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Jlo HacToSALWEro BPEMEHU TUTMEHU-
CTbl CYMTAIOT XENie30 U ero okcuabl mMa-
JIOTOKCUYHBIMW XMMUYECKNMU BELLECTBA-
Mun IV knacca onacHOCTU MO TMrMeHnYec-
KO Kflaccudukaumm n BOSMOXHOCTb pas-
BUTUSA XPOHMNYECKOW MHTOKCUKALUN STUM
MeTalJIOM N ero okcumgamu B YCIOBUAX
npomn3BoacTBa He paccmartpuBaeTtca [1-
4].

B Tokcukonorm4eckom npakTtumke
NMPUHMMAETCHa BO BHUMAHNE TOKCUYHOCTb
Xefieza B OCHOBHOM TOJIbKO MPU OCTPbIX
OTpaBNEHUAX MeOUKaMEeHTO3HbIMU Npe-
napatamu, cogepxalmmm xeneso. Bme-
CTe C TeM B 0OLLEN KNNHNKE B NOCNeaHNe
rogbl BO3POCAIO BHUMaHME K OMONOruu
Xenesa, USMEHEHMAM B opraHn3me, CB4-
3aHHbIM C HakonjeHmem xenesa [5, 6].
M3yyaloTcsa NpuYMHbI MOBLILLEHHOIO €ro
MnoCTynneHnd, natoreHes, MeToabl auar-
HOCTUKMN, Nle4eHns natonormu, odycnos-
JIEHHO TOKCUYHOCTbIO «XPOHMYECKOM ne-
perpysku opraHmama xenesaom» (iron
overload). Peakunsa opraHmama Ha BO3-
nencrteue HebnaronpuaTHbIX GakTOpPoB
oKpy)atouien, B TOM 4Yncne U npomsBos-
CTBEHHOW cpeabl, 3aBUCAT OT MeTabonn3-
Ma xenesa. OueHka ero npencrasnser
MHTEPEC 1 ONns 3KoNoroes, npodnartono-
roB, rMrmMeHNCTOB Tpyaa [6, 7].

)Keneso — He3aMeHUMbIV 3JIEMEHT,
HeO6XO,£I,I/IMbII7I anda XnaHenedrtelbHOCTU
MOYTMN BCEX XMBbIX OPraHM3MoB Ha 3eM-
ne. YyacTBya B aHepreTm4eckom obecne-
YeHUN KNEeTOK, Xene3o HeobxoammMo Kak
ONSa opraHm3ma miaekonuTaloLwmx, pacre-
HUI Tak U AN MUKPOOPraHM3mMoB, B TOM
ynucne v natoreHHbix [8-10].

B opraHname yenoseka xeneso, Kak
3cceHumanbHbll 3NeMeHT, obecneymBaeTt

dyHKUMOHNpPOBaHMe 6onee COTHU BenkoB
" 3H3MMOB. Buonormnyeckaqa LEeHHOCTb Xe-
ne3a obycnoBsieHa cNoCOOHOCTbIO NIerko
MEHATb BAJIEHTHOCTb B LLUIMPOKOM guana-
30He pH, T.e. cNOCOOHOCTbLIO NEerko npu-
HMUMaTb, 06pa3yss OKUCAEHHYIO nnn dep-
pu- dopmy xenesa (Fe®") unn otpaesatb
OJIEKTPOHbI B rnpouecce BOCCTaHOBJIEHNA
xenesa c obpasoBaHmeM peppo- GopMmbl
xenesa (Fe?*) [10, 11].

CnocoOHOCTbL Xene3a Nnerko okKuc-
NATbLCS M BOCCTAHABNMBATbLCA Onpenenn-
sla MHOFOrpaHHOCTb ero GyHKUMin, He3a-
MEHVMOCTb APYrMMW MeTaniamMmun B CoX-
HbIX OMOXMMUNYECKMX NPOLLECCax CBA3bIBA-
HUS, TPAHCNOPTAa 1 Nepegayn Kucnopona
aKUEeNTOPHbIM KNeTkaM 1 TKkaHsm, obecne-
yMBas KJIeTOYHOE AblXaHue, y4acTne B Me-
Tabonnyecknx npeppaleHusax 6enkos,
XXMPOB U YINeBOA0B, 3HAOMEHHbIX MeTabo-
NNTOB N KCEHOOMOTUKOB. NccnengoBaHums
nocrnegHux neT nokasanu Henocpen-
CTBEHHOE BNIMSAHME MOHOB XeNe3a Ha Npo-
LLeccbl MMTO3a, Hecneumdpun4eckyo peak-
LU0 UMMYHHOW cucTeMsbl, cnuHtes AHK (B
COCTaBe KO3H3MMa peayktasdbl pUbOHYK-
neoTnaoB), ydacTne B CUHTE3e Konnare-
Ha [10-14]. HapyweHune metabonmnama
Xenesa B opraHm3ame, ero HegoCcTaTok
N n30bITOYHOE coaepXaHne, onpenens-
10T NaToreHes 60/bLUVMHCTBA 3ab001eBaHNM
[5, 7, 10, 14].

OnTumanbHbIA 6anaHc Xxenesa B
KneTkax opraHmama obecnedmBaeTcsa
TLWATENbHbIM XECTKUM KOHTPOJIEM 3a NOo-
CTyMnNeHneMm xenesaa, ero pacnpeneneHu-
€M B COOTBETCTBME C NOTPEOHOCTAMM
MeXAy KNeTOYHbIMU CTPYKTypamMu 1 noc-
neaywouwmMm BbiBEOEHUEM U3 KNeTku, a
TakKKe 3a yrnpasieHnem 3aTuMu npouecca-
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Mu [6, 15-19].

