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YO «benopycckuu 2ocyoapcmeenmviti MEOUUUHCKUU YHUBEPCUMEM >

Keneso siensiemcs HeoOX00UMIM dIeMEHMOM KUIHEDesMeNbHOCU KAemoK. Baxnocmy ezo
poau onpedensiemcs pynxuyusmu 6eaxos, codepxauux xeneso. Kuwouesoin pezyrsmopom obmena
Kenesa s6asemcs 2encudun, UMeHHo On KOHMPOJIUPYEeMm OCHOBHbLIE NOMOKU pacnpedesenus xee-
3a: abcopbuuio xenesa 6 Kuweunuxe, YmuiU3auuIo ezo Maxpohazanu u MoOUIUIAUUIO U3 2eNAMO-
uumos. B 2014z. 6 xauecmee apumpoudnozo pezyasimopa xene3a Ovla HA36AH IPUMPOPEPPOH, Kak
20PMOH, KOMOPLLU pezyupyem memabdoiusm xeesa uepe3 devicmeue na zencudut. Yxasana poiv
noxasamenet oomena xenesa, 0ocmynuvlx 0as onpedesenus 6 nogcednesnou npaxmuxe. boaesnu,
conposoxxdaouuecs Kax deuyumom xenesa, max u ezo usbvblmxom, mMuozouuciennvt. Ilo dannvim
BO3 xenesodepuyummnoe cocmosinue umeemcs y mpemu naceaienus niamemol. Inasnvin 3a6o-
Jleeanuem ¢ HaKONIeHueM Kele3d 6 Opzanax u MKAHAX A6LAeMCs 2eMOXPOMAMO3 C 2eHEeMUUECKU
obycroeaennviM Hapyuenuem memaborusma xeredd. Onucamnvt nsimv Munog 2eMoxXpoMamosd.
ITo dannvim Hucmumyma paccmpoicme xeaeza (wmam FOxnas Kapoauna) ¢ CIIA nacuumor-
saemcst 0k010 1 MAH uenosex, NPedpacnooKeHHbLX K 2eMOXPOMAMO3y, U 0ko10 150 moic. 6OLbHbIX,
y Komopuvix ama 60ae3ny duaznocmuposand. Okxono 10 % nacenenus s6as10mcs 2emepo3uzomuoi-
MU HOCUMENAMU PEUECCUBHBLX 2eH08 2eMOoXpomamo3a. Iloduepknyma poav nposedenus duppepen-
UUANILHOZ0 OUAZHO3A NEPEUUHBLY U GMOPUUHBLY COCMOAHUU U 3a00Le8anUll ¢ HApYywenuem ooMena
Kenesa, mpyonocmu 6 Oudznocmuke u HeoOX00UMOCb JANbHEUWUX UCCAe008AHUL Ol PA3PA-
b6omxu appexmuenol 1euebHOU MAKMUKU 8 CAOKHBIX CAYUAAX KAUHULECKOU NPAKMUKU.

Karoueswie caoea: obmen xenesa, zencudun, (pepponopmun, spumpogeppon, eppumun, mpanc-
peppun, pacmeopumvli. peyepmop mpancheppunda, anemus, 2eMoxXpoMamos.
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MULTI-DIRECTED IRON EXCHANGE DISORDERS

Iron is an essential element of cell activity. The importance of its role is determined by the functions
of proteins containing iron. The key regulator of iron metabolism is hepcidin, which controls
the main distribution of iron: absorption of iron in the intestine, its utilization by macrophages
and mobilization from hepatocytes. In 2014 erythroferron was named as an erythroid regulator
of iron, as a hormone that regulates iron metabolism through action on hepsidin. The role of iron
metabolism indicators available for determination in everyday practice is indicated. Diseases
accompanied by both iron deficiency and its excess are numerous. According to WHO, one third
of the world’s population has iron deficiency. The main disease with the accumulation of iron in organs
and tissues is hemochromatosis with a genetically caused violation of iron metabolism. Five types
of hemochromatosis are described. According to the Institute of Iron Disorders (South Carolina),
in the United States there are about 1 million people who are prone to hemochromatosis and about
150 thousand patients who are diagnosed with this disease. About 10 9% of the population
are heterozygous carriers of recessive hemochromatosis genes. The role of differential diagnosis
of primary and secondary conditions and diseases with impaired iron metabolism, difficulties in diag-
nosis and the need for further research to develop effective therapeutic tactics in complex cases
of clinical practice are emphasized.

Key words: iron metabolism, hepcidin, ferroportin, erythroferron, ferritin, transferrin, soluble
transferrin receptor, anemia, hemochromatosis.

