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[TPOBJIEMHAS CTATBHA

TMNOCUAEPO3 KAK ®OPMA MUKPOJ3JIEMEHTO3A
C HAPYLWWEHMUEM OBMEHA XXEJIE3A

O.A. CmupHoe*, O.H. CmupHoea

Cesepo-3amnaHblil rocyJapcTBEHHBIN MeIuIMHCKUH yHUBepcuteT uM. M.1. MeunukoBa, Cankt-IlerepOypr

PE3IOME. MukposieMeHTo3 ¢ HapyleHneM oOMeHa eJe3a IpeJCTaBiIeH TpeMsi (JopMaMu: THIIOCHUAEPO30M
(mepummToM Kene3a B OpPraHM3ME), THIEPCHACPO30M (M30BITOYHBIM HAKOIUICHUEM JKelie3a B OpraHu3Me —
MEpETPy3KON KEIE30M) U IHUCCHIACPO30M (IIepepaclpefelieHHeM XXele3a MeXIy (DyHKIMOHAIbHBIM M 3allacHBIM
¢donmamu). PaccMOTpeHBI TpEACTABICHUS O TUIOCHAEPO3€, €ro Mepuojaax, CTagusX W BapuaHTax. B passutnn
THIIOCHZIEPO3a MOTYT OBITh BBIACICHBI IIEPHUOABI: JATCHTHBIH, KIMHUKO-MOP(OIOTHUECKOH MaHU(ecTauun u
BBI3JIOpPOBIICHHA. JIaTeHTHBIN NMepHoa XapaKTepu3yeTcs YMEHBIIEHHEM 3amacHOro (OHMA Kele3a U YCHICHHEM €ro
BCAaChIBAHUs, OTCYTCTBHEM THIIOCHACPEMHHM M HOPMAIbHBIMH TeMOTrpamMMaMu Tepudepudeckoil kposu. I[lepnon
KJIMHUKO-MOP()OJIOrHYecKod MaHU(eCcTaluy THUIIOCHIEpO3a MpOTEeKaeT B JBE CTaguM — JIOAHEMHUYECKYI0 U
aHeMH4eckyro. JloaHemuueckas cTafus XapaKTepU3yeTCs CHJICPONEHHYECKHM CHHIPOMOM M THIIOCHAEpEMHEH,
HOpPMaJIbHBIMH TeMorpaMMamu Tepudepudeckoil KpoBu. B aHeMHuecKoil cTaguu CHAEPONECHUYECKHH CHHIPOM M
THIIOCUJIEPEMHUST TIPOTPECCHPYIOT, M DPa3BUBAETCsSl TJIABHBIM NpH3HAK — xene3opeduiMTHas aHemus. B nepuone
BBI3JIOPOBJICHHST HOPMAaJIM3YIOTCS KPOBETBOPEHHE, IeMOTpPaMMBbl INMEepUPEpPHUYECKOd KPOBH W COCTOSHHE OOJIBHBIX.
I'mnocuaepo3 mpencTaBIeH [ABYMs BapHAaHTAMHU: TEPBUYHBIM M BTOPWUYHBIM. [lepBUUHBIA THIIOCHIEPO3 3TO
CaMOCTOSATENbHOE 3a00JICBaHNE, OOYCIOBICHHOC MYTAalMsIMH B JKENE30-pETYISATOPHBIX T'eHAX, HAIPUMEp, JKENe30-
pedpakrepHas skene3odcPUUINTHAsE aHEeMHss B CBs3M ¢ Myrtamusimu B reHe TMPRSS6 cepuHOBO# mpoTeassi
MaTpHITas3bl 2, (GparMeHTHPYIOUIEH T'€MOIOBEINH — CHenn(pHIECKUil MOAynsaTop rencuauaa. Hanbonee gacTelii U
XOpOIIO W3YyYEHHBIH BTOPWYHBINA (IPHOOPETEHHBINH) BapHAHT THUIIOCHAEPO3a OOYCIOBICH HECOOTBETCTBHEM MEXIY
MOCTYIJICHHEM eJjle3a B OPraHu3M M IOTPEOHOCTHIO B HEM, KOTOPBIH BeTpedaeTcs NpH (PU3HOIOTHUECKIX COCTOSTHHX
1 OCJIOXKHSIET IIUPOKHUH KPyT 3a00JIeBaHHIA..

KIIFOYEBBIE CJIOBA: MUKpO3JIeMEHTO3 C HapyIIEeHHEeM OOMEHa JKelle3a; THIIOCHICPO3, IEPUOIBI, CTAIHH, Ba-
PHUAHTHL.