B opraHname 300p0OBOro 4yenoseka
cogepxutca B cpegHem 4,0-4,5 r xxenesa
B pe3ynbTaTe NOCTYMJeHNda ero 4yepes
nnaueHTapHblii 6apbep (B nepunon BHYT-
pMyTPOOHOIro Pas3BUTUS), HEPES XENYO0H-
HO-KNWEYHbIW TpakT (OCHOBHOW NyThb),
OpraHbl AbIXaHWS - BTOPOW MO 3HA4YMMOC-
TW €CTECCTBEHHbIN MYTb MNOCTYMNJEHUs
pas3nnyHbIX COeAVHEHUI B OpraHuam [18,
20]. BOo3MOXHO TakXe napeHTepanbHoe
BBEeHVEe B COCTaBE XeNe3oconepxatimx
npenapaTtoB UAW NMpu NepenmBaHnun Kpo-
BUW, apuTpoumnTapHom maccel [7, 14].

ExenoHeBHbIE MOTEPU Xefe3a 4Ypes-
Bbl4aMHO Manbl, nopsiaka 1 mMr B AeHb. B
OCHOBHOM OHU OCYLLECTBASIOTCS Yepes
nULEBaPUTENbHBIA TPaKT: AeCckBamMaumio
anuTenunanbHbIX KIETOK KUWeYyHnKa, MUK-
PO KPOBOTEYEHUN U MOTEPb C XENYblO.
JKeneso Takxe TepsaeTcs 1 npu geckeama-
LMY anuTenmanbHbIX KNEeToK KOXW, NOTO-
OTAENEHUN VU B MEHbLUEN CTENeHN C MO-
4o, a y XEeHWMWMH 0eTopoaHOro Bo3pacTa
— B Mepunoa MeHcTpyauum n Bo BPeEMS pPo-
nos. CogeprxaHue xenesa B OpraHm3mMe B

-_— s Xeneso n3 nuum
12-nepcTHasA KMLWKa k-".
(B cpenHem, 1-2 mMr |

HOpPMe perynnpyeTcs Tosbko ero abcop-
oumen B NULLEBAPUTENBHOM TpakTe, T.K.
perynauma ero aKCKpeumm oTCyTCTBYET U
OHa ocyulecTtBnsgeTca naccmBHo[19]. NH-
TecTuHanbHaga abcopbumu, obecneymsaeT
romMeocTas XeJjie3a Ha YPOBHe LieJIOCTHO-
ro opraHmama.

BbioensaioT cnenyiolime MexaHU3Mmbl
perynaumnm abcopbumnm xenesa B KULLIEY-
HUKE: alIMMEHTapPHbI PErynaTop 3anacoB
Xefnesa B OpraHn3me, 3pUTPOUIHbIN, CBSI-
3aHHbIV C aKTUBHOCTb 3PUTPONO33a B KO-
CTHOM MO3re, aHeMU4eCcKuin, rmnokcu4ec-
KWW (rMnokcemmyeckunin), BocnasaunuTesb-
HbI Npouecc [7, 15, 16].

Lo 45-neTHero Bo3pacTa coagepxa-
HUe Xene3a B OpraHM3Me >XEeHLIWH 3a-
METHO HUXEe, YEM Y MYX4uH. B nocneny-
IOLLME roabl 3TOT NOKasaTeNb yBenyMBa-
€TCH 1 CPaBHMBAETCH C TAKOBbIM Y MYX-
ymH. OCHOBHAasA YacTb Xene3a NpuxoauT-
Ccs Ha remMornobuH (57%) n mnornobuH
(9%). CywecTtBeHHasa oons ero npucyT-
CTBYET B KJIeTKax B BMAE HEreMoBbIX 3a-
rnacoB XeJsesa - GeppuTuHe n remocuae-
puHe. Hebonbloe, HO BbICOKOAKTUBHOE
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Puc. 1. Pacnipe nenenue u 3anacel sxene3a B opranmsme [19]
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KOJIM4YEeCTBO 9TOro 6bmomeTtanna HaxogounT-
CA B LMTOXPOMAX AblXaTENbHON LENM,
Katanase, nepokcmaoase n gpyrux xene-
3ocogepxawmx pepmeHTtax. B nnasme
COLEPXUTCS OKONO 4 Mr xenes3a, KOHUEH-
Tpauus ero y 340p0oBOro 4yesoBeka MoXeT
BapbMpoOBaTb B LLUMPOKMX npegenax.

)Keneso B opraHmamMe 4enoBeka
COBEpPLUAET NOYTM 3aMKHYTbIA KPYyroobo-
poT (puc. 1). OcBoboxpasachb nNpu paspy-
LWEHUN 3PUTPOLUTOB, OHO pPeyTeENn3npy-
eTCs, NpM4eM 3TOT NPOLLECC CONPOBOXAa-
€TCH YaCcTMYHbIM (OT 5 g0 25 mr) Bbigene-
HMEM Xefle3a C XEeNybld B KULIEYHUK U
3aTeM BCACbIBAHWUEM €ro0 C y4aCTUEM 3H-
TEPOUUNTOB B KPOBb M MOBTOPHLIM BKJIO-
yeHnem B 06K BanaHc opraHm3ma [8,
19].

Mo pmaHHbIM MexaoyHapooHOM KO-
MUCCUN N0 PaAAVONOrM4eckor 3awmTte
(My6n. 2, 1961, uut. no [20]), BeNnuyMHa
Ononorm4yeckoro nepmuoga nonyebiBene-
Hua xenesa (T,) coctaBnsaeT ~ 1800 cyTok.
OTO CBUOETENLCTBYET O TOM, YTO Xese30
OTHOCWUTCS K BbICOKO KYMYNSITUBHbIM 3/1€-
MEHTaM.

Bce xenesocoaepxatime n xeneso-
3aBUCKMble OEeNKU N0 XapakTepy Ux CBS-
31 C 9TUM OMO3N1IEMEHTOM, a TakXe C y4ye-
TOM UX OYHKLUUN MOXHO pasfenmTb Ha
YyeTblpe rpynmnbl, B TOM YUC/Ee TPU COCTaB-
NAKT cTabuUNbHbIM Nyn Xenesa n ogHa
rpynna — nabunbHbln Nyn xenesa (Taodn.

>Kenesocoaepxalume KOMMMEKChl B OpraHu3Me YyeroBeka

1.)

