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PLIPDYKTYpa rema

lembl (OT Ap.-Tpey. Aia — «KPOBb») — KOMMMNEKCHbIE COeANHEHUSI NOPAUPUHOB
C ABYyXBareHTHbIM >Kerne3oM, HecyLne oguH Unn ABa akcuanbHbIX SiMraHaa.
[eMbl BbICTYNAKT B pOSiv NpocTeTnyeckux rpynn (Hebenkosbix YacTen) 6enkos —

remornpoTenHoB

Pr Pr

[Tporonopdupurn [em



NpoTonopdpunpuH cocTouT U3 4
NMMPPONbHbIX Konel,

LU Qg

[ Ivppos1 — NATUYIIEHHBIU TETEPOIIMKIT C
reTepoaroMoM a30Ta
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“Tem — o6LUee Ha3BaHWe ANs PSAa CXOAHbIX BELLECTB.
Haunbonee pacnpocTpaHEHHbLIM reMom aBndaeTcs [em B -

XKenesHbl KoMMrekc npotonopdupuHa IX, Bxoaawmm B
COCTaB remMorfiodbnHoB, MNOrIIOOMHOB U LINTOXPOMOB.

N3BECTHbI HECKOMNbLKO Pa3fiMYHbIX rEMOB, OTNNYaLOLLINXCS
3amecTutenamMmm nopdmprUHOBOro Aapa:

[em A [em B [em C Iem O
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/V

[emonpoTenHbsbl

[emorno6uH (rmepenoc O2)

Muornob6uH (3anacanue O2)

KaTanasa (3amura ot aktTuBHBIX popm O2)
[Tepoxcugasa (3amuTa oT akTUBHBIX popm O2)

LlrToxpoMbl (OKHCIUTEThHO-BOCCTAHOBUTE/IbHBIE
peaKIyH IIPU CUHTE3€ CTEPOUI0B, META0OIM3Me
KCeHOOUOTUKOB)



X/

{eTBEPTMYHAA CTPYKTYPa remori1oomHa

" 4 CcyOBeIUHUIIBI
(mo/mIeneTU HbIX
LIeIN)

Kaxxpas conepyxur 1o
1 TemMy (M B Ka)KJIOM U3
HUX — 4 TTMPPOJIbHBIX
KOJIBLIA)

CBsi3pIBaeT MaKCUMYM
4 monexynsl O,







BUOCUHTE3 TEMA
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[T03BOHOYHbIE CUHTE3NPYIOT rEM 13 Boree NpPoCTbIX
a30TUCTbIX COeAUHEHNU (MMULUKMHA U CyKUMHAaTA) U 3
PE3epPBHOrO XXene3obenkoBoro KOMnsiekca —
doeppuTHHA, Haxoaqallerocd

B cere3eHke, nevYyeHn, KOCTHOM MO3re.

[eM, BblOeneHHbIN U3 KPOBU PasnnyHbIX
NO3BOHOYHbIX XXMBOTHbIX, UMEET OOAUHAKOBYHO
XUMUYECKYIO CTPYKTYPY.
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Haunbosnee akTUBHO reM CHHTE3UPYeTCSI B KOCTHOM MO3re U
MeYeHU.

B kocTHOM MoO3re reM CHHTe3UpyeTCs AJsi OOpa30BaHUS
reMorioOMHa B PETUKY/IOLUTAX, B TI€UEHW — reM HYXKeH IJis
CHHTe3a nuToxpoma P .

[lepBble 7aBe peaknuud  NPUBOAAT K  0Opa3oBaHUIO
nopgobunuHozeHa.

llamee wumér oOpa3oBaHHWE JUHEUHbIX MempanuppoJos,
KOTOPBIMHM 3aBepIIAeTCs CHHTE30M npomonopgupuHa IX.

[Tporonoppupun [X mnpucoemsunser Fe>* ¢ mnomolbio
bepmeHTa — eppoxenamasvt (reM-cuHTE3bI) U OOpasyeTcs
2eM.
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NH, H3N

d-Aminolevulinate Porphobilinogen

Protoporphyrm

Pr Pr
Preuroporphyrinogen Uroporphyrinogen lll

@ 4co2

Vinyl group

Protoporphyrmogen Coproporphyrmogen ]

@ porphobilinogen synthase

@ uroporphyrinogen synthase

9 uroporphyrinogen lll cosynthase
uroporphyrinogen decarboxylase

@ coproporphyrinogen oxidase

protoporphyrinogen oxidase

ferrochelatase

B mutoxoHAapmnAax
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[lepBas peakuya: vicx NHEHWEe ONA cU rema

>-aMUHONEBY/IMHOBAA KNCNOTa™) noay4yaeTcs U3 MULMHA U
cykunHun-KoA (13 LUTK)

CoA-SH

+
+ CH>—NH3 J >
| d-aminolevulinate
(Ii_S'COA CcoOo ™~ synthase

O
Succinyl-CoA | Glycine

PerynaTtopHbi pepmeHT
(amnHONEBYNMHATCMHTA3A)

Peakuunsi npotekaeT B MMTOXOHOPUAX
(* O = penbra)




BTopaa peakuua

COOH COOH

|
COOH CH,

| |
CH, CH,

2 mornekynbl 0-AJlIK nopodbunnnHoreH




CunHTes TeTpanuppona

COOH
COOH CH,
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~ Perynsiniust CHHTe3a remMa

PerynstopHbie pepMeHTHI:

AJIK-cunmasza(amuHonegyauHamcuHmasa)

AstocTepudecKkast peryisiiivsi: WHTHOUTOPBI 2emM U
2eM027106UH.

Perynsiuss Ha sTame TpaHCAAMUM (CHHTE3a) 3TOrO
depMeHTa: BBICOKOE COJlep)KaHHEe JKejie3a 3aITyCKaeT
TPAHC/IALNIO (CHHTe3 Ha prubocomax) aToro ¢pepMeHTa

amuHoiegyauHamadezudpamasa.



CyxumHun-KoA + Mnuuun

-------------- '-'—'1 AMUVHONEBYIMHATCUHTa3a
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TpaHcnauus
B-nonunentugHbie ¢——— o- U B-NONUNENTUAHbLIX
uenmu uenew rnobura
emornobux

Perynauums cuHTesa rema n remornobuna. ['em no npuHumny orpulaTensHoi 0BpaTHON CBA3KM WHrMBUpYeT aMUHONEeBYNU-
HRTCYHTA3Y M aMUHONEBYNMHATAErMAPaTasy n RBNAETCA UHBYKTOPOM TpaHcnaumt o- 1 J-uenen remornobunqa.



Ha  ypoBue — mpancasyuu  AJIK-CUHTasbl  peryIsiius
~—OCYLLeCTB/ISIeTCS KOHLIeHTpaleu eJjiesa.

A Fel
+ XenesoceasbiBawumii 6enok
™
JRE)
+ XKeneaoJdyBCTBUTENbLHbLIA 3NeMeHT
f\)@t/ 3'-koney MPHK amuHoneBynNuMHATCUHTAIb!
S'-komey
?
Bernkoote thakTopbl TpaHCrsauuMs aMMHONEBYNMHATCUHTASb!