>Ke/\e3o ABASIETCA BaXHbIM 3AEMEHTOM  KOAM4YecTBa; 5-10 % BKAKOYEHO B COCTaB MWO-
B OpraHmM3me YenoBeKa, HEOOXOAMMbIM  TAOBMHA; 1 % - B AbIXaTEAbHbIX GEepMeHTax;
AN MHOTFOYMCAEHHbIX KAETOYHbIX mpoueccoB. 25 % - AenOHMPOBaAHO, B OCHOBHOM B NEYEHU
Teno uenoBeKa COAEPXUT OT 3 A0 D5 I xeae3a. U Mbiwuax [12]. MpUbAM3UTEABHO 2 Mr XeAe3a
Ha remornobuH npuxoamntca 75-80 % OT 3TOro  BCacbIBAETCA €XEAHEBHO B ABEHaALLATUNEPCT-
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HOW KWLUKE M NMPOKCUMAAbHOM OTAEAE TOHKOWM
KULWKK [12]. Teno yeroBEKA HE MMEET KOHTPO-
AMPYEMbBIX MEXaHM3MOB BbIBEAEHUSA XEAE3a,
NO3TOMY YPOBEHb XeAe3a B opraHuame banaH-
CcUpyeTca NyTeM PEryAUPOBaHMUSA MOMAOLLEHMSA
xenesa [9, 15]. XXene3o B paLMOHE HaxoAUTCA
B dopme Fe3+, cTeneHb OKMUCAEHUSA €ero He-
06X0AMMO yMeHbLLIUTL A0 Fe2+, npexae uyem
OHO MOXET ObITb YCBOEHO; 3TO AOCTUraeTCa AEK-
CTBMEM MeMOpPaHOCBA3AHHON XEAe30peAyKTa-
301 ABEHAALATUNEPCTHOM KMWKK [13]. AAS BXO-
A@ B CUCTEMHYIO LIMPKYASILMIO Xene3dy Heobxo-
AMMO nepecedb b6azonatepanbHyto MembpaHy
SHTEPOULMTOB. ITO AOCTUraeTCsi 3KCMOPTEPOM
xenesa pepponoptmHom (ferroportin, FPN), Ko-
ampyembiv SLC40AL reHom [5, 6, 15, 17, 30].
®epponopThH PpacnoAOXeH B Makpodarax, Ayo-
AEHaAbHbIX SHTEpPOLUMUTAX M renatoumTax, To ecTb
B TEX KAETKaX, KOTOPblE y4yacTBYOT B nepepa-
60TKe xenesa, abcopbunn n xpaHeHuu [5, 30].
Hanbonee BaXHbI MEXaHW3M, PETYAUPYHOLLIMM
bepponopTHH, CBA3AH C NEYEHOUHbIM XeAe30pe-
F'YASITOPHLIM FTOPMOHOM rencuamMHom (hepcidin,
HEPC) [4, 6, 12, 17, 25, 28, 30].