Camas 6onbLias rpynna ¢pepponpo-
TEMHOB 0ObeOUHAET remcogepxatime
O6enku, BKOYaKLWwme NnpnbnnanTenbHo 2/
3 xene3a. K HUM OTHOCATCS reMornobuH,
MMOTNOOWH, HENPOTNMOOUH, LIMKITOOKCUre-
Ha3da, NO-cuHTasa, UMTOXPOMBbI OblXa-
TenbHOW uenu (a,, a,, b,, b, ¢), UNTOXpOM
P, katanasa, nepokcuaasbl (Mmvenone-
pokcugasa, Tupeonepokcuaasa, 1akTo-
nepokcungasa) n apyrue.

[em 9BNSeTCHd KOHEYHbIM NMPOLYKTOM
B LLenu npespalleHnin nopeuprnHOB B pe-
3yfbTaTte BkoYeHua Fe?* B npotonopdu-
PUHOBOE KOJbLLO MpW yd4acTum pepmMeHTa
deppoxenartasbl, YyBCTBUTENIbLHOIO K BO3-
OENCTBUIO CBUHLA (pucC. 2). YrHeTeHne ak-
TUBHOCTK 3TOro pepmeHTa HapyLwaert
yTUNM3aunio Xxenesa, U OHO MOXET Hakan-
nMBaTbCH, CBA3bIBASCb C Apyrummn 6enka-
MU U NUTaHOaMN.

CnepnytoLluyto rpynny CoCTaBisieT He-
reMoBOE€ XeJsie30, BK/YaoLLee Xene3o-
cepHble 6enku n xenesodpnaBonpoTenab,
K KOTOPbIM OTHOCATCSA HeremoBble dep-
MEHTbl MUTOXOHAPWM, TakKXe y4acTBYIO-
wme B TPAHCMOPTE 3/IeKTPOHOB, HO CO-
nepxaume B CBoeM cocTaBe Oonblue
Xxenesa, 4eM UUTOXPOMbI. OTa rpynna
Bkitovaetr HAOH-oerngporeHasy, cykum-
HaToerngporeHasy, KCaHTUHOKCKAasy, a
Takxke cneunanm3npoBaHHbIn Xene3ocep-
HbI 610K HYKJIEMHOBOr0 06MeHa - pnbo-

HyKNneoTua peaykra-
Tabnuya 1 3y, OKCUreHasbl, B
TOM YMUcCne NNMNOKCU-

reHasy [9, 23].
CTABMUIbHbIW NYN XENE3A NABWUINbHbIN NYN
(cesi3aHHBIl ¢ 6estkamu) XENE3A TpaHcdeppuH,
TpancropmHbie u Hu3skomonekynsipHble s aKTOCbe PRVH, q)e b-
lemonpomeuHbl! Heeemosnbie pepmeHmbi deroHupyrouue Komnne}l: Cblp PUTNUH U remMmocumge-
0,
bopiL] PUH NpeacTaBnaioT
emornobuH HAOH2-geruvaporeHasbl TpaHcnopTHoe: Xeneso, cBsi3aHHOE
Muornobux B-rNOBYMMHB! - ¢ nuraHaamu: rpynny Cbepporlpo-
HelipornobuH CykunHaTaerngporeHasa yumpamom, _
KaTanasa mparceppur, | ATQ, TenagoB TPaHCOOPT
LinknookeureHasa | CynepokcupancmyTtasa nakmocheppuH, yucmeuHom HOro n pPe3epBHOro
NO-cuHTasa eppumur
Mepokcupasbl: PuboHykneoTnapenyktasa b XKene3zocepHbie knacme- Xenesa, OHn NMMy-
Mueronepokenaasa, Caohonoe pe: HOJIOTNYEeCKN 6IM3KN
Tupeonepokcuaasa, |OkcureHassl, xeneso: FeS, 2Fe,S, 4Fe,S u dp.
. R N OTHOCATCA K aHTU-
aiﬁ?xr&;:;;c:n’c;sa B T.4. IUNOKCUreHasa peppumut, AKOHUMa3a .
by be. G " 26eMOCUOEpUH, o reHamM Wwnpokonm Mme-
1 =5 a-pemonpomeun |NO-Fe <
Lintoxpom Paso u ap. CO-Fe 2 XKOpraHHonm cneun-
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=T =

CH= EH (Deppoxaﬂamma P

Protoporphyrin 1%

Puc. 2. Cxema obpasoBaHus rema us npotonopdupmHa "

dunyHocTn. MHOrme aBTOpPbLI NOgYEPKMBA-
IOT MMYHOCYMPECCUBHYIO POJib GeppUTU-
Ha N OTHOCHAT ero K onyxoJsieBbiIM Mapke-
pam nam accounnpoBaHHbIM C ONYX0JblO
aHTureHam [23, 24].

TpaHcnopT Xenesa Mexay opraHa-
MU 1 TKaHAMM obecneymBatoT TpaHchep-
PUH, GEPPUTUH, a TakKxXe NakTopeppuH,
BCTPEYaLWMNCA NpakTU4eckn BO BCEX
O1ONOrNYecKmX XnaKocTax (Monoke, cne-
3ax, B cekpeTax xenyaka n OpOHXManbHO-
ro nepesa) [8, 19, 25]. TpaHCchepPPUH 1
naktTodeppuH MOryT CBA3biBaTb TOJIbKO
TpexBaneHTHyo GopMy Xenesa n nepena-
BaTb €ro kKJjleTkam 4yepes TpaHcheppuHo-
Bble U NakTopEPPUHOBLIE peLenTophbl.
Ina TpaHcnopTta TpaHCcHeppmHOM AOBYX-
BaJIEHTHOE XeJie3a OKNCNFeTCd B MeCTax
BbIXOJa €ro 13 KneTok npu yd4actmm 6en-
Ka ¢ GeppokCcnaas3Hom akTUBHOCTbIO - re-
decTuHa, aHanora ueppynonaasmMmmHa
[26, 27]. B cbiBOPOTKE KPOBU 300P0OBOr0
yenoBeka TpaHchHeppuH 06bI4HO Ha 30%
CBSI3aH C Xenesom,

VMIHTepecHO OTMeTUTb, Npu nonaga-
HUM Nbln acbecTa u APYrmx BONOKHNUCTbIX
Nnbiier B nerkme XenesonpoTenHOBbINM
KOMMEKC - NnakTopeppuH, CuHTesunpye-
MbIl1 anbBEONSAPHbLIMM Makpodaramu [28,
29], okyTbIBaEeT 9TM BOJIOKHA, 06pasys ac-
6ecToBble UK GeppyrmHo3Hble Tenbua
[30].