VHKLIMALAK TRERCHRLIN
AMUHONeBYTIHATCUHTAZL

Fei

HKene3ocsasbisao i 6enok

5-koueil 3ukoner;, MPHK amuHoneBynuHaTcuHTasb

O {\\j O $ HeT Tpascnaunm

Benkopuie hakTopbi
nHMUnagMM TpaHcaaUnu MATPUIHOM
AMUHONREBYNUHATCHHTAE3bI

Perynauus cMHTE3a aMUHONEBYNMHATCUHTa3bl. A — NPy BLICOKON KOHLIEHTPALUKM Xenesa B PeTUKYNouMTax oHO Npucoe
AVHAETCH K XKenesoceassiBalowemy Genky 1 cHUXaeT CPOACTBO aToro BeNka K XenesoqyBCTBUTENLHOMY 3nemMeHTy (IRE) matpuunoit
PHK, kogupyloweil aMUHONEBYNMHATCMHTA3Y. Benkosble (hakTopbl MBMUMaLIMK TpaHCnsaumMmn ceasbiBalnTca ¢ MPHK 1 uHuumnpyiot Tpamc-
NAUMIO AMUHONEBYNMHATCUHTA3L!, b — MPY HA3KOM COREPXaHWK Xenesa B PETUKYNOUUTAX XKenesocBsisbiBalollni Genok obnanaet
BbICOKUM CPOACTBOM K IRE 1 B3aumogeincTeyeT ¢ HUM. benkosble hakTopb! MHUUHALUM TPaHCNALMN HEe MOTYT NPUCOEAMHUTLESA K MPHK,
¥ TpaHcAAUMA npekpalaeTcs.
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— Perynsauusa cnHte3arema

Henmocratoxk I1® (Butr B6) u nexkapcrBa - anamoru [1P
CHIDKAIOT aKTUBHOCTH AJIK-cUHTA3HbI.

Crepougpl, 6apOUTYpaThl, CynbPaHUIAMUABI, ICTPOTEHBI
— UHAYKTOPBI cuHTe3a AJ/IK-CUHTa3bI.



HapylleHMnA CMHTe3a rema

MoxkeT mpou30iTH MyTaIrus 100010 n3 GepMeHTOB
CUHTEe3a remMa

HacnencrBenHast 60/e3Hb, KOTOpast pa3BUBAETCS B
3TOM CiTy4dae: moppupus



Buabl nopdupun n mux

d-Aminolevulinate

/
APUYNHDI
®—> Doss porphyria
v ege
Porphobilinogen - MokasaH MeTabonuyeckmi
®—> Acute intermittent porphyria NnyTb CMHTE3a rema
v . * Kpectamu oTmeyeHb! aTansl,
Preuroporphyrinogen HapyLLEHNE KOTOPbIX
®—> Congenital erythropoietic porphyria BbI3bIBAET COOTBETCTBYIOLLYIO
v . nopgoupuio:
Urophorphyrinogen lli - nopdmpust Jocca
®—> Porphyria cutanea tarda - OCTpaAn
v nepemMexarwadacd
Coproporphyrinogen nopcmpusi
®—> Hereditary coproporphyria - HacneacTeeHHad
v IPUTPONO3TNHECKAA
Protoporphyrinogen nopcupms
®—> Variegate porphyria - NO3AHAA KOXHaA
¥ _ nopdpupud
Protoporphyrin - HaCNeACTBEHHas
®—> Erythropoietic protoporphyria konponopdupus
¥ - BapueraTtHaga nopdupus
Heme - 3PUTPONOITUYECKAS

npotonopdpupud
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[laToreHes

[IpomerxyTOYHbIe TPOAYKTHI CHHTE3a TeMa TOKCHUYHbI
(HEPOTOKCHUYHBI), BbI3bIBAIOT HEBPOJIOTMYECKIUE
PaCcCTPOMCTBA

PoTOYYBCTBUTETHLHOCTD: TIpeBpaleHre ToOpPUPHUHOTEHOB
O/ IeHCTBUEM CBeTa B TIOP(PUPHHBI, pearupyroliue C
KHCIOPOJIOM 1 00pa3zylolire cBOOOIHbBIE pa/TUKAJIBI,
ITO3TOMY MOPPHUPHUH YACTO COMMPOBOXKIAIOTCS
doToceHCHOM/TM3alIIer Y U3 bsA3BI€HUEM OTKPBITHIX
Y49aCTKOB KOXKH.



'HekoTtopble GakTopsl, BAMAIOWNE

Hd

CUHTE3 reMad

JlexapcTBeHHbBIe MpernapaThl (6apOUTypaThl,
cynbpaHUIAMHUIBI, 0AapOUTYpPaTOB, TUKIOPEHAK,

BOJIbTap€H, CTEPOU/IbI, TeCTOTEHBI ) UHIYITUPYIOT
CYP450 — ycunenue cuHTe3a rema

B
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nepuruo I1o/sioBoro Co3pe€BaHHA IIPDHM ITOBBIIICHHWHA

DPa30BaHUSA B—CTepOI/I,ZLOB UIET UHAYKLIWS CAHTEe3d
K-cuHTa3kbI 51 TIPOSBISIOTCS CUMIITOMBI
DPUPUTA.

[Topdupru HaGIIOAAOTCSA ¥ IIPHU OTPABIEHHUH COJISIMU
CBUHIIQ, T.K. cBUHel nHrubupyet AJIK-neruaparasy u
dbeppoxenaTasy.



HekoTopbie BuAbl moppupuii: e
—— /
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Octpast mepemexarmiass (ocTtpass WHTepMUTHpYyomas). HaunHaercss mocie HACTYIUIEHUS
nosioBoit 3penoctu. [lpuyuHON sBAsieTcsi 6a0kada mpeBpaueHuss NOPPOOHUIMHOTEHA B

yponiop¢upusnorex I, nedextr depmenrta yponopdupuHoren i1-currerassl. [Ipu atom mpér
HakorieHre AJIK 1 moppoburHoreHa.

CuMnToMBI: MO4Ya Ha BO34yXe NMeEET BUIITHEBBIN OoBeT, OCTphbIE 0O/ B JKNBOTE, HapylLleHunue
cep/:LequfI AEeSATE/IbHOCTH, apTE€pHUd/IbHasA THUIIEPTEH3US. HOpa)KeHbI KJI€ETKM IIe4€HH, HO
MMopaxeHne KOXHN OTCYTCTBYeT. HpH‘-IPIHOfI OTHUX CHMIITOMOB HABJ/JIAE€TCA BereraTuBHasa
HEﬁpOHaTHH BCJ1eACTBHUE OMOXUMHYECKOTO MOPpAXXKEHU S HepBHOIL/'I CHUCTEMBEI.

Ocrtpas apuTponoaTudeckas noppupwusi. Haumnaercs no 5 net. [IpuanHoi sBisieTcst AucOamaHC
MeXJy paboTO# MPOMEXYTOUYHBIX peaKiyii oopazoBanus ypornopdupuna I u I1l. Yponopdupun
JIETKO OKHCJISIETCS U JAET OKpaLlleHHbIE MPOAYKTHI.

CUMNTOMBI: TIOPa)X€HWEe KOXXH, YYBCTBHUTEIBHOCTh K CBETY, CBeuyeHHe 3yOOB B
yIbTPadHOIeTOBBIX TydaX.

Tsoxénast koxxHast nopdupusi. Mo)xeT Ha4aThCsI B TF0OOM BO3pacTe, HO, KaK MPaBUJIO, He paHee 35
JIeT. I IpuunHON CITY)KUAT CHIDKEHHe AKTUBHOCTH MIeYEHOYHOMU
yponopupuHoreH1eKapOOKCHIa3bl, 00/Ie3Hb TeYeHU.

CumnrTombl: OTCyTCTBHMe HEBPOJIOTMYECKMX HApYLIeHWI, HO Ha KOXe IOSBSIIOTCS SI3BBI,
Be3UKY/bl, HapylleHWe IUIMeHTaluHW. BOCIpUMMYMBOCTD KOXH K IOBPEXAEHUIO IpU
Masteiiiieii TpaBme. [loBeiieHO copep)xaHue ypormoppruprHa U KonponopduprHa.
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HMPKCI Pankupka: "Wmnmomwwu Korﬁoﬁﬂeﬂmomaq
ynadok cus, nobiedHeHue Koxicu U c8emobos3Hb. 3amem Koxca UCIMOoH4Yaemcs u
Ha4YuHaem 2HUMb, NOKPbLIBAIMbCA A38aMU U pybuamu, cauducmasn deceH u
gHympeHHel yacmu 2yb 1onaemcs, Ha4uHaem Kpogomoiums u 06Hax)caem KOpHu

3y608. MHozue geka 601bHbIX 3motli 601e3HbI0 NPUHUMAIU 3d 8AMNUPOS U

n

obopomHeli, nblMaau u Kasuuau

https://www.google.com/url?sa=i&url=http%3A%2F%2Fwww.medinform.nno
ru%2Fblogs%2Fbudem-zdorovy%2Fporfirija-chast-
1.html&psig=AOvVaw2hqrRPPgaPQnqdwK-
7EnOS&ust=1612816783686000&source=images&cd=vfe&ved=0CAIQjRxq
woTCNjd50PR204CFQAAAAAJAAAAABAD

e | https://commons.wikimedia.org/wiki/File:Prfr1.jpg?usela
S ng=ru



KATABO/IUSMA I'EMA




-~ Ob6mas Cxema: A TEn =
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rem — oOunueepanH— OUNMpyounH
KoHeuHbIii MPOAYKT pacmnaja: OManupyorH (OKeTdHbIA
IIUTMEHT)

BHyTpuKIIeTOYHAs T0Ka/IU3aLUsA: LIUTO30/1b

TKaHeBast T0Ka/IMU3allksl: Bce TKaHHU, B OCHOBHOM II€Y€eHb,
KOCTHBIN MO3I, cejie3eHKa

Bpems )KM3HU 3pUTPOLIUTA — 110-120 JHEU.

ParouMTO3  «CTapbhIX»  DPUTPOLMTOB  TPOUCXOAUT B
Makpodarax PIC cene3éHku, mevyeHu, KOCTHOM MO3Te.

[eMOrnoOMH B 3TUX KJIeTKAX PACIafiaeTcs Ha TeM U IJTOOHWH.
[7106uH 3aTeM ruzponu3syercsi GepMeHTaMH  JTU30COM.

[TosiBnerniem 6mnpy6rHa 00yC/IOB/IEH IIBET KPOBOIIOATEKOB
Ha 10 — 14 JIeHb MocJie 0Opa30BaHUS



O, + NADPH+H"

FemokcureHasa
CO, Fe
H,0

NADP*

M B M n n M M B
‘ I l I v I l
oH XX CHJI\ /”— CH Jl\ )CH Zon
N NH N N

BunvsepavH (KEnYHbIA NUrMeHT XENnToro useta)

BunueepauH- NADPH+H"
peaykTasa
NADP*

M B M n

Mo aMs e, Misay B
cH J/CH\H\ /ILCH\ ]
OH/\N/L \\NH 2 NA N7 “OH

BunupybuHr HEKOHBLIOMMPOBAHHbIN

(KPACHO-XENTLIN NUIMEHT XENYU, NIIOX0 PacTBOPUM B BOAE)

Pacnap rema. M — (-CH,) — meTtunbHas rpynna; B — (-CH=CH,) — BuHunsHas rpynna; M — (-CH,-CH,-COOH) — octatok
nponuoHoBoI KUCNOTLI. B xoe peakuun ogHa MeTunbHas rpynna npespalaeTcs B OKUCh yrnepoaa 1, Takum o6pas3oM, packpbiBaeTcs
cTpykTypa Konbua. O6pasoBaHHbIii GUNUBEpAVH Nof AedcTBMeM GunMBepanHpPeayKTasbl NpeBpalaeTcs B GUnMpy6uH.




bunuse BOCCTAHaBAWBaeTCs A0 —6uaupybuna  HAA® —H = 3aBucumoi
_—GUIMBEepAVHPEAYKTa301 (B CYTKH ~ 250-350 MT).

BunupyOuH mIoX0 pacTBOpsieTcsl B BOAe, IMOITOMY 8 Ne4YeHb TPAHCIOPTHUPYeTCS B BU7E

KOMIUIEKCA C OelKaMH KpOBH - afbOyMHHaMU («HEIpSIMOM» W/IW HEKOHBIOIMPOBAHHBIN

OMIUPYOHH).

B nmeyenn 6I/I]II/IPY6I/IH MMepeHoOCUTCs Yepe3 MeM6paHy rermaToonmToOB OeJKaMU — AU2AHOUHOM U
npomeuHom Z. DT 6en1Ku O6HaPY)KEHI>I TaK Xe€ B KJIETKaX ITOY€K M KMIIE€YHHM KA.

Bunupy6uH
YAd-rriokyporoBas kucnota (YAP-rniokypoHar)

Y ®-rniokypornn-
TpaHcchepasa \,

Lovo

Bunmpy6uHMOHOrNIOKYpOHUA
YO ®-rniokyporHoBas kucnota (YAP-rmokypoHar)

Y D-rnokypoHnr-
TpaHcepasa
Yoo
bunupybuHaUrNIOKYpoHua

O6pasoBaHue GunupybUHAUINIOKYPOHUAA.



CbIBOPOTOYHbIN a/IbOYMUH

Domain-l Cys-34
(Acrylodan covalently
binds to Cys-34)

?\""tts

; Prodan
8¢ (Hydrophobic binding
as wafarin does)

GHs
H,C”

OAcrylodan
CHs

-~ Trp-214 Nech,
(: - c
' Prodan

Domain-ll




onnupybnHom— =




B rmagkom JITP renaTonuToB K OGUIMPYOUHY MPUCOEIUHSIOTCS [IBE I‘JIIOKYpOHOBg/KHC?IOTBI

o6pa3yﬂ OuaupybuUHOUAIOKYPOHUO {(«HPSIMOIL», WIN KOHBIOTHPOBAHHBIN — OMNPYOUH). JTOT

__KOHBIOTAT XOPOLIO PaCTBOPUM B BO/I€.

von
OgHyCs—O -Cli (]3—0— CsHaOp

H2(]2 CH,
|

H.C
M__ B M_" C| m M M B
:[ } =C - - C- ~-C :{ ] =
[loHOpOM TIJIIOKYPOHOBOU KHUCAOTHI CAYXUT Y/I®-rmoxkypoHaT. Peakuus kataamusupyertcs
ypuauHpochormoKkypoHuITpaHcdepasoii.

Mupykuuss  cuHTe3a  Y/®-rmiokypoHunTpaHcdepasbl — MPOUCXOAUT  TOJ,  JeiCTBUEM
dbenobapbuTana.
BunupyOuH — AUTTIOKYPOHH, aKTUBHBIM TPAaHCIIOPTOM IEPEHOCUTCS C )KeTYbIO B KUILIEYHHK.

B kumieyHuke OWIUPYOMHITIOKYPOHUZ, THUIPONU3yeTcss OaKTepuanbHbIMA ¢depMeHTaMu [3-
ITIOKypoHHuZa3aMu. OcBOOOIUBIIMIACS OMIUPYOUH TOJ NeMCTBUEM KHIIEYHOU MHUKPOQIOPHI
BOCCTAHAB/IMBAETCSI B yPOOUTMHOTEHBI.
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Hb
S PeTtrkynosHaotenuanchbie
Inobun 1 KNETKY
Tem

XKeneszo Bumtpybun

—t7

BunupyBur-ansBymuH [leueHb

Bunupybus

4
T, bBunupy6us-

ToHKast KMLLKS

YpobusdHoreHbl

~—

KpoBs

Toncras uuka

Ypoburmuorerol 7 yp;?g:g:;ﬁ;i&b‘

YpobunmHst

Puc. 13-14. Bunnpy6uH-ypo6GMNMHOreHOEBIA LMKR B neveHn. 1 — katabonnam Hb B peTUKynosHAOTEAMANbHLIX KNETKax KOCTHOro
MO3Ta, Cenes3éHku, NumdaTMyeckux yanos; 2 — obpasoBarne TPaHCNOPTHON opMel KoMmnekca Sunmpybun—ansbymuy; 3 — nocTynne-
Hue BunupybuHa B neyeHs; 4 — obpasosakue BUNNPYOUHIMOKYPOHMOOB; 5 — cekpeuns bunupybuHa B COCTaBe XENun B KNWEYHWK;
6 — karabonmam GunmpybuHa nog OenRcTBrMeM KMWEHHLIX SakTepuit; 7 — yaanreHne ypobunuMHOreHoR ¢ exanuamun; 8 — scackiBanne
YPOGMANHOrEHOB B KPOBb; 9 — YCBOEHWE YPOSWNMHOrEHOB Ne4eHbI0; 10 — NoCcTynneHne YacTi ypoobunnHoreHoB B KpOBL U BIfENeH1e
noyxkamu ¢ mo4on; 11 — Hebonbwasn 4acTb YPOOUMNHOTEHOB CEKPETUPYETCA B XKEMHb.



ArHOCTUUYECKOoe 3HaYeHUue onpeaeneHna KOHUeHTpauuu
6unnpybrnHa B 6MoNorMueckmnx }XMaKocTax YenoBekKa

buupyouH (ot nar.bilis — >xémub u nat. ruber —
KPaCHbBI) — >XE/TYHBINM TUTMEHT, OAMH U3 TJIaBHbBIX
KOMIIOHEHTOB YX€/JTYM B OPraHrW3Me 4e10BeKa U YXMBOTHBIX.

bunnpy6un o6pa3yeTcss B HOpMe KaK pe3y/IbTaT
pacierieHus1 0eIKOB, COAePyKaIX
reM: reMoI/IoOMHA, MUOTJIOOMHA Y ITUTOXPOMA.

B xpoBu OM/THMPYOWH COAEpP)KUTCS B HEOOTBIIINX
KOJIMYeCTBaX B BUJIe ABYX GPAKIIMI: CBOOOTHOM
(HempsiMOi1) U CBSI3aHHOM (IIPSAMOIA).



/ﬁeHocmuqe HayeHue ornpedeneHus
— KOHUeHmpauuu burnupybuHa e buoroau4eckux
XXUOKOCMSIX Yeriogeka

BunupybuH B cbiBOpOTKE (Nnasme) KpoBu onpeaensietcsa no metoay BaH gep
Bepra (1916 ron), ocHOBaHHbLIM Ha dua3opeakuuu.

«pamon» GUNUPYBMH HasblBaeTCs TakK [MOTOMY, 4YTO OH [MPSAMO
B3aMMOLEWNCTBYET C AnasopeareHToM, T.K. XOPOLLO pacTBOPUM B BOJE.
«Henpsmon «ounupyouH rmnapodobeH, noatomMy nepen ero U3MepeHnem
HeobxoaMMoO ocaauTb arnbbyMUH, C KOTOpPbIM OH cBsi3aH. Takon GunmpyobuH
OAET UBETHYIO peakumio [Onas3oTUpPoBaHUS TOMbKO MNOCNe ocaXaeHus
anbbymuHa.

MMnepounupyonHemuns — noBbLILLEHME coaepKaHUa bunnpyodnHa B KpoBM.
[Mpy OOCTUXKEHUU KOHUEHTpaunn dunnpydbmnHa B kpoeu b6onee 50 MKMoOnb/n
OH HaynHaeT gndyHaOnpoBaTb B TKAHU M OKpalUMBAET UX B XENTbIW LBET.
[ToxxenTeHne TKaHeW u3-3a OTNOXEHUS B HUX OunupybnHa HasblBaeTcs
XenTyxomn




[luaeHOCMU4Y€eCcKOE
KOHUeHmpauuu bunupybuHa e buorioaudyecKkux
JXKUOKOCMSIX Yerlo8€eK

CopoepxaHue obuiero ounnpyouHa B
CbIBOPOTKE KPOBM:

1,7 -20,5 mKkmonb/n

cBoOOAOHbIN BUNUPYOUNH — 75%

CBA3aHHbIN OUNMMPYOUH — 25%
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//)'KenTyxu,WBwﬂ;bl U APUUNHBT

YKenTyxa — KenTyIIHOe OKpallIBaHUE KOXKHU U BUAVMMBIX CJIM3UCTHIX 000/I0YEK,
00YyC/IOB/IEHHOE TTOBBIIIIEHHBIM COZIEP)KaHeM OMTMPYyOHHA B KPOBH, TKAHAX
1 Mo4Ye (TUITepOnTMPyOHEMHS ).