fencuamH - 6oratbii LUCTEMHOM NENTUAHBIN
rOPMOH, KOTOPbI COCTOUT U3 25 aMUHOKUCAOT-
HbIX OCTaTKOB. [EMCUAMH MPOAYLIMPYETCA B rena-
TOUMTaxX M UrpaeT BaXHyK POAb B romeocTase
xenesa. [okaszaHo, UTo renCUAMH KOHTPOAMPYET
YPOBEHDb XeAe3a B MAa3Me 3a CUET Peryasiumu
abcopbunmn xenesa U3 KULEYHWUKA U BbICBO-
60XAEHMA U3 Makpodaros, SHTEPOLMTOB U re-
natouuToB [D, 6, 18, 25, 28]. lencnuanH cekpe-
TUPYETCA B OTBET HA NOBbILLEHWE YPOBHA XEAe-
3a W BOCMaAeHUe. YBEAMYEHUE KOHLIEHTPaLMUK
rencMAnMHa BEAET K CHUXEHMIO abcopbumm xe-
nesa [4, 6, 23]. Mpu UCToLLEHNK 3anacoB Xene-
3a BblpaboTKa rencuarMHa ymeHbllaeTcsi. CHU-
XEHWE YPOBHSA rencuaAnHa NpUBOAUT K yBEAUYE-
HWIO BbICBODOXAEHUS Xene3a U3 3HTePOLMTOB
U Makpodaros [4, 6, 17, 25, 28]. Ceoto pery-
AATOPHYIO YHKLMIO TEMNCUANH OCYLLECTBASIET,
KaK CKa3aHO BblLLIE, MPOTUBOAENCTBYA QYHKLIMM
depponopTrHa. fencManH MHAYLMPYET Aerpapa-
LUMO GEePPONOPTMHA, UTO MPUBOAUT K YBEAUYE-
HUIO BHYTPMKAETOUHbIX 3aMacoB XeAe3a, CHU-
XEHUIO BCACbIBAHUS XEAe3a U KOHLEHTpaLuK
LMPKYAMPYIOLLEro Xxeaesa [5, 6, 15, 23, 28].
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Mentna nepBoHavanbHO 6biA Ha3BaH LEAP-1
(Liver-expressed antimicrobial peptide) - Bbipa-
XEHHbIM aHTUMUKPOOHbIN BeAoK neveHn. Bnep-
Bble onucaH B 2000 roay. Mo3xe oH 6bIA Ha3BaH
«rencUAMH». BbINO OTMEUEHO, UYTO OH MPOU3-
BeAeH B neuveHu («<Hep-») n obrapaet baktepu-
LUMAHBIMK CBOMCTBaAMMU («-cide» — «yOUNCTBOM).
B MEHbLLNX KOAMUYECTBAX FENCUANH CUHTE3UPYET-
CSl B APYIMX TKaHSAX, TAKUX KaK XMPOBbIE KAETKK
[5, 6, 9, 18, 26, 31, 32, 35]. lNepBoOHaYaAbHO
Hepcidin 6bIA BbISBAEH B CbIBOPOTKE U MOYe
yenoBeKa. Bckope nocae ero oTkpbITUS UCCAe-
AOBaTEAU OOHAPYXUAK, UTO Y MbILLIEN FENCUANH
BO3pPaCTaeT B YCAOBUAX MEPErPY3KU XEAE30M,
a Takxe npu BocnaneHUW. [eHeTUYEeCKU MOAUDU-
LUMPOBaHHbIE MbILLIW, MOATOTOBAEHHbIE AAS CBEPX
9KCMNPECCUM rencuanHa, YMEPAU OT BblpaXKeHHO-
ro AeduumTa XXenesa BCKOpPE NOCAE POXKAEHUA.
Pe3yAbTaTOM 3TOr0 MCCAEAOBAHUSI MOATBEPAM-
AaCb LEHTpaAbHas POAb FENnCUAMHA B PEryAs-
UMKn xenesa. B nabopatopumn HaHcu SHaproc
B BocToHe ObIAM NMOAYYEHBbI NEPBbIE AOKA3aTEAb-
CTBa CBAA3M rerncuamMHa ¢ aHeMuen BocnaneHus.
fencuamMH OTHOCUTCA K BeAkam ocTpor dasbl,
YYacTBYHOLUMM B MHOEKLMOHHBIX M BOCMAAUTEND-
HbIX NpoLeccax. YPOBEHb €r0 PacTeT Npu UHOEK-
LUMSIX U BOCMAAEHWWU, a NapaeT Npu rMNOKCUK
n aHemuun [5, 6, 7, 9, 13, 23, 25, 31, 32, 35].
Kpome TOro, MCCAEAOBATEAM W3YUUAU TKaHU
ABYX MALMEHTOB C OMYXOAAMM MEYEHU WU TS-
XEAON MUKPOLUUTAPHOM aHEMMWEN, HE pearnpo-
BaBlLer Ha BBepeHue xenesa [34]. Onyxone-
Bas TKaHb OKa3zanaCb MPUUYMHOW NEepenpous-
BOACTBa rencuamMHa, copepxana GoAbLLOe KO-
AM4yecTtBO rerncuanH MPHK. Tlocae yaaneHust
onyxoAu bbina n3neyeHa U aHemusi. Ha ocHoBa-
HUN 3TUX OTKPbITUMA MPEAMNONOXKUAU, UTO rEencu-
AVH PEryAMpyet BCacbiBaHWE Xene3a B opra-
Hu3Mme [D, 6, 7, 9, 12, 15, 25, 29]. o 3Hauu-
MOCTM 3TO OTKPbITUE CPABHUBAIOT C OTKPbITUEM
WMHCYAMHa [8, 18, 26, 32, 35].

B 2014 r. B KauectBe 3pPUTPOMAHOIO pery-
ASiTOpa xene3a ObiA Has3BaH 340-aMWMHOKMC-
AOTHbIM 6enok apuTtpodeppoH (Erythroferrone,
cokpauweHHo ERFE), reH, koaupytowmn ero,
FAM132B. SputpodeppoH - 3TO rOPMOH, KO-
TOPbIN peryampyeTr MetaboAn3m Xenesa uvepes
CBOe AencTBMe Ha rencuamnH. CUHTE3 3pUTPO-
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deppoHa peryavpyetr SpUTPONOSTUH, CBA3bI-
BasiCb C PELIENTOPOM WM NPUBOAS K aKTMBaLMK
JaK2/Statb curHanbHbIM NyTh [1, 5, 15, 21, 27].
Takrm 06pa3oM, IPUTPONOITUH CTUMYAMPYET NPO-
AYKLMIO 3puUTpobAacTamMmn apuTpodeppoHa, KoTo-
pbliA, B CBOK OYEPEAD, MOAABASIET 3KCNPECCUIO
rencuamHa, TeM camMblM YBEAUUMBAET KOAUYE-
CTBO XeAe3a AOCTYMHOro AASl CUHTE3a reMOrAo-
6uHa [1, 5, 14, 21, 27, 33]. Ha pobpoBoOAbLIaX
noKasaH peryavpyowmmn adpekt sutamuHa D
Ha rencuanH. OnTMManbHas GYHKLMSA rencuamn-
Ha onpeAeAsiAacb MpU AOCTAaTOYHOM YPOBHE BU-
TamuHa D B KpoBU [D].

K coBpeMeHHbIM, AOCTYMHbIM AAA OMpeAe-
AEHUS, NoKa3aTeniM AMArHOCTUKU HapyLUEeHUN
obmMeHa xene3a OTHOCATCS YPOBHW CbIBOPO-
TOYHOIO XeAe3a, TpaHcheppuHa, deppuTrHa
N obLLEeN Xene30CBA3bIBaoLLEN CNOCOOHOCTH
CbIBOPOTKM.

®eppuUTHH - 3TO PACTBOPUMbIN B BOAE KOMI-
AEKC TMAPOOKKUCU xenesa ¢ benkom anopeppu-
TMHOM. OH ABASIETCA OCHOBHbIM BEAKOM YenoBe-
Ka, AEMOHUPYHOLLIUM XXEAE30, HAXOAUTCA B KAETKAX
NneyeHn, CeAe3EHKN, KOCTHOMO Mo3ra U pPeTUKy-
noumutax. @epputuH copepxut 20 % ot obLuero
KOAMYECTBA XeAe3a B opraHuame. Onpepene-
HUEe GeppPUTUHA B CbIBOPOTKE KPOBM UCTMOAb3YET-
CA AN MOHMTOPUHra AeduumTa MAU U3bbITKA
xenesa, AMddepeHUUManbHOM AMArHOCTUKK aHe-
MWK, NPU MOAO3PEHUN Ha onyxonb [8, 9, 15].
Mpn BUPYCHbIX 3aboAeBaHUSAX GEPPUTUH CrO-
cobeH aKTMBU3UPOBATb Makpodaru, Npu 3Tom
BbIAEASAIOTCA LIMTOKUHbI, OpraHu3am bopetcs ¢ 60o-
A€3HbI0. Bo3HMKaeT npobrema, KOrpa LMTOKM-
HOB CTAHOBMWTCA MHOIO, MOXET Pas3BUTbCSA CO-
CTOSIHWE, KOTOPOE WCCAEAOBATEAM Ha3blBatoOT
LMTOKMHOBbBIM LUTOPMOM, OH MOXET MPUBECTU
K cMepTu. B 30HEe 0cob0ro prcka HaxoAnaTCs
NOXWAbIE NMALMEHTbI U AKOAU C TAXXEABIMU XPO-
HUYECKMMU 3abOAEBaHUSIMU. B Takux cayyasx
rmnepdeppUTMHEMUA ABASETCS MapPKEPOM TaXKe-
AOTO TeueHus nHdekumn [4, 6, 16, 23, 33, 34].

TpaHcheppuH oTHOCUTCS K BeTa-robyAnHam.
MecTo ero cuHTe3a - neyeHb. ToAbko 25-40 %
TpaHcheppPUHa CoaepxaT xene30. TpaHcheppuH
CBSI3bIBAET MOHbI U APYrMX METAANOB (KobanbTa,
UMHKA). OCHOBHbIMU MPUYMHAMU CHUXEHUSA CO-
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AEPXaAHUA ero B CbIBOPOTKE ABASETCA TOPMO-
XEHWe CuHTe3a NpuU XPOHUYECKOM renature,
uMppose, Npu HedponaTnun, rONOAAHUMU, OMyXo-
AEeBbIX 3aboneBaHUAX [9].

TpaHcnopT xene3a B KAETKY NMPOUCXOAUT BAa-
ropapsi B3aMMOAEUCTBUIO KOMIAEKCA XeAe30-
TPaHCOEPPUH C LUTONAA3MATUUECKMM peLen-
Topom (TfR), KOTOPbIM COCTOUT U3 ABYX TpaHC-
MeMOpPaHHbIX MNOAMNENTUAHBIX Lienel. Monekyna
TpaHcheppunHa ¢ AByMS aTOMaMu xenesa npu-
COEAMHSIETCA K BHELLIHEMY, SKCTPALEAAFOAAPHOMY
KoHLY TfR 1 NnOraoLLL@eTca KAETKOM NyTEM SHAO-
umTo3a. B 0b6pasoBaBLLENCSH BE3MKYAE MPOUCXO-
AWT n3MeHeHue pH, xeneso okncasetcs ¢ Fe3+
Ha Fe2+ 1 ncnoab3dyercs AAA CUHTE3a FrEMOIAO-
6MHA WAM COXpPaHAETCA B AEMOHMPOBAHHOWM
dopme. Nanee, benkoBasas yacTb TpPaHCchHeppPU-
Ha, ocBoOOXAEHHasA oOT xenesa, Bmecte ¢ TfR
OKa3blBAETCH Ha NOBEPXHOCTU KAETKU, OTAEAAET-
cs1 anoTpaHcdepPPUH, U LIMKA noBTopseTca [8, 9,
15, 30]. Mpv NoBbILLEHHOM NOTPEOHOCTU B Xene-
3€ LUMKA YCKOPAETCA, NP 3TOM BHELLHASA 4acTb
TfR noaBepraeTcs pacLEnAEHUIO SKCTPALEAAID-
ASIPHBIMKW NpoTea3amMu. B pesyabtate nx BO3AEW-
ctBus oT TfR otaensetrca dparMeHT - Nentup
C MOAEKYASIPHBbIM BecoM 95 KAa, OH Ha3bIBaET-
CS PacCTBOPUMbIM PELIENTOPOM TpaHcheppu-
Ha (STfR), KOHUEHTPaLMIO ero MOXHO OnpeApe-
ASITb C MOMOLLBKO UMMYHOPEPMEHTHOIO METOAA.
Okono 80 % TfR HaxoAMTCS HA NAA3MaTUYECKOM
MembpaHe 3pPUTPONOITUUYECKUX KAETOK. TfR BbI-
ABAEH Ha KAETKaX MAaLUEHTbI, AMMOLMTAX, Ha He-
KOTOPbIX OMYXOAEBbIX KAETKax. Ha NnoBepxHOCTH
KAETOK-MPEALLIECTBEHHMLL, 3PUTPOLIUTOB MAOTHOCTb
TfR nosblwaetcs no mepe AMddGepPEHUNPOBKU
BMAOTb AO PETUKYAOLMTOB. Ha NOBEPXHOCTH 3pe-
AOro aputpoumta TfR otcyTtcTByeT [8, 9, 15].