BBEJIEHUE

MUKpO3IEMEHTBl — XWMHYECKHE O3JCMEHTEHI,
KOTOPBIC COJIEPIKATCS B OPraHU3ME YeJIOBEKa M KH-
BOTHBIX B MAJIBIX KOJMYECTBaX, IOCTYMAlOT U3
OKpPY)KAOIIEH Cpenbl, CBS3BIBAIOTCS C OpraHu4e-
CKUMH BEIECTBAMU, CHHTE3UPYEMBIMH B KJIETKAX, U
BBITIOJTHSIOT KU3HEHHO BakHbe (yHkimu. Takue
TpeAcTaBIeHnss 00 0CcoOOM 3HAYCHHWH MHUKPOIJIe-
MEHTOB  C()OPMYJIMPOBAaHBI  OCHOBOIIOJIOXKHUKOM
yueHusi o Owocdepe, TC€OXUMUU U OHOTCOXHMHHU
B.U. Bepuaackum (1863-1945). 3aboneBanus u na-
TOJIOTHYECKHE TPOIIECCHI, BBI3BAHHBIC NEPHUIIUTOM,
M30BITKOM W JUCOATAHCOM MHKPOIJIEMEHTOB B Op-
TraHu3Me 4YeloBeKa, O0003HAYarTCsd Kak MHUKpO-
anemeHnTo3bl (MTO3). OcHOBHBIE TIOJOKEHUS Yy4Ye-
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BaxxHeWmuM SCCeHIUANBHBIM MHKpPO3JIEMEH-
TOM SIBJISIETCSl JKEJIe30, KOTOpPOe BXOIUT B COCTaB
(hepMEeHTOB U OENKOB, YJaCTBYIOIINX B KITFOUEBBIX
npoleccax *XU3HeoOecIedeHus,, MHOTHE U3 KOTOPBIX
XOpOoIIO U MOoApoOHO M3y4ueHbl. KpaTkuil mepedeHs
MOCJETHUX BKJIIOYAeT B ceOs: MEpeHOC KUCIopoaa
(reMOrnoOMH W MHOTJIIOOWH), KIETOYHOE JbIXaHHE
(bepMeHTBI 1MKIIA TPUKAPOOHOBBIX KHUCIIOT: IIUTO-
xpombl, NADH-neruaporenasza, akoHUTa3a, CYKIIH-
HaTAECTHAPOreHa3a, HU30LUUTPATACIUAPOreHas3a u 1p.),
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cunre3 JIHK wu knerounoe nenenue (puOOHYKIIEO-
TUAPEIYKTa3a), OKUCIUTEIBHO-BOCCTAHOBUTEIILHBIC
peakuuu (OKCHAA3bl, THAPOKCHIA3bl, CYNEPOKCH-
TUCMyTa3a), MEeTa0OMU3M KCEHOOMOTHKOB (ITUTO-
xpoM P-450), daronuro3 u OaKTEPUITUIHYIO aKTHB-
HOCTh He#TpodmioB (kartajiaza, MHEIONECPOKCHIA-
3a), CHHTe3 MellaHWHa ((eHIIATaHUHTHIPOKCHIIa-
3a), KaTeX0JIAMUHOB (HEHpOHAILHAS MOHOAMHHOOK-
cuja3a), CepoTOHMHA (TpUNTOMAaHTHAPOKCHIIA3A),
MeTaboIM3M raMMa-aMIHOMACIISTHON KHCIOTH U JIP.
CpaBHUTENFHO HENABHO IOKa3aHa pPOJb T'€MOBBIX
OenkoB B mporeccuare MukpoPHK, perymupyrommux
akcrpeccuto MHOTMX reHoB (Faller et al., 2007), a
TaK)Xe B KOOPJMHAIUN IIUPKAIHBIX PUTMOB U OOMe-
Ha BemiectB (Yin et al., 2007). He ynuBuTensHO, 94TO
MTO3, 00ycloBICHHBIN HAPYIICHUSIMI 00OMEHA Ke-
me3a, ObUT M OCTaeTcsi OJHWM W3 MPHUOPUTETHBIX
HaIpaBJICHUIM HCCIICJIOBaHUH, KOTOpBIC Ha pyOexke
XX—-XXI BEKOB MpHUBENIM K BOEUATIISIOLIEMY MpPO-
pPBIBY B PpacHIM(ppOBKE OCHOBHBIX MOJICKYJISPHO-
TeHETHYECKNX MEXaHU3MOB 00eCIIeYeHHs TOMEeOoCTa-
3a MeTaiia. JTOMY CIIOCOOCTBOBAJO, B YaCTHOCTH,
M3y4eHWE ITHOJIOTHUH W TIAaTOTE€HEe3a HacIleICTBEHHO-
ro remoxpomaro3a (I'X) (Cmupnuos, 2007). Jlanb-
HEHIMii mporpecc B AaHHOH OONACTH CBS3aH C HC-
MOJIb30BAaHUEM MOJICNICH JKMBOTHBIX, HOCHUTEICH
CIIOHTaHHBIX W WHIYIWPOBAaHHBIX MYTaIlHi, code-
TAIOIUXCA C HapyIIeHWSMH OOMEHa JKene3a, W C
MIPIMEHEHWEM COBPEMEHHBIX METOJUK TMO3HIINOH-
HOI'0 KJIOHMpPOBAaHHA I'€HOB U I/II[GHTI/I(I)I/IKaU;I/II/I KIJIIO-
YeBBIX JKEJIe30-TPAHCHOPTHBIX MoJieKyn (Andrews,
2008).

MUKPO2JIEMEHTO3
C HAPYHIEHUEM OBMEHA KEJIE3A:
HOMEHKJIATYPA
N OCHOBBI KIIACCUPUKALINN

B cooTBeTcTBHMU C OCHOBHBIMH KJIacCH(pUKaIU-
OHHBIMU NpPUHUUIAMH, OpeniaoxxeHHbMU A.IL. AB-
IBIHBIM U coaBTopamu, MTO3, 00ycrmoBiIeHHBIN
HapylIeHreM OOMeHa JKelle3a, MOXKET OBITh 0003Ha-
YeH KaK CUJIEPO3, a €ro OCHOBHBIC (POPMBI — KaK TH-
MoCHIePO3 (CHHOHUMBI: Kee30aehuIuT, Gpeppoe-
¢unMT, CcUAEpoNeHus), TUIePCUIEpO3 (CUHOHUMEL:
N30BITOYHOE HAKOIUICHHE, IEperpy3ka KeJe3oM —
iron overload aHrI0-aMepUKaHCKUX aBTOPOB) U JHC-
cuzepo3 (CuH.: aucOanaHc xene3a, CHHIPOM Iepe-
pacnpezeneHus keiesa Mexay ¢donmamu) (Cmup-
HOB, 2008, 2011). Kaxxnas u3 hopm cupepoza MOKeT
OBITh TpEJCTaBICHA NEPBUYHBIM (T€HETUYECKUM,
HACJIE/ICTBEHHBIM) ¥ BTOPHYHBIM (ITPHOOPETEHHBIM)

Bapuantamu. K nmepBUYHBIM BapuaHTaM CIIEIYET OT-
HOCHUTH CaMOCTOSITENIbHBIC 0OJIE3HH, aCCOLUHPOBAH-
HBIE C MyTalUsMU B JXKEJIE30-PETYIATOPHBIX T'€HAX.
B cBoro ouepens, BTOpUYHBIE BapHaHTHI CHIEPO3a
IIPEACTABJICHBl IATOJOTMYECKUMH COCTOSHUSIMU U
CUHIPOMAaMH, IATOTEHETUYECKU CBS3AHHBIMU C Pas3-
JUYHBIMU 3200JICBaHUSMH, TEUEHHE KOTOPHIX OHHU
OCJIOKHSIOT. K BTOPUYHBIM TakkKe CIeAyeT OTHO-
CUTb CHUJAEPO3bl TEXHOICHHOI'O U SITPOr€HHOIO IIPO-
HACXOXK/EHUS.

IT'MnnOCHUAEPO3:

HEPUO/bI, CTAAUU, BAPUAHTDI

I'mmocunepoz (I'TIC) — dopma MTO3, npen-
CTaBJieHHasi 3a00JIeBaHMAMH M NATOJIOTHYECKUMHU
mporeccamMmu, 00yCIIOBICHHBIMU Ae()UIIUTOM KeJie3a
B opranusme. [lo muenuto skcnepros BO3, I'TIC
OTHOCHUTCS K HanboJiee pacripoCTpaHEHHBIM MaTOJO-
THYECKHUM COCTOSTHHSIM, TIOCKOJBKY WM CTpajiaeTr
MIPAKTHYECKN KaXKAbIH 1ol sxutens 3emuu (WHO,
2001). Cunmpom nedunuta x)enesza XapakTepusyer-
Csl CHIDKEHHEM (OTCYTCTBHEM) MOOWIM3YyEeMBIX 3a-
MIaCOB MUKPORJIEMEHTa B COUETAHWH C MPU3HAKAMU
HapyