnocTtepunyeckas perynsauma HacblLeHUs
remMorrioonHa Kucriopoaom

Ha HacbllweHune remornobuHa 02 BIINAIOT:
* Temnepartypa

* pH — adbpekT bopa

* KoHueHTpauusa 2,3-0d1

* pCO,

» [laBreHue



Kpusas quccounauuu O, 1s Hb
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Cepaue NMouku

F'oN0OBHOM MO3r
MblLLLbI



OOMeH BelecTB B NNerKounTax

* - NONTHOLIeHHbIE KNEeTKn, cogepxaT Bce
opraHennsol.

° - IipUCyLLUn BCe BAbI ObOMeHa (Kpome
rnmoKoHeoreHesa).

e Metabonuam ObICTPO pearnpyeT Ha
N3MeHeHue YyCIIoBUMN cpeabl — B KPOBOTOKE
KINeTKa CTAaHOBUTCSA a3poOOM, B TKaHM -
aHa3pobom



AnTumukpoOHas cucrema daronnta

1. 3aBucnmas ot Kuca0poaa
a) JaBucumas ot muenonepoxenaassl (x I Cly)
B) Heasucumast muenonepoxenaassi ( H;0, *0 )

2. HezaBuenmas ot kucnopoaa
a) KAC/ble THAPOJIA3bI

0) nu3onum

B)naKkToeppuH

I) KATHOHHbIE 0eJIKK

)
1) pH 10 3,7



ADK

e APK ucnonbayrTca ¢parountamm Aans
pa3pyLieHUss BUPyCOB, OHKOKIEeTOK

OoOKCnaa3a
* HAO®H:? + 20, -==--===-=--- > HAO®H* + 202*
e 022 + 2H* = H20:2

Muenonepokcuaasa
3N 5 IO X 3 of [ ST ———— >H20 + ClIO

rmnoxnopua n nepokcua paspyLuaroT CTEeHKY
OakTepumn



ObpasoBaHue NO

HAO®PH O2
A A

L-APTMHUH =(NO{CUHTA3A)= L-UATPYIJIUH

Y Y
HAOQ®* NO



OAIMounTO3

e darounTo3-npoLecc akTUBHOrro NOrNoOLLEeHUs
N NepeBapuBaHUSA KIleTKaMm opraHu3ma
nonaBLLUUX B HEro XXuUBbIX U YOUTbIX
MUKPOOOB UNu Apyrmx MHOPOAHbIX YacTul.

 ParoyuTos ocyLlecTBnaeTca makpocgaramm u
HentTpodunnamu, HoO NpUCyLy N APYrum
renkouuTam.



JT1anbl dparoymnTosa

1 2 3 4
HAYANO
1S
pEMECHE AOTE3MA i lanadl DArOLNTOSA
5 6 7 :

BLIEPOG
OBPA3OBAHUE NPOAYKTOB
DA OCOMbI CIUAHWE YHUYTOXKEHWE OErPAIALMM









Cnacnbo 3a BHumMmaHue!