MoHuTOpUHI ypoBHA STfR no3BoAseT onpe-
AEAUTb TEPANEBTUUYECKUN SPDEKT NPUMEHEHUS
3pUTPONOaTHUHA. pU CTUMYAALIMKU 3PUTPONOI-
TMYyeckon cuctembl STfR nosbiwaetcs. Mpn pe-
dnunTe xenesa ypoBHU depputuHa U SIfR
NU3MEHSIOTCA Pa3HOHaMNPaBAEHO: GEPPUTUH CHU-
xaetcq, sTfR noBbiwaeTcs [8, 9, 36]. ABTOpbI
(K. Punnonen, K. Irjala, A. Rajamciki) npeana-
ratoT uccaepoBatb oTHolleHue sTfR/log ferritin,
T. K. HX NOTPEeBHOCTb B XeAe3e, HU KOAMYECTBO
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AEMNOHMPOBAHHOIO XeAe3a He SIBAAKTCA MHOOP-
MaTUBHbIMW MO OTAEAbHOCTU. X OAHOBPEMEH-
HOEe OnpeAeneHne MO3BOASIET paccuMTaTb MHAEKC,
obbeanHsIoWMIA STER 1 peppuTrH. Mccaepyembii
MHAEKC — OTHOLLIEHME KOHLIEHTPaLMK pacTBOpU-
MbIX TPAHCHEPPUHOBBIX PELENTOPOB K AOrapud-
My KOHUeHTpauuu depputnHa (sTfR/log ferritin).
oBbILLEHWE BEAVMUMHBI 3TOMO MHAEKCA OTpaXaeT
AEDULINT XeAe3a Aydlle, YeM AOOOM 13 0OCYyX-
AAEMbIX NapamMeTpoB. Ha BEAMUMHE 3TOMO MHAEK-
Ca CKasblBaeTCsl MNOoBbILEHWE YPOBHA deppu-
TUHa NPU BOCNAAUTEAbHbIX peakUUax, NO3TOMy
paccuMTaHbl 3HAYEHUSA MHAEKCA AN MaUMEH-
TOB C HOPMaAbHbIM (£ 5 MI/A) M NOBbILLEHHbIM
ypoBHeM C-peaktnBHoro 6enka (LIPB) (= 5 mi/A).
NHaekc sTfR/Iog ferritin 3,2 yka3blBaeT Ha UCTO-
LLleHWe 3anacoB XeAe3a B Aeno. Y nauMeHToB
C UHAEKCOM < 3,2 06beM xeAe3a B opraHM3me
AOCTaTOYHbIN. Y 6OAbHBIX C ypoBHEM LIPE > 5 mr/A
3HauYeHWe MHAEKCA - 2, T. K. COAEPXaHWe deppu-
TUHA, Kak 6enka ocTpon ¢asbl, NOBbILLIAETCA
npv BOCMNaAUTEAbHbIX 3a60AEBAHUAX HE3ABUCH-
MO OT 3anacoB XeAe3a B opraHuame. B pesyab-
TaTe AAQHHbIM MHAEKC CHUXAEeTCA, ero 3HauyeHue
nepemellaerca K 2 [15]. B uenom psiae ncene-
AOBaHWK aBTOPbI YKa3blBalOT HA BO3MOXHOCTb
MCMNOAb30BaHMA NOKa3aTeAEn rerncrMamHa ¢ Avar-
HOCTUYECKUMM LensiMK. NabopaTopHasi BO3MOX-
HOCTb Takasl €CTb, BHEAPEHUE B MPAKTUUYECKYIO
BpauyebHyto paboTy Noka OTCyTCTBYET.

AednunT xenesa aBAseTcs Hanbonee 4acTo
BCTPEUYaLMMCS CPEAN HEODXOAMMbBIX INEMEH-
TOB AASl OpraHmama udenoBeka [D]. CoranacHo
AaHHbIM BO3, okono 25 % HaceneHusa cTpapaeT
OT Xene30AePULMTHON aHEMUK. TTPUUMHON STOM
aHeMUK ABASKOTCA Kak MOTEPU XeAes3a, Tak U HU3-
koe ero notpebaeHue [11, 15]. U36bITOK xene-
3a Takxe BpeAeH AAS 3A0poBbA. CyllecTBytoT
PSA FEHETUYECKU OOYCAOBAEHHbIX HapyLlEeHWM
0obMeHa Xeneso, KOTopble MOryT COMPOBOXAATh-
CSl KaK Nneperpy3Kkon Xene3om, Tak U ero Aedpu-
uuTtom [2, 3, 8, 10, 12, 15, 16].

3aboneBaHusi, CONPOBOXAAOLLMECS Nepe-
rPY3KOW XeAe30M, pa3BMBAKOTCH B pe3yAbTaTte
reEHETUUYECKNX AeDEKTOB BEAKOB, YUaCTBYHOLLIUX
B abcopbumm, TpaHCNOPTE, UCMOAb30BAHMK U XPa-
HEHWK XeAe3a B opraHname venoBeka [10]. OaHo-
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BPEMEHHO 3TM 3aBOAEBAHMA MOTYT COMPOBOX-
AATbCA aHEMWUEN PA3AMYHOM CTEMNEHU TAXECTMU.
MNpn yTOUYHEHMM XapaKTepa aHeMUU, NPOBeEAE-
HUN ANPOEPEHLMANBHOTO AMArH03a, BbiICHAET-
CA U OCHOBHOW AMArHo3 3aboneBaHus.

[eHeTYeckn 0byCAOBAEHHOE HapyLLEHWE Me-
TaboAM3Ma Xene3a C Neperpyskon opraHusma
XEeAe30M, Pas3BUTUEM HEAOCTATOUYHOCTU OYHK-
LI OpPraHOB Ha3blBAeTCA HACAEACTBEHHbIM re-
MoxpomaTo3om [2, 3, 10, 11, 16]. CywecTtBytoT
NATb TUNOB 3TOr0 3ab0AEBaHUSA, TPU U3 KOTOPbIX
HaCAEAYHOTCA ayTOCOMHO-peLeccMBHO. Kaaccu-
YECKU remMoxpomMarto3 CBfi3aH C MyTauuen
reHa HFE (remoxpomaros, Tmn 1), FOBEHUAbHbIN
reMoxpomMaTo3 CBsi3aH C MyTauMen reHa remo-
toBeArMHa (HJV) (tun 2A), rencMAUMH-3aBUCUMbIN
(HAMP) (tTun 2B) n remoxpomaros, 06yCAOBAEH-
HbI MyTaUWEN reHa, KOAUPYHOLLETO TpaHcheppu-
HoBbIK peuenTop 2 (TfR2) (tun 3). B 3aBUcKMMOC-
TV OT XapakTepa MyTaLuMKn TAXECTb 3ab0AeBaHUSA
M BO3pacT AeOHOTa KAMHUUECKMX MPOSBAEHWM
pa3amuHblie [2, 3, 10, 11, 24]. MNMpu remoxpoma-
T03€ 1-ro TMna cpeaHui Bo3pacT Havyana 3abo-
AeBaHuA — 50-70 AeT. CUMNTOMbI 3aKAKOUaAKOTCH
B CAAaBOCTW, COHAMBOCTU, apTponaTnm, NUrMeH-
TalUMKW KOXMK, pa3BUBaETCA MOPaXeHUe neyeHu,
caxapHbli AMabeT, 3HAOKPMHOMATUKU, KaPAMUO-
MMONaTUK, FTMNOrOHAAOTPOMHbIM TMNOrOHAAN3M.
[eMOrAO6UH B HOPME WAM HECKOABKO MOBbI-
leH. Yalle BCTpeyaeTca roMo3urotHas myta-
umnsa C282Y (obHapyxuaetca y 87-90 % 60Ab-
HbIX), NPY HEW MPOUCXOAMT 3aMeHa LMCTEMHA
Ha TUPO3KH B 282 kopoHe reHa HFE. OHa npu-
BOAUT K HecnocobHocTn 6Genka B3aWMOAEN-
CTBOBATb C peLenTtopom TpaHcheppuHa (TFRL
namn sTfR), B pesyabtate uero GopMmUpyeTCca AOXK-
Hblh CUFHAA O HU3KOM COAEPXaHUU Xenel3a
N YyCUAMBAETCS €ero BcacbiBaHue [3, 8, 10].
Pexe BcTpeuaetca mytaums HE3D - 310 3a-
MeHa FMCTUAMHA Ha acrnaparvH B 63 KOAOHE,
BCcTpevaetcs B 3-5 % cAyyaes, Npy AQHHOW My-
TauuMm cHuxeHne adpduHHOCTM K TfR1 meHee
BblpaxeHo [2, 3, 10, 11]. CywiecTByOT KOMMNayA-
reteporeHHble myTtauum C282Y/H63D, npu Ko-
TOPbIX KAMHUYECKUE NPOABAEHUSI MEHEE TaXe-
Able, YEM NPU KAACCUYECKOM remoxpomarose
1Tmna [2, 3, 10, 11].
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Mpn FOBEHUABHOM FEMOXPOMATO3€e CPEAHUM
BO3pacCT Hayana KAMHUYECKMX NPOSBAEHUIM OKO-
Ao 10 aet. 3aboneBaHWe C MyTaUMEN reHa re-
MotoBeArHa (HJV), pacnoAOXeHHOro B MOAOXe-
HUM 1921 (tun 2A), AU TeHa, KOAUPYHOLLEro
rencuamH (HAMP), AOKaAM30BaHHOroO B MNO3W-
umm 19913.12 (tun 2B) [2, 3, 5, 10, 24].

Mpn remoxpomatose 3-ro Tvna ¢ MyTaumen
reHa, koaupytouwero TfR2, pacnoAroXeHHOro
Ha 7g22.1, cpeAHWI BO3pacT KAMHUYECKMX MPO-
aBaeHnn - 30-40 aet [2, 3, 10].

HacaeaCTBEHHbIM remoxpomatos 4-ro Tvna
C ayTOCOMHO-AOMWHAHTHbIM HacAeAOBaHWEM Ha-
3blBaeTCcs «OOAE3HBIO PepponopTUHa», CBA3aH
¢ MmyTtaumsamu B reHe SLC40A1, pacrnoAOXeHHO-
ro B No3vumm 2932.2, KOAUPYHOLLETO Geppo-
MOPTMH - M3BECTHbIKM akcnopTep xenesa [10].
Koraa HapyLluaeTcs xene3oTpaHcnopTHas QyHK-
umna beppornopTrHa, NMPOUCXOAUT OTAOXKEHHUE Xe-
Ae3a B KyNndepoOBCKUX KAETKax MeyeHu, pas-
BMBaeTca GUOPO3, NPU 3TOM OTMEYAT HOPp-
MaAbHOE HacblILLEHWE TpaHChEPPUHA XKEAEIOM,
BbICOKWI YPOBEHb GEPPUTUHA U TUNOXPOMHYHO
MUWKPOLUMTaPHYLO aHemuto [2, 3, 10, 11, 24].

HacAeACTBEHHbINM reMOXpPOMaTo3 5-ro T1na,
TakXe C ayTOCOMHO-AOMWHAHTHbIM HaCAeAo-
BaHWEM, CBSiI3aH C TOYEYHOW MyTauMen B reHe
IRE (iron-responsive element) MHGOPMALIMOHHOM
PHK H-cybbeanHuLbl depputnHa. MNpun nameHe-
HuK IRE pa3BuBaeTcs 6onee BbICOKOE CPOACTBO
K 6enky IRP (iron-responsive protein), npu aTom
yrHetraercsa cuHTe3 H-cybbeanHULbI GeppUTUHa
N 3TO BEAET K HAKOMAEHMUIO XeAe3a B TKaHAX ve-
AOBeKa [2, 3, 10].

Kpome HacAeACTBEHHbIX BapWaHTOB remMo-
XpomaTo3a, CyLLEeCTBYET pAa OOAE3HEN, OCAOXKHS-
FOLLIMXCA BTOPUYUHBLIM reMoxpomMmato3om. OH Mo-
XeT ObiTb 0OYCAOBAEH MOBTOPHbLIMU KPU3aMM
reMOAUTUUYECKON U MeranobhacTHOM aHEeMWH,
MHOIOKpaTHbIMU MePEAUBaHUSIMU KPOBU, He-
npaBUAbHbIM A€YEHWEM MpenapaTamMu XeAesa
2, 3, 13].

Ectb 3aboneBaHus, NpU KOTOPbIX B Opra-
HU3Me YeAOBEKa He MPOMUCXOAUT aAEKBATHOrO
YyCBOEHMUS Xene3a. XXeAe30pe3nCcTeHTHas Xene-
3oamdunumnTHaa aHemusa (IRIDA - iron-refractory
iron deficiency anemia) - HacAeACTBEHHas aHe-
MUS C HapyLLeHneM obMeHa Xene3a BCAEACTBUE
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CHUXEHUSA OYHKUMM TpaHCMeMbpaHHOM cepu-
HOBOM NpoTeasbl (MaTpmnTasbl-2). IRIDA xapak-
TEPU3YeTCA NOBbILEHUEM rencuAnHa, B Pe3yAb-
TaTe CHUXaeTCA NOCTYMNAEHUE XeAe3a U3 JHTe-
POUMTOB M BbIXOA €ro U3 makpodaros. B utore
BO3HWKAET MUKPOLMTapHas rmMnoxpomMHas aHe-
MU, HE KYMUPYIOLLLAACHA nepopaAbHbIM MPUEMOM
npenaparosB xeAe3a. Mapkepom |IRIDA moxet
CAYXWTb BbICOKAsA KOHUEHTpaLMA rerncuanHa,
CHWXEHHbIE YPOBHM CbIBOPOTOUYHOIO XeAesa
n beppuThHa, ANS MOATBEPXKAEHUA AMArHO3a He-
06X0AMMO BbIABAEHWE MyTauuu reHa TMPRSS6
[10, 19, 20, 22]. Y 60AbHbIX C FENCUANH-MPOAY-
LUMPYIOLLMMK aAeHOMaMK TaKXe pa3BuMBaeTCs
Xenes3opedUumUTHasA aHeMUS PE3UCTEHTHASA K Te-
panuu npenapatamu xeaesa [7, 20, 22, 29].
AnddepeHunanbHaa AMarHocTMka npu rmno-
XPOMHON MWKPOLMTAPHOW aHEMWKU BKAKOYAET
XPOHWYECKME BOCMAAUTEAbHblE 3ab0OAEBaHUS,
FAFOTEHOBYHO 3HTEPONATUIO, ONyXOAEBblE HOAE3-
HW, YKa3aHHbIE BbILLE HACAEACTBEHHbIE U3MEHE-
HUS. TIAaH MccaepoBaHMA OBLUMPHBIA U MOXET
BO3HUKATb HEOOXOAMMOCTb YTOYHEHWUSI YPOBHS
rencuAMHa 1M NPOBEAEHUSA TEHETUYECKOW AMar-
HOCTHKM. lNpun oTCyTCTBMM addeEKTa OT npenapa-
TOB XeAe3a Mpu Npueme BHYTPb, MOXHO UCMOAb-
30BaTb MapaHTepaAbHble npenapatbl XeAesa,
XOTA U 3TO He obecneuynmBaeT NOAHOM KOMMEH-
cauuu aHemuun. OnybAMKOBaHbI CAydYan 3ddek-
TMBHOro AeuveHusa IRIDA npu oAHOBPEMEHHOM
NMPUMEHEHUN PEKOMOWHAHTHOTO 3PUTPOMO3TUHA
W NapaHTepaAbHOro npenapara xeaesa [8, 10].
ECcTb ykasaHus Ha UCCAeAOBaHMUSA MO UCMOAb3O-
BaHWIO npenapaTtoB, CHUXaKLWMX KOHUEHTPa-
LUMIO TENCUAMHA B CbIBOPOTKE KPOBU (aHTUren-
CUAMHOBbIE aHTUTEAQ, aHTarOHUCTbI rerncuaAnHa
WAM BeLLLEeCTBa, paspyLUatoLLime SHAOTEHHbIW ren-
cuamn) [10, 19, 33, 36].

OAHOM 13 M3BECTHbIX HACAEACTBEHHbIX aHe-
MW ABASIETCS [B-TaracceMust, Npyu KOTOPOK Yac-
TUYHO WUAWM NMOAHOCTBIO OTCYTCTBYET CUHTE3 Lienen
rnobuHa. OcHoBHas 0COBEeHHOCTb B-TarnacceMmumn —
M36bITOYHOE MOTAOLLEHUE XKEAe3a, UTO MPUBOANUT
K CEPbEe3HbIM MOCAEACTBUAM U CMEPTHOCTH [5].
Ha [B-TanacceMunyeckux mMblllax nokasaHo, yuTo
C TeYeHMeM BPEMEHM YPOBEHb rEMOrAobUHa
YMEHbLUAETCH, a KOHLEHTpauusa Xeaesa B ne-
UeHU, Cene3eHKe, Mouykax Bo3pacrtaet. [lepe-
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rpy3ka Xene3oM CBfi3aHa C HU3KUM YPOBHEM
rencuanHa. Y yenoBeka c¢ [-TanacceMmnen Takxe
HW3KUIA YPOBEHb TEencUAMHA, TaknMm obpas3om
Xenesa BcacblBaeTcs npu B-ranaccemum 60Ab-
we, yem Tpebyetca AN apuTponoasa. Uccaepo-
BaTeAW YKasblBatoOT, UTO MOBbILIEHNE YPOBHS
rencuarHa, npyv HaAMuMM aroHUCTOB renCUAK-
Ha, MOTyT NOMOYb B A€4EHUM aHOMAABLHOrO Mo-
rAOLLEHNSA Xenesa [D].

UTo MOXHO CKasaTb B 3aKAKOUYEHWE BCEro
M3NOXEHHOr0 B 3TOM 0630pe? Kaaccuueckyro
¢dpasy: “YacToe BCTpeyaeTcsa 4acTto, a PeAKoe —
peako!” MHoro nybAMkauui U MHOro Bpaveb-
HOro OnbiTa BEAEHWUS U A€YEeHMUA MauMeHTOB
C Xene30AedULUTHBIM COCTOAHUEM... bbiBaeT A1
NpPOCTO NPU OTCYTCTBUU addEKTa OT per opanb-
HOW Tepanuu npenapatamu xenes3a? A B CAy-
Yyasix BbISIBAEHUA MEPErpy3ku XeAe30M, Aaxe
KOrA@ €CTb pe3yAbTaT reHETUYECKOro aHaAM3a?
KcTati, 6Araropapsi UCCAEAOBAHMIO, NMPOBEAEHHO-
My B MHCTUTYTE LUMTOAOTUU U reHeTnkn HAH Be-
AapyCH, U3BECTHa PacnpoOCTPaHEHHOCTb MyTa-
unn reHa HFE y KOPEHHOro HaceneHUs Hallewn
pecnybAvKKW: CyMMapHasi yactoTa HOCUTEAEN
reHOTUMOB PUCKa (TOMO3UIOTbl U reTepPO3UroThl
no annento C282) coctaBasieT 4,5 % (M3 BUKK-
neamn). Mpu remoxpomaTo3e XeAe30 Hakar-
AMBaeTcsa B opraHuame Ao 20-60 r, npu Hop-
me 3-4r! [13].

[MocTtaBUM NMOKa MHOrOTOUME, T. K. HE BCErpa
noAyyaetca obecneuntb “Ge3onacHblM Anana-
30H COAEPXaHUA XeAeda B KAeTKax”, He BCe Aa-
6opaTopHble NoKa3aTeAu U He BCeraa AOCTYM-
Hbl AASl ONPEAEAEHUS, U HE BCe METOAbI Ae-
YeHUs1 A0 KOHUa paspabortaHbl. MccrepoBaHmMSA
NPOAOAXAKOTCA...
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