YKenryxa (McTUHHAS]) — CMMIITOMOKOMILIEKC, XapaKTEPU3YIOIIMUICS
YKEJITYIIHBIM OKPAIIIMBAaHUEM KOXXHM M CJIM3UCTBIX 000/I04Y€K, 00yC/IOBIE€HHBIM
HAKOIUIEHMEM B TKaHSX M KPOBHU OMINPYyOrHa. ICTUHHAS KeITyXa MOXKeT
Pa3BUTHCS B pe3y/IbTaTe TPEX OCHOBHBIX IIPUYMH:

Ype3MepHOro pa3pylieHUsI 3PUTPOILIMTOB U TTOBBIIIEHHONW BRIPAOOTKH
OMTMPYOHMHA — TEeMOTUTUYECKAS YT HaJIIe Y€ HOTHA s YKe/ITyXa;

HApYILIeHUS Y/IABTUBAHUS KJIeTKaMU TTledeH! OVUTUPYOUHA U CBSI3BIBAHUS €T0 C
[JIIOKYPOHOBOU KUC/IOTOU — IMaPeHXUMATO3Hast
WU TeYEHOYHOK/IETOYHAA XXeNTyXa;

HQTUYHS IPENSTCTBUS K BhIIe/IEHUIO OMTUPYOHHA C YKe/TYbI0 B KUIIIEYHUK U
0OpPaTHOTO BCACKIBAHMS CBSI3AHHOTO OM/TMPYOMHA B KDOBb — MeXaHHU4YeCKasl
WU MOATIeYE€HOYHASI XKeJITyXa.






[ Ip4YMHbI BOBHUKHOBEHUA Hagne4YeHO4YHOW
(reMONMNTUYECKON ) XKENTYXU

1. nepenmBaHne HeCOBMECTUMOW KPOBU
2. XenTtyxa HOBOPOXOEHHbIX

3. OTpaBleHuna agamu
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[ IpYMHbI BO3HUKHOBEHUA NognevyeHOYHOoU
(MexaHU4YeCKOoN) XKeNTyxu

1. KaMeHb B XeIn4yHbIX Xxoaax;

2. BocnanuTesrbHble NPOLECCHI B
XEnyHbIX Xonax;

3. onyxornb B 06nacTtu xen4eBbiBOAHbIX
MPOTOKOB;

4. B OCTpOW CcTagmun BocnaneHua nevyeHun.



Ppakunm bunnpyburHa B KpoBU NpU xorecTtase
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[ 1pNYnHBI BO3HUKHOBEHNA NEYEHOYHOW
XKENTYXN

1. BUPYCHbLIN renatut

2. NeKapCTBEHHbLIV renatut
3. TOKCUYECKUU renatut
|

allkoronbHbIN renaTnT



MoBbiLeHe KO -6unUpyouHa npu neseHOYHOM

KenTyxe KoCTHbIN MO3r
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loBpexXgeHune renatoynTtoB C deTCHA

LIMTONMM30M — BbIXOAOM (DEPMEHTOB U3 LMTOMMNAa3Mbl
KNETOK B KPOBb

KpoBeHOCHbIN cocya

NMocTtynnewHue
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doepMeHTOB KpOBU Nnpu renatute
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AV depeHunanbHas-AUArHOCTUKA KENTYX

/

Hwu ogus TecT He MmoxeT oTanpPepeHIMPOBATH KAXK/ABIN U3 BADUAHTOB
YKEITYXU, HO €CTh 001IIie KOMOWHAIIUY TTeYeHOYHbBIX TECTOB, KOTOPbIE

IMOMOT'AIOT OIIpeAe/INTb JIOKAJIN3alIAIO.

Iloka3arenn

OO0wuii OMTnpyouH

HeKOHBIOTUPOBAaHHBIHI
OMIMPYOUH

KonbroruposaHHbBIN
OMIMpyOUH

YpoounuHores

[IBeT MOuUM

IIBet cTyna

lenounas pocdarasza

AJIT u ACT

IemonmuTnueckas
JKeJITyxa

Hopma / YBennyen

YBenmu4yeH

Hopma

VYBenuueH

OpaHxeBo-XEeNThIi

Temublit
Hopma

Hopma

IlapenxumaTro3Has

JKeJITyxa

YBenuueH

Hopwma / YBennuen

YBenuueH

Hopwma / YBenuuen

TemubIA

O6eciBeYeHHBIN
YBenuuena

VYBenuueH

MexaHu4veckasi )xeaTyxa

YBenuueH

Hopma

YBenuueH

CHmxeH /
OTpuaTenbHbIN

TéMmHbIN ( MeHucTast, BEeT
II1Ba)

Oo6ecuBeYeHHBIN
YBennuyeH

Hopwma



/RENTYXa HOBOPOXKAEHHDIX —
(remonuTUyeckas)

[IpyunHbI:
Pacnag sputponuToB (3amena HbF na HbA)
HenmoctaTouyHocTh GpepMeHTOB KOHBIOTAIIMH B II€YEHH

Ha ¢one moBbIllieHUs ypOBHS HeNPSIMOT0 OMTUPYOHHa,
yBe/IMUYMBAETCS U TpsiMast PPaAKIIYSL, YTO B CBOIO
ouepenb BeJIET K MHTEHCUBHOM OKPACKe Kajla ¥ MOYH.

[lokazarenu:
Co 2-ro 110 10 - 14-¥ IHU

bunnpy6uH meHblire 100 MKM



HacnencrBenHbIe THIEPONTUPYOMHEMUE—

T

[eHeTUYeCcKne HapyLLeHUA B CTPYKType 6enkoB n ¢epmMeHTOB, OTBETCTBEHHbIX 33 TPAHCMOPT
(3axBaT) «Henpsamoro» 6unmpyburHa B NneYyeHb 1 ero KOHbITraLuIo C MIOKYPOHOBOW KUCAOTOM
BeAET N XapPaKTEPUIYIOLWMXCA KEeNTYXON Pa3NINYHOMN UHTEHCUBHOCTM.

CHUHAPOM JXHUJIBBEPA (CXK) - Hanbosee pacripocTpaHeHHas U ierkast popma
HaC/IeICTBEHHOM runeponInpyorHeMun. BriepBbie IposIB/IsiETCST B MOJIOZOM BO3pacTe,
3HAYMTE/IbHO Yallle BcTpevyaeTcst y My>xauH. OcHoBy marorenesa C)K cocrasisiet
HapyllleHHe 3aXBaTa U MMOC/IeIYIOIIero TPaHCIopTa OWIHPyOrHA KJIeTKaMH IeYeHH H3-3a
BPOXXIEHHOM HEIOTHOLIEHHOCTH (ePMEHTHBIX CUCTEM, OTBETCTBEHHBIX 3a YKa3aHHbBIE
TPOIIECCHI.

CUHAPOM JABHUHA-T)XOHCOHA - penkast HacneacTBeHHass KOHbIOTUPOBaHHas
rUunepOMIMpPyOHEeMUSI, XapaKTepHU3YIOIIAsICSl HApYIIeHHeM BbIBeJJeHUST CBI3aHHOTO
OMTMPYOHHA 13 KJIETOK IeYeHU B )Ke/TYHbIe KaITHJUISIPhI 3-3a BPOXXJEHHOTO JedeKTa
TPAHCIIOPTHOM CUCTEMBI KaHa/IblleB renatouuToB. C 0AMHAKOBOM YaCTOTOM BCTpeYaeTcs
Yy MY)XYWH Y )KeHIITWH. B 60/IBITMHCTBe C/TydaeB MPOSIB/ISIETCS] B MOJIOIOM BO3pacTe.
OO6bIYHO MMeeT O/IaroNPHUATHOE TeYeHHe U He BIUSIeT Ha TPOJO/DKUTETbHOCTD YXU3HU
MaleHTOB.

CHUHIPOM POTOPA - no6pokadyecTBeHHasi ceMeitHasi KOHbIOTUPOBaHHAs
runepoOuIMpyorHeMusi, 00yC/IOB/IeHHasi HapyllleHHeM 3axBaTa OM/IMpyOrHa
rernaTolMTaMH U ero TOC/IeIyIolIero BbiBeleHus (Kak mpu cuHapome JlabvHa-
IlxorcoHa). OOBIYHO MPOSIB/ISIETCS B ZIETCKOM BO3PACTe MMU30jaMH C/1a00 BbIPaXKeHHOM
XenTyxu. [[porHo3 6/1aronpusiTHBIN.

CHUHAPOM KPUIJTIEPA-HAHUSPA - 310KauecTBeHHasi BpOXXIEHHast
HEKOH'BIOTUPOBAHHAs runepounmnpyonHemusi. [latoreHeTHyecKrii MEXaHU3M CXOE€H C
CK. MoxeT mpuBOAUTSH K TSHKETOMY MOPAXEHUIO HEPBHOM CUCTEMBI U K CMePTH OOTBHBIX
B paHHEeM BO3pacTe.



~-ObMeH ¥enesa

YKeste30 - BaXHBIHN 371eMeHT B OMOJIOTUU, HEOOXOTUMBIM
IJISI MHOTOYHCIEHHBIX KJIETOYHBIX ITPOIIeccoB. M30BITOK
VJTH HeJTOCTATOK )KeJie3a MOXKeT IMTIPUHECTH BpeJl OPTaHU3MY.

Posnb )xenesa B opranusme:

* BXOJHUT B COCTaB TeMCOZIEPXKAIIX Oe/TKOB — TeMOTTI00NHa,
MHOIIOOMHA 1 GepMEeHTOB,

*  BXOJIUT B COCTAaB HETEMHUHOBBIX PepPMEHTOB,

- HeOOXOIMMO [JIA aKTUBAILIMM HEKOTOPBIX DH3HWMOB, He
coiepXKalluX YKeje3o.

- JKene3o npeacTaB/ieHo
B BU7ie IByxBasieHTHOro noHa (Fe+2 , peppodopma),

B BU7le TpexBajieHTHOTo noHa (Fe+3 , peppudopma)



bAJIAHC KEJIE3A B OPFAHUSME

Cyrtounasi norpedHnocts — 30 mg

CyTouHbIe moTepu — 2 MQ

BocnoiHeHuMe JkeJie3a:

PeyTniu3zanus skejie3a U3 pa3pylieHHBIX 3PUTPOIHUTOB —
28 mg / neHn

BcacbhiBanue u3 nuimm- 2 Mg/ qeHb

NnentuduiiipoBaHo 6oee 20 6€7KOB, Y4aCTBYIOIIUX B
MeTabo/IM3Me Kejie3a, U3 KOTOPhIX OCHOBHBIMU SIBJISIIOTCS:
TpaHcheppUH, TpaHCGEePPUHOBbIE PelleNnTOPhI, PepPUTHH,
oenku-TpaHcrnoptepsl (DMT-1, pepponopTun),
$eppOOKCHUIA3HI M TETICUIUH.



* benku neyeHw, L
perynupylolire oom
Kesiesa

e TpaHCcpepprH

Dietary iron
-2mgday'

e peppuTuH

® reriCUJAuH

Nature Reviews | Molecular Cell Biology
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B opranusme yeji0BeKa xene3o He CUHTe3UPYeTCs.

B aHTeHaTa/sIbHOM nepuoze 110 MOoJIydaeT OKOJIO 300 MTI XKejesa
yepes MIalleHTy OT MaTepH.

[Tocne poxxeHMst peOeHKA CTAaPTOBBIM 3aT1ac )XKeie3a ObICTPO
YBeJIMYHMBAETCS 3a CUET MOCTYIIEHUS ITUIIEeBOro YKejiesa: CHavaJia -
13 JJaKTOpeppHHA MOJIOYHBIX MPOAYKTOB, B Zla/IbHEHIIIEM — 3a CYET
reMOBOTO JKejie3a U )KeJie3a PACTUTETbHBIX TPOAYKTOB.

[locne nocTryxkeHUs1t BO3paCTHOU HOPMBI, B CpPeJHEM PABHOM 4 T,
CoZepXXaHue XeJle3a MoAAepXXUBAeTCsl Ha TOCTOSSHHOM YPOBHEe
IyTeM 3aMelleHHsT Hen30eXXHBIX IMTOTePh BCAChIBAHUEM MHUIIIEBOTO
Xesesa.



PactutenbHasa nuwa
(8100 )

Mopckas kanycra

Kakao

IHInmoBHUMK

OTpyOHOIi XJ1€6

I'peuka

CBexue Oenpie
TpUOBI

KuBoTHas nuwa

Ileyenp

Msco

Aiina

(8 100 r)

11-15 MT

2-4 MT

3 MT




~BcacbiBaHMe Kenesa

YKeneszo B panrinoHe HaxoguTcs B popMe Fe3+, cTerieHb
OKHUCJIeHUS CHA4a/Ia HY)KHO YMeHbIIUTH 70 Fe2+,

3TO IOCTUTAETCS AeCTBUEeM MeMOPaHOCBA3aHHOM
Ke/le30peyKTa3bl ABeHAIIATUIIEPCTHOM KUIIIKH.

I st BX0Jia B CCTEMHYIO IIMPKY/ISITHIO KeJie3y
HeoOXOIMMO Mepeceyb Oa30/1aTepabHyI0 MeMOpaHy
KHIIeYHBIX SHTEPOIIUTOB. JTO JOCTUTAETCS

e IMHCTBEHHBIM U3BEeCTHBIM DKCIIOPTEPOM XKeJiesa,

depporopTHHOM, O€JIKOM TPpaHCMEeMOPAaHHOTO
noMeHa



TKAHU
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1- Cu-3a8ucumas gheppopedyKkmasa

2- oKucneHue( hepmeHmMmamueHoe Uusau C y4acmuem
Kucsopoda u obpazosaHuem c80600HbIX paduKasn108)

3- soccmaHosneHue ( sum.C, HAZIH, yucmeuH, 2a1ymamuoH)
4- hbeppornopmuH




Perynauus scacoiBaHua ==

/

TpanckpunumoHHsbie GAKTOPHI, OT AKTUBHOCTH KOTOPBIX 3aBUCUT CUHTE3 OEJTKOB-
IIEPEHOCYUKOB, YyBCTBUTEIBHBI K COLEPXXAaHUIO JKeJie3a B SJHTEPOLIUTE U K CTeNIeH!
BHYTPHUKJIETOYHON I'MTTOKCHH. bosibHBIE C BRIpOYKEHHOH Xete304e UM THOM
aHeMHel CIToCOOHBI MOBBIIIATh AOCOPOIIHIO YXejie3a 10 20-40 MI/CYT.

OCHOBHBIM U OTPULLATE/IBHBIM PETY/ISITOPOM BCAChIBAaHUS YKejle3a SIBsSIeTCs
6e/I0K relCUANH, OAAB/IIoUIN dKcpeccuto reHoB DMT u peppomopTrHa.

OcTaHeTcs )Xej1e30 B SHTEPOIIMTE WIH OyZleT BBIBOAUTHCS B KDOBb 3aBUCHUT U

OT HaChIeHHOCTH TpaHcheppuHa. [Ipu "mycToM” TpaHcheppuHe xene30 Oyzer
60Jiee aKTUBHO MEPEHOCUTHCS Yepe3 6a3osarepaibHble MeMOPAaHbI HAPYXKY U
MPUCOEIUHSITHCS K TPAHCHEPPUHY.

3HAYNUTEHHO OOJIbIIIe TTOCTYIIAET JKeJie3a MPU MUTAHUHU MACHBIMU TTPOIYKTaMU —
20-30% u U3 stutL U peIOkI — 10-15% oT mocTynuBiiero B YKKT (remoBoe xenes0),
Xy>Ke BCETO OHO BCACHIBAETCS U3 PACTUTENBHBIX TPOJYKTOB — Ha 1-5%. ACKOpOUHOBas
KHCJIOTA B MHIIle HAMHOTO y/Ty4IllaeT yCBOSIEMOCTbD JKeJie3a.

Hanuuue B muiie pUTHHOBOM KMCIOTHI (CyxXue 3aBTPAKU, PACTUTE/TbHbBIE
IpoyKThI), KoperHa v TanuHa (daii,kode), pocParos, okcamaToB (pacTUTeNHH
b€ TIPOJYKThI) 3HAYMTEILHO YXYy/IIIaeT BcachbiBaHUe Xee3a (B 4-6 pas), T.K. OHH
00pasyoT HepacTBOpUMbIe KOMILIEKCHI ¢ ykenme3oMm (I1I) u BeIBoasTCS € Kasmom



MleTabonu3m xene3a

[Tocne BcacbiBaHMA Xenes3o nmobo OTKJ1aAblBa€TCA B KI€TKax KULEe4YHUKa B

cocTaBe theppuUTUHA, NGO cpasy nonagaeT B KPOBOTOK U B KOMIMNEKce
C TpaHcepPpPUHOM NEepeHOCUTCS B KNETKN NeYEeHN, KOCTHOro Mo3ra Unu apyrux

TKaHeu

Moctynnenswe ¢ nuwed (10-20 mricyT)

i

BrachiBaHWe B KMLEsHWxe (1-2 MIcyT)

l

Tparcdeppiy

PEPPUTHH
KALLEMHWKE 2-15%

®eppuTvd neveny  10-20% O6pasosatve remornobiHa

W APYTWX Opraxos ¥ 8 KOCTHOM MO3re

[pyrue noTpebHoCTH




SATOP K

Harpy»XeHHbIn »xene3om TpaHcdeppuH (XxonoTpaHcdeppuH) B3aMMoaeUCTBYET CO
CBOUM cneundnyecknm membpaHHbIM pelenTopoM. PeuenTtopbl TpaHcdheppuHa
COCTOSAT U3 ABYX NENTMAHbIX LEeNen, NPoXoasnX CKBO3b MEMOpPaHy KINeTKN.

Xomompawceppun

*o Monekyrna xonotpaHcdeppuHa
NPUCOEONHAETCA K BHELLIHEMY,
9KCTpaUennonsapHOMY KOHLY peuenTopa,

Anompancgeppun

ﬁ,‘;‘*‘,‘:{;’;‘;:’,’,;m T _ﬁ Nnocrie Yero TPOMHOW KoMMIlekc (keneso-
_w__ | /= anotpaHcepprH-peLenTop)
nepemellaeTcs B umMTonnasmy
ugocowa AHAOLIMTO30M U OKa3bIBAETCS
e, BHYTPWY 3HAOCOM. Takmm ob6pasom
™ a& obecne4ynBaeTcs NepeHOC MOHOB xenesa
BHYTPb KITETKM C €€ NOBEPXHOCTM.
@ Ha membpaHe aHaoCOMb

npucytcteyet H*-AT®a3a, co3garouias
Kncnbin pH BHYTpKM aHOocoMm. B pesynbrate

P D =L Xeneso guccounnpyet n3 kommnrekca u
H* cocTaBngdeT cBoOOOHbIN MyIi.




W ONMUrOMEpPHLIN Benok, coctoutT M3 24 NPOTOMEPOB W CRYXWUT AOnNS
3anacaHu4 xernesa B KneTtke. B pasHbiX TKaHAX CyLLECTBYHOT ero n3ogopmbol.
deppuTUH NMEET NONOCTb, BHYTPU KOTOPOM MOXET coaepxaTtbes Ao 4500 noHos Fe*s,
Fe*? okucnsawTt B Fe*® Ttaxénble uenun depputnHa. Komnnekc xenesa B Buae
rmgpococdara XxpaHutca BHYTpU cdepbl, obOpaszoBaHHOW 6enkoBOM YacTbio
MONEeKyrbI.

Hanbonblwas yactb heppuUTUHA COOEPKUTCA B NEYEHUN, CENE3EHKE U KOCTHOM MO3re.

Ferritin

Single ferritin subunit L4 .51‘—"."- w  * ®eppuTUH UMEET MOMOCTb, BHYTPY
e KOTOPOW MOXET codepKaTbCsl 10
Ferritin protein consisting e 4 4500 noHoB Fe*3.Fe*? okucnsawT B
Gf:24:BUbunits e R Fe*3 Ttaxenble uenu cepputuHa.
,;.’f..‘?’{ ; Vs Komnnekc xenesa B BUae
i s ruapodocdaTa XpaHUTCs BHYTPY

cepsbl, 06pazoBaHHON BENKOBOW
YyacTblo Monekynbl. Hanbonbwas
YyacTb deppuTMHa COOEPXKUTCH B
NevyeHun, cenes3eHke N KOCTHOM
Moa3re.

Cross section



Motepsa kposu:

Xeneso
nuiin KpoBoTeuyeHune
MeHCTpyauuu
PeTtukyno-
SHAoTenu-

albHbie

TpaHcpeppuH

Daro-
LUTO3

TpancteppuH

/ XKenub

SnutenvansHbie
KNeTKU KMIWeYHUKa

Meppokcupasa

10-15% (uepynonnasmuH)

abcopbupyercs

(axtvBarop - TpaxctheppuH Kan Moua lor duanonornyeckue

sutamut C) norepu npu 6epeMeHHOCTH
i U naKkrauum |

| |

Kan BbiBegeHue xeneaa

Merta6onuam xenesa B opraHuame.



Perynsauus noctynieHus xeiesa B KJIeTKU _ e

C Th MOCTYIUIEHUS Ke/le3a B HeDPUTPOUHbIE KIIETKU 3aBHUCHAT OT KOJNYEeCTBA OEKOB —
pellenTopoB TpaHcheppUHA B X MeMOpaHe.

CuHTe3 anmodeppuUTHHA U PELeNTOPOB TpaHCPEeppPUHA PETYIUPYeTCs Ha YPOBHE TPAHC/ISILIUU
5THUX OE/IKOB M 3aBHCHUT OT COAEPXKAHUS JKele3a B KIIeTKe.

+ Xenesocea3nBaowuin Benok

'-KOHEeL| 3'-koney MPHK anodeppuruxa

T
¥ Her TPAHCNALMK
00
L/
Benkoebie (hakTops!

MHULAAUMN TPAHCTALUK
anothepputiHa

b Fel
+ XenesocesaniBaoui Henox

5.xoney 3'-korey MPHK anoceppuruHa
? '  Tpancnsums

Bernkosble dhakropbl Anocdepputul

UHUUMaLMN

TpaHCRsLuK

Perynsiuusi cMHTe3a anodeppuTUHa. A — NMpn CHKEHUN CONepXaHUsa Xenesa B KNeTke Xenesocsasbisaowmin 6enok
obnapaeT BbICOKMM cpoacTeoM K IRE 1 B3aumopneiicTByeT ¢ HUM. DTO NPensTcTBYeT NpUCOenMHEHNIo 6enkoBeiX hakTopoB uHULMa-
uvmn TpaHensauumn K MPHK, kogupytouleit anothepputiH, 1 cuHTe3 anodeppuTuHa npekpauaeTtcs; b — npu nobiweHun copepxanus
JKenes3a B Knetke OHo BSBMMOHB%CTByeT C Xenes3ocBs3biBaOWUM 6enkom, B pe3ynsTate 4eroc CHMXaeTca cpoacTeo 3ToOrC 6enka kK

IRE. BenkoBble (hakTopbl MHALMALMK TPAHCNSLUMK npucoeauHaloTes K MPHK, koaupyowei anoeppuTiH, U MHULMWPYIOT TpaHcns-
UM anogepputuHa.
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3 xonen, MPHK amodepprurmha — uMeeT «IIIHUIbBKU» -
~Kene3049yBcTBUTeIbHBIE deMeHThI IRE (1 mets).

YyacTtku «IUTTAJIeK» MOTYT B3aMMOZ €M ICTBOBATH C
perynstopHbiM IRE-cBsi3pIBaroniium 6emkom.

[Ipy HU3KUX KOHLEHTpauusax xene3a B KkiaeTkax [RE-
cBsi3bIBatonii 6enok coegunsiercs ¢ IRE MPHK anmodeppurnna
M TPensiTCTBYyeT TpHCOeTWHEeHWI0 OenKOBbhIX (PAKTOPOB
MHULIMAL U TPAHCTALUN.

CKopoCThb CHHTe3a anopeppUTHHA CHIKAETCS.

B aTo xe Bpemsi IRE-cBs3biBatommii 6emok cBsa3biBaercst ¢ IRE
MPHK penientopa TpaHcdeppuHa. IOTO IIpefoOTBpAIaeT €€
paspyueHue PHK-azoii.

KonmndectBo penentopoB TpaHchepprHA YBETUYUBAETCS U
MOCTYIUIEHHWE YKeJjle3a B KJIeTKY YCKOPSIeTCS.

[I[py mOBBINIEHHWM KOHIIEHTPAIIUM  JKeje3a  IPOUCXOIUT
camwkeHnre cpoxactBa IRE - cBa3piBaroniero 6enka Kk IRE MPHK
TpaHcheppruHa U amnodeppuTvHa. Ilpu >TOM yCcKopsieTcs
TPAHCASLIMSL anopeppUTHHA W CHIDKAETCA  TPAHCIISIUS
penenTopoB TpaHCPpeppHHa.



YenesoceAanisaowmii Benok

4‘/ PHK-aaa
&)

S'-koHey ‘ ) -koHet, MPHK
; peuenropa TpascheppuHa

Tpancnsuvs

Benok-peuenrop TpaxceppuHa

B
YeneaocssA3wiBaiowinin Genox

s
- — PHK-aaa
IRE @ GRE IRE) {IRE T

5*-koHet Maponna MPHK 3'-korew
Benka-peuenTopa
TpadcdeppuHa

Perynsauus cuHTe3a peuentopa TpaHccgeppuyHa. A — Mpu HU3KOM COAEPXKaHUK Xenesa B KNeTKE XEene3ouyBCTBUTENb-
HbliA 6enok obnanaet Boicokum cpopcTeoM K IRE MPHK, kopupytoweii 6enok-peuentop TpaHcdeppvHa. NpucoeauHermne xenesoceAsbl-
Baowero 6enka K IRE MPHK npepoTtepauwaet eé paapyieHne PHK-a3oi u cuHTes Genka-peuentopa TpaHcheppuHa NpojorkaeTcs;
B — [lMpu BLICOKOM cogepXaHun xenesa B KNeTke CpOACTBO XenesocssdbiBawwero 6enka K IRE cHuxaetca, n MPHK cTaHoBuTCA
poctynHoi ans pencteua PHK-asel, koTopas eé rupponuayet. Paspywenue MPHK Beaét K CHMXeHWo CuHTesa 6enka-pelenTtopa TpaHc-

teppuHa.




/

/

L -
Hapymenne metaboimr3ma xesesa

XenesomebunutHasi aHeMusT - yMeHbIIeHHWe pa3mepa
SPUTPOIIMTOB, YMEHbIIIEHHE COIEP)XKaHHSI TeMOT/TOOMHa.

IlppuyrHaA: HEJOCTATOK JKeje3a B OpraHuMsMe  M3-3d
MOBTOPSIOIIUXCS KPOBOTeYeHUU, OepeMeHHOCTH, YaCThIX
ponoB, sa3Bax u onyxossax JXKT, mocne onepauni Ha KKT.

[eMoxpoMaTo3 - yBe/lHMUeHHE COAEP)KAHHS J>Kele3a B KIIETKE.
[Ipu »>TOoM JeppuTH TpeBpallaeTcsi B 2emMocudepuH.
[eMocumepyH MI0OXO PacTBOPSIETCSI B BOjle, €r0 HAKOIUJIEHHE
MPUBOAUT K TMOPAYKEHUIO Cee3EHKH, MeUYeHH, MOMHKeTyI0THON
KeJie3bl.

HPI/I‘-II/IHaI HaCJ1eCTBEHHOE YBE/IMYEHHWE BCACbIBAHHS JKEJ/I€E3ad B
KHUIIEYHUKE, HaCThI€ II€PpE/IMBAHNS KPDOBHU.



bnarogapio 3a BHUMaHue