Hu3komMonekynapHble KOMMIEKCHI
npeacTasieHbl Mya0M N1abunbHOro xene-
3a (MJK) ¢ Taknmu nuranpamu Kak LuT-

EH CH=CH,

pat, AT®, unctevH u
ap. [17, 18, 31], xe-
ne30CepHble KoMM-
nekcol. B nocnegHune
rogbl otMe4dyeHa Bbl-
cokass adpPUHHOCTb
okcmpa asota (NO) n
okcupga yrnepopga
~ CH (CO), koTopble 06-

EH CH,

P pasyloTcsa Npu yyac-

Heme TN depMeHTOB

NO-cunnTasbl (NOS)
remokcureHas

(HO), k Fe?*. Komn-

nekcol xenesa ¢ NO
n CO BAMSAIOT HA 9KCNPECCUIO Xenesope-
rynupytouwero 6enka (IRP), koHTponupy-
lOLLLero CMHTE3 heppuTmHa, TpaHcheppu-
HOBbIX peuenTtopoB (TpP), TpaHcnopTe-
poB Xenesa (pepponopTmHa U OBYXBa-
JIEHTHOrO NepeHoc4YMKka MeTannos), a,
crnepoBartesibHO, NOCTYMNJ/IEHME U Hakone-
HMe Xxenesa B OpraHM3Me, a Takxe ero
MeTabonn3m. BbICOKMM CpOACTBOM OKCU-
0a asoTa ¢ n1abunbHbIM Xene3om un xene-
30npoTemHamMu OOBbACHSAIT MEXaHU3MbI
perynauum psaaa bMoXMMUYeCKUxX NpoLec-
cos [21, 22] .

Okcup yrnepopga, KoTopbli o6pasy-
eTcd B Makpodarax B npowecce gerpaga-
umm remornobuHa npu yyactum HO, ceg-
3biBas Fe?*, BbINOHAET aHTUOKCUAAHTHYIO
GYHKUMIO. N3BECTHA POJIb ABYXBANIEHTHbIX
npenapaToB Xefie3a B Ka4yeCTBe aHTUAO-
Ta NP MHTOKCUKaLUK OKCUAOM yrnepoaa
[32]. B cBOlO o4epenb Takyk Xe ponb, Be-
podaTHOo, nrpaet u1 CO NO OTHOLIEHUIO K
BbICOKO arpeccusHom deppodopme xene-
3a (Fe?").

CoBpeMeHHble TexHoNnorum B obna-
CTW MONEKYASPHON XMMUU N TEHETUKN MNO-
3BONIUJIN BblAENNTb B YACTOM Buae 6onee
20 6enkoB, NpUHUMAIOLLLNX y4acTue B Me-
Tabonmname xenesa, pacwmndpoBaTtb
CTPYKTYpYy 6eNnKoB, KOTOPbIe PEeryanpyoT
oOMeH xenesa: GeppuUTuH, TpaHchep-
PWVH, TpaHChEPPUHOBLIE PEeLEenTopbl, AN-
BaJIEHTHbIV MeTannoTpaHcnoptep (AMT-
1) pepponopTuH, rencuanH, reecTuH,
LuepynonnasmMmnH, reMokcureHasa, ¢pa-
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Tabnuya 2

benkn, npuHMMatoLmMe y4actne B Metabonmname xenesa [15-17, 26,27]

Benok CumBon FeH DyHKUMA
Ceruloplasmin CP cp deppokcugasHas akTMBHOCT b, OKUCIEHVE
LlepynonnasmuH un Fe?" B Fe3*

DMT1 NRAMP2, [vBaneHTHbIN TpaHCNOPTEP METANMNOB
HueaneHmHbil Memarn- DCT1 SLC11A2 (nmnopTep)
JiompaHcriopmep AMT1
Duodenal cytochrom b OyoneHanbHasa deppupenykrasa, BOC-
HyodeHanbHbil yumo- Dcytb Deytb craHoeneHue Fe® B Fe?" B sHTepounTax
xpom b STEAP3
Ferritin Hu L FT Benok HakonneHua Fe** (dbpakumsa H-
FT
QeppumuH H u L (] dheppokcuaasHas akTMBHOCTb)
Ferroportin IREG1, TpaHcMeMBpaHHbIii TpaHcropTep Fe
SLC40A1
®epponopmuH MTP1 (akcnopTep)
;rataxm FXN EXN MwuTOXOoHAPWanbHbLIN LWaNepoH xenesa
pamakcuH
Glutaredoxin 5 GRX5 GLRX5 YyacTtue B GuoreHese Fe-S knactepa
nromapedokcuHS
Heme carrier protein HCP Human Benok nepeHoca rema B 3HTEPOLUT
["emakcriopmep FLVCR HCP1?
Hephaestin HEPH HEPH AHarnor uepynonnasmuHa, peppokcu-
egpecmuH Aa3Has akTUBHOCTb.
Pa3pylueHue rema ¢ ocBoboxaernem Fe?!
Heme oxygenase1 HO-1 HMOX1 n obpasoBaHumem okcuaa yrnepoga (CO)
l'emokcuzeHasa n bunesepauHa. (Makpodarv ceneseHku,
Nerkux n ap. opraHoB)
Hemojuvelin
Femoi08enuH RGMC HFE2 KopeuenTtop 6enkoB KOCTHOrO MO3ra
Hepcidin LEAP1 HAMP >KenesoperynupyoLnin ropMoH, UHaKT K-
lencuduH BUpYyeT hepponopTVH U paspyliaeT
) Perynsarop akcnpeccuu rencuanHa,
HFE HFE HLA-H B3anmopen-cteme ¢ TFR1 nTFR2 .
Integrin-mobilferrin Lo 3+ .
tei AnbTepHaTuBHbIN Fe”" TpaHCNOpTHbI
protein IMP ©ernok (aHTepoumnT, Makpodar, renaTo-
benok uHmezpuH-
LmT)
MobusicheppumuH
IRP-1, IRP-2 IRP-1 BkntovaeT (4Fe-4S — akoHuTasa)
XKepesopezynupyrowut knactep. IRP-1 n IRP-2 yyacTBytoT B pe-
6enok1u 2 IRP-1, IRP-1 rynaumm cnuHtesa deppuTuHa, TpaHe-
IRP-2 IRP-2 teppwvHa, TFR1, dbepponopTtuHa, muto-
XOHOPWanbHOWM akoHWTa3bl, CUHTa3bl &-
aMUHONEBYNMHOBOW KUCIOThI.
Mitoferrin . MwuToxoHApuanbHbI UIMIOPTEP Xernesa ¢
MumodgpeppuH MFRN MSCP; yyactuem ceppoxenaTasbl B NpoTonop-
SLC25A37 upuH
Transferrin Tf TE Bernok nna3mbl Ans goctasku Fe® k
TpaHcgheppuH Td TFR1 n TFR2
Transferrin receptor-1 PeuenTtop ansa nepegayn aoByx aTomMoB
TpaHceppuHossItl pe- Tfr-1 TER1 Fe®* TpaHcdeppuHa Yepes KNeTouHyo
uenmop-1 TpP-1 membpaHy
Transferrin receptor-2 CeHcop, perynmpyoLLni 3KCnpeccuto
TpaHcgeppuHossIl pe- Tfr-2 TFR2 rencuavHa, MOXeT y4acTBOBaTb B CUTHa-
uemop-1 TcpP-2 nm3auum (cBs3un) komnnekca ¢ HFE

TOKCUH, MeNnaHoTpaHCcheppuH U ap.

(tabn. 2.)

MccnepnoBaHus, BbIMOJIHAEMbIE HA
LEeJIOCTHOM OpraHn3mMe n KyJibtypax Knie-

TOK, )XMBOTHbIX, B TOM YNCNE N XNBOTHbIX
C KOHKPETHbIMN TeHETNYECKNMIN NMOBpPEX-
AEHNAMN, MO3BOJININ OTKPbLITb FreHbl, OT-
BETCTBEHHbIE 32 CMHTE3 BENKOB, NMPNHN-
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MalwLwmx ydyactme B metabonmame xene-
3a, MexaHu3Mbl, akTuBUpylowme (aKcn-
peccupylowme) nx GyHKUnIO nim nogas-
nawowme eé (tadbn. 1). Cnenyet oTMETUTD,
4YTO BCE 3TV BENIKM MOXHO OOHapPyXnTb B
nobon KNeTke XMBOro opraHMamMa, ogHa-
KO MX COOTHOLLUEHUS, BbIPaXXEHHOCTb 3KC-
NPeccumn reHoB, y4acTBYIOLMX B MeTabo-
nM3me xenesa, 3aBUCAT OT PYHKLUMO-
HallbHbIX OCOOEHHOCTEN KNeTKn 1 creum-
GUYHBbI gNa Kaxaoro opraHa [15-17 u
Ap.].

Perynauua romeoctasa xenesa ocy-
LLEeCTBJISIETCH KaK Ha YPOBHE LLeJIOCTHOIO
opraHmama, Tak U Ha YPOBHE KIETOK U
BHYTPUKETOYHbIX CTPYKTYP BCEX OPraHoB
M TKaHen no oowmMm NpuHUMNamM ¢ yyac-
TUEM KOHKPETHbIX CNeundunyeckmnx reH-
HbIX CTPYKTYP, KOHTPOJIMPYIOLWNX CUHTES
6enKoB, NPUHUMALOLLMX Yy4acTn B MeTabo-
nmame xenesa [15, 33].

BHyTpukneToyHasa perynauua meta-
6onmM3ma xene3oM OCYLLECTBASETCS Mpu
y4yacTun CUCTEMBbI XENE30PErynvpyoLLLni
3/1IEMEHT/XEeNe3operynupyoumnn 6enok
(IRE/IRP), koTOopada no3BoaseT Kaxaon
KNeTKn onpenenaTtb KOJIMYeCTBO NPOHMKA-
OLLLero B Hee Xernesa 1 nepeHanpasnsTb
€ero npm HeobxoANMOCTU B CTOPOHY dep-
PUTUHA B LENAX NPEenoXpaHEeHUs KNeTKu
oT narybHoro adpdekTa neperpyskm LUTo-
30/1bHbIM Xenesom [7, 33].

BHyTpukneTo4Has perynauma meta-
60113ma Xene3oM OCYLLECTBASETCS Npu
y4acTuKn CUCTEMbI XeNe30perynvpyoLLmni
3/IEMEHT/XENe30perynupyowmnn 6enok
(IRE/IRP), kOoTOpas no3BONdeT KaXaow
KJIEeTKM ONpenensiTb KOMMYECTBO NPOHUKA-
OLLLero B Hee Xernesa 1 nepeHanpasnsTb
€ero npm HeobxoANMOCTU B CTOPOHY dep-
pUTUHA B LeNsax npefoxpaHeHns KneTku
OoT narybHoro apdekTa neperpy3kun LnTo-
30JIbHbIM Xene3om [7, 33].

OT1a cuctema obecneymBaeT CUHTES
deppuTnHa U TpaHCHEPPUHOBLIX peLen-
TOpOB (TPP1), 9pnUTPONOETNHECKON CUH-
Tasbl 0-aMUHOJIEBYJIMHOBOW KUCNOTLI (O-
ALAS), koTopas HeobxoauMa Ons CUHTe-
3a rema, MMTOXOHAPWANbLHOM aKOHUTa3bl,
depponopTtuHa, 1 (DMT1) n TpaHcheppu-

Ha B HESPUTPOLMNTAPHBLIX N SPUTPONAOHbIX
KneTkax.

Cnepnyet otmeTuTb, 4yt0 DMT1 yya-
CTBYET B MepeHoce 4yepes KNeTOoYHble U
BHYTPUKIETOYHbIE MEMOpPaHbl HE TOJIbKO
Fe?*, HO U OpPyrnx AByXBanE€HTHbLIX MeTasl-
nos, Takmx kak Mn, Cu, Ni, Zn, Co, V, Cr,
n Ti [34]. BepoaTHO, 6onee BbICOKOW ad-
duHHOCTbIO DMT1 Kk Fe?* MOXHO 06bsC-
HUTb OrpaHnyeHme noctynneHna Mn ye-
pes3 nerkme B KpOBb U B MO3I Yepes re-
MaTosHuedannyeckmin 6apbep (FMI6) npwu
MOBbILLUEHHOM UJIN AaXe HOPMaJsibHOM CO-
OepXaHuun xenesa B opraHmame. 'mnocu-
nepemuns cnocobcTeyeT 6oee akTUBHO-
MY NOCTYMJIEHUIO MapraHua 4yepes fnerkme
B KpoBb U DB B ronoBHom mo3r [35].
MpogonxaeT ANCKYTUPOBaTbLCSA BONPOC O
BO3MOXHOCTWN Pa3BUTUA MapraHueBOro
MnapkKMHCOHM3MA Yy 91EKTPOCBaPLLNKOB
[36,37].

Ponb yHMBepcanbHOro rymopanbHoO-
ro perynaropa metabonmama Fe Bbinon-
HAeT rencuanH, KOTopbii BrnepBbie Oblia
BbloeneH n3 nnasmbl B 2000 roagy B lep-
MaHWUW NojAg Ha3BaHWMEM «3KCMNPEecCupo-
BAHHbIA MEYEHbIO AHTUMUKPOOHBIN Men-
Tna»[38]. l’encuanH npeacrtaBneH 25
aMWHOKNCAOTHBIM NENTUAOM (FOPMOHOM),
6oratblM LIMCTENHOM, C 4 AUCYNbOUAHbI-
MM MOCTMKaMM, KOTOPbIA CUHTE3MpYyeTCca
B NMEYeHU, MOHOUMUTAX N HENTpoduUnax, a
Takxke B anbBeONSIPHbIX Makpodarax [39].
fencngnH aBngeTcsa oTpuuaTenbHbIM pe-
rynaTopom 3axearta Fe B TOHKOM Kuliey-
HUKE 1 BbIXOAA ero B KPOBEHOCHOE pyC-
N0, a Takxe v Bbixoga Fe ns makpogaros.
aKcnpeccua rencuanHa BegeT kK gepuum-
Ty Fe. [eH cuHTe3a rencmngmHa akcrnpec-
cupyeTca MeguaTopamMm BOocnaneHus
(LPS, IL-1, IL-6, n op.), NOBbILWLIEHHbLIM
YPOBHEM >Xenes3a B KPOBU, U yrHeTaeTcs
npn rMnNOKCUN 1 akTuBaumm remonoasa (B
4aCTHOCTU NpPU remMosIM3e 3pUTPOLIUTOB)
[38]. TencngnH oTBevyaeT 3a pa3BuUTUe
aHeMUKN XpoOHMYeckoro socnaneHusa [40].

fencmngunH Takxe npuHUMaeT y4dac-
TUe B pa3BUTUUN pedpakTepHOn aHeMuu
MNP XPOHUYECKOMN MHTOKCUKALLMMN CBUH-
uoMm. YrHetad akTUBHOCTb (PEPMEHTOB
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CUHTEe3a NopPOUPUHOB, B HaCTHOCTU dep-
poxenaTtasbl, CBMHEL, HapyLlaeT BK/OYe-
HMEe MOJeKyIbl Xenesa B npotonopdupun-
HOBOeE KONbLLO. HeBocTpeboBaHHOE Xene-
30 MOXET MOBbICUTb YPOBEHb €ro B Nnas-
Me, MPOBOLMPYS 3KCAPECCUto BbipaboTKu
rencunanHa [41]. BmecTte ¢ TeM, aHeMuUs
BC/IeACTBME HapyLUEeHUsa cuHTe3a rema u
remMosin3a 3puTpounTOB, KOTOPLIN pa3Bu-
BaeTCH Npu BO3OENCTBMU CBUHLLA, a TakK-
Xe rmnoTeTnyeckas BOSMOXHOCTb (PYHK-
LMOHaNbHbIX U3BMEHEHU rencuanHa npu
B3aMMOLENCTBUN C TUOJIOBbIM 400M (CBSA-
3biBaHWe SH rpynn), JOMKHbI NOOABAATb
aKTUBHOCTb rencuaviHa, a, cregoBaTesib-
HO, OTKPbIBaATb NYTb XENE3Yy B SHTEPOLUMU-
Tax U BbIXOA, Xenesa u3 Mmakpodaros».

femunyeckas u TKkaHeBas rMMNOKCUS,
KOTOpasa pasBMBaeTCs NPy CBUHLOBOMN NH-
TOKCUKaLUUWN, MHIMONPYET CUHTE3 rencu-
OnHa, OTKPbIBAETCHA NyTb TPAHCNOPTA Xe-
fe3a U3 3HTEPOLUTOB B KPOBAHOE pPyCcno,
a Takxe BbICBODOOXAEHME Xenesa n3 Mak-
podaros.

3a orpaHuydeHne abcopbuuun Fe B
knweyHuke oteevyaet HFE - TpaHCcmeMO-
paHHbIN 6enok cemencTea 0esKoOB OCHOB-
HOrFO KOMMJeKkca r’McTOCOBMECTUMOCTU
knacca 1. HFE gnkuii BBanmMonemncTeyeT C
B,-MukpornobynuHom (B,m) 1 Hanpaensa-
eTCs Ha NOBEPXHOCTb knetkn. Komnnekc
HFE-b2m cBa3biBaeT TpaHCHEPPUHOBLIE
peuenTopbl (TPP) ¢ BbiIcOKOW adPUHHOC-
Tbto, 6N1M3KOM K TpaHcheppuHy (Td), Tem
caMbiM, BNOKMPYA BO3MOXHOCTb coeaun-
HeHuda Tod ¢ TP, yTo, ecTecTBeHHO, npe-
NATCTBYET BO3MOXHOCTW AocTaBku Fe
TKaHSAM.

MyTauunn atoro 6enka (C282Y u
HB63A) NnpnBOAAT K MOCTOSHHOMY Heorpa-
HWYEHHOMY HakonneHuto Fe B TKaHsax, K
TSXENonm neperpyske Fe n remoxpomarto-
3y. BeipaboTka rencngmHa KoppenmpyeT-
Cs1 KOIMYecTBOM ¢cBOBOAHbIX HFE Monekyn
Ha NOBEPXHOCTU KNeTkn. MyTtaumm B reHe
HFE npu 3TOM OTBETCTBEHHbI 32 CHUXE-
HMe BbIPabOTKN rencuanHa n HecooTBeT-
CTBYIOLLYIO MHTECTUHaNbHYIO abcopbumio
xenesa [42].

fomeocTas xeneda obecneymBaeTCs
B MEPBYIO OYEPEdDb PErynsaumen ero sca-
CbiBaHUA B CBSA3U C OrPaHUYEeHHOW Cro-
COOHOCTbIO K BbIAENEHMIO 9TOr0 3NEMEH-
Ta. B HopMe B KuLieyHnKe BCcachbiBaeTcs
okono 10% xenesa, nocTynawu,ero ¢
MALLLEN, YTO OO/IKHO COCTaBNATb B Cpen-
HeM OT 1 Mr o0 2 Mr, T.K. MPUoNM3nTENb-
HO CTOJIbKO e (OKOoJ10 1 Mr) BbIBOAUTCA
13 opraHuama. Ecnm B opraHmam yenose-
Ka nocTtynaeTt 4 Mmr xenesa B CyTKU, TO
yeped 10 neT 3amachbl €ero B opraHnsme
npeBbicaT 10 1. Mo gaHHbIM [7] O6onee, 4em
5-rpamMMoBbI  N3OBITOK Xene3a NpuBoO-
OWUT K Pas3BUTUIO TAXENON neperpysku
opraHmsma Xenesom C nocneanylLwmmm
XapaKTepPHbIMU KIIMHUYECKUMN MPOsSiBNE-
HUAMU — renaTuT, caxapHbli gnabeTt u
rMnoroHaan3m, MmokapauonaTums, apTpo-
natus, AereHepaTtnuBHble N3MEHEHUAMM
HepBHOWM cuctemsbl (MapkMHCOHM3M, 60-
ne3Hb Anburenmepa n gp.), NOHMXKXEHUE
YCTOMYMBOCTM K MHPEKLMOHHbIM 3abone-
BaHNAM, B TOM 4Yucne K TyOepkynésy u
ClMnAay, yckopeHne TeMNOB CTapeHus.
MmeloTca pocTtaTtoyHo ybeanTenbHblie
OaHHblE O TOM, 4TO M30ObLITOK Xenesa B
OpraHnu3me He TOJIbKO CMOCOBCTBYET, HO
1 MOXET ObITb HEMOCPEACTBEHHOW NMPUYM-
HOW pa3euTua paka [43].

CocTosHuMe, Npu KOTOPOM Xeneso,
HakananBasiCb B Pa3/INYHbIX OpraHax (ne-
YyeHb, noaxenygodyHasa xenea3a, cepaue,
Jpyrve oprasbl), NpUBOOUT K NOBpexae-
HUIO UX CTPYKTYPbl U HaPYLUEHUID PYHK-
UM, NONy4YUNo OnpenesieHne - «remMox-
pomaTto3» [7, 10, 19]. NMoBpexaeHune
opraHmsama sgamu, BBEAEHHbIMU NU3BHE
(ak30reHHble) nnn ob6pas3oBaBLLINMUCS
BHYTPW (3HOOrEHHbIE) UMEET CBOE ornpe-
henexHwve, cornacHo M3, - HTOKCUKKaums
(ak80oreHHas unun aHporeHHada). C noswu-
LN TOKCUKONOroB 1N NpodnaTonoros re-
MOXpPOMaTO3 cleayeT paccMaTpmBaTh Kak
XPOHMNYECKYIO UHTOKCUKALUIO XENe3oMm
[44].

B ycnosuax npomnssoncTtea cyuie-
CTBEHHO BO3pacTaeT pPoJib MHranAaLUMOHHO-
ro rnyTv NOCTYMNJIEHUSA XeNe3a B OpraHn3m.
PasBuntne xapaktepHbIX O1S Neperpysku
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Tabnuya 3

Pabouas knaccndmkaums neperpyskm opraHn3ma xxerne3om

NEPBUYHASA NEPETPY3KA
OPIrAHU3MA XENE3OM UNU
NEPBUYHbIN
FEMOXPOMATO3
(HacneacTBeHHbIW, nanonaTuye-
CKuR).

HFE - accounMmpoBaHHbIN
(C282Y

romo3urotel 1 C282Y/H63D
reTeposnroThbl);

HFE - He accouMupoBaHHbIN
(HJV BapunaHThI,
hepcidin BapnaHThI,
TFR BapnaHThl,
ferroportin BapnaHThbl)
n ap.

BTOPUYHASA NEPEITPY3KA OPFAHU3MA
XENE3OM U BTOPUYHbLIXN TEMOXPOMATO3

YpesmepHoe nocTynrneHne xerne3a B OpraHU3Mm
A. MNepopansHoe

- BCNeacTBUe ONNTENbHOM, OECKOHTPOMNBHOM Tepanuu

npenapartamu xenesa;

- anumeHTapHbIi (MX3 adpukaHckoro nriemeHn BanTy).

B. MapeHTepanbHoe
- BeckoHTpONbHOE B/B BBEAEHME NpenapaToB Xerneasa;
- BeckoHTpOnbHbLIE reMoTpaHcdy3nu;
B. UHz2ansiyuuoHHoe
(e ycrnoesusix npou3eodcmea — y 3JieKkmpoceapujuKkos, jau-
meliuwukoe, NnaewibWUKO8 YepHbIX Memasisioe u dp.).
MeTabonuyeckun remoxpomaTos
- renaTuTbl U LUMPPO3 NeYeHn (anKoronbHbIN,
WHEKL MOHHBIN U Ap).;

- reMonuTMyeckas aHemus;

- aHeMuu, CBsI3aHHbIE C HE3MEKTUBHBIM
3pPUTPONO330M N HEeJOCTaTOYHOMN
yTunusaumen xenesa B KOCTHOM Mo3re
(B-Tanaccemusin gp.);

- HacnepncTtBeHHble nopgupum (Porphyria
cutaneatarda - PCT u gp.);

- emopuYHbie nopgupuu u Hedocmamo4Hasi
ymunu3ayusi Fe 8 KOCmHoM Mo32e npu
UHMOKCUKay uu CeUHYOM U Opyaumu
nosromaHmamMu, 8 mom qucse rnpogeccuo-
HanbHOU 3muoJsio2uu.

CMeLlaHHble (hbopMbl Neperpysku opraHu3ma xxene3om

opraHmama Xene3om KINHUYECKUX CUHA-
POMOM BO3MOXHO Yy pabounx CBaApOYHbIX
npodeccuii, ctTanennTenmnkos, paboynx,
3aHATbIX 000bIYeN 1 nepepaboTKon Xe-
N1Ie3HOW pyAabl, a TakXe B «CBUHL,OBbIX»
npodgeccusax. Tak, npu codbmoaeHun NAK
B BO3ayxe paboyen 30Hbl A9 OKCUOOB
xenesa (6 mr/m3) npu 30% abcopbumm nx
B Nlerkux B TedyeHme paboyeill CMeHbl B
OpraHM3mM MOXET MOCTYMNUTb OKONO 4 Mr
xenesa. CnepoBatenbHo, Yyepe3d 10 net
BO3MOXHO HakOMjeHne B opraHmame 60-
nee 8 r xenesa. Takume 3anacbl co3gailoT
yrpo3y ans pasBuTus XxapakTepHbIX ONnd
neperpyskm opraHn3ma Xxenes3om naTono-
rMMYeCKNX NM3MEHEHUA.

Cnepyet OTMETUTb, YTO HapyLUEHUS
nopduUPMHOBOro obMeHa, xapakTepHbIE
ON9 BO3OENCTBUA CBMHLA N OPYrUX 3ar-
PA3HUTENEN OKpyXalowern cpenbl (xnop-

OEH30/, TPUXNOPITUNEH, CTUPON N Ap.)
MOTYT TakXe NMpuBOANTb K Pa3BUTUIO Me-
perpyskm opraHmama xeses3om, aHaso-
r’MYHO N3MEHeHnaMm metabonnama xene-
30M, KOTOpble HabnwoaalTcsa Npu anko-
rOJIbHOM renaTuTe U NO3AHEN KOXHOW
nopdupun [44-46].
BbiBOAbI

JaHHble nuTepaTtypsbl, a Takxe cob-
CTBEHHbIV OMNbIT JAIOT OCHOBAHME Npenao-
XNUTb Ppabouyto knaccnpukaumio reMoxpo-
maTo3a (Tabn. 3), B KOTOpON knaccnowu-
Kaumsa remoxpomatosa 1999 ropa [44, 47]
pornonHeHa dopmMamMm nNatonornm, Koto-
pas, C HaWem TOYKN 3PEHNS, MOXET pas-
BMBaATbCS N B YCJIOBUSX NPOU3BOACTBA
(BbIOENEHO KYPCUBOM).

MoHumaHue meTabonnama xenesa,
€ro posn B pa3BuUTUM NATONIOMMYECKUX NU3-
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MeHeHUNn Aal0T BOSMOXHOCTbL onpeaesintb
MapKepbl puUcka pasBUTUSA NaTONIOMUN U
paspabaTeiBaTb METOAbl Npenynpexae-
HUSA HaKOMJIeHNs Xenesa B opraHuame B
YCJIOBUSX MPOM3BOACTBA, COBEPLLUEHCTBO-
BaTb MeTO4bl paHHe|7| ANarHoOCTukKn mn T1e-
panuu, 4To OyaeT cnocobCcTBOBATbL COXpa-
HEHUIO 300P0BbA TPYAALLUXCA.
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Pe3some
CYYACHI YABJIEHHA NMPO

METABOJTI3M 3AJI3A 3 NO3ULJi
MPODIATOJIOTA

Jly6siHoBa I.T1.

PosymiHHA mMeTaboniamy 3anisa,
MOro posi B pO3BUTKY NaTONIONYHUX 3MiH
0al0Tb MOXJ/IMBICTb BU3HAYUTU MapKepwu
pUCKY PO3BUTKY MaTosorii i po3pobutu
MeTOoAn NnonepeaxXeHHa HAaKOMMYEeHHa 3a-
ni3a B opraHiami B ymoBax BUpPOOHULITBA,
yAOOCKOHaNUTM MeToau PaHHbOI AiarHoC-
TUKW | Tepanii, wo cnpusaTumMme 36epexxeH-
HIO 300POB’a TPyOALWMX. 3anponoHoBaHa
poboya knacudikauis remoxpomaTosy, B
AKin knacudgikauia remoxpomartosy 1999
pOKy [ornoBHeHa popMamMu NaTonorii, aka
MOXe PO3BMBATUCS i B yMOBax BUPOOHULL-
TBa.

KniouyoBi cnoBa: metaboniam 3ani-
3a, remMoxpomarto3s, BUPOOHMYEe cepeno-
BULLE

Summary

MODERN CONCEPTIONS ABOUT THE
METABOLISM OF IRON FROM THE
POSITION OF THE OCCUPATIONAL

PATHOLOGIST

Lubianova I.P.

The wunderstanding of an iron
metabolism, its role in development of
pathological changes give the chance to
define risk of development markers of a
pathology and to develop methods to
prevent the accumulation of iron in an
organism in the occupational conditions of
manufacture, to improve methods of early
diagnostics and therapy that will promote
preservation of health of workers. Working
classification of hemaechromotosis which
can be developed and in the occupational
conditions was offered.

Bnepsbie noctynuiaa B pegakumio 16.06.2010 r.
PekomeHaoBaHa k rne4ary Ha 3acenaHuu
penakunoHHO KoJiieruv rnocae peLeH3npoBaHus
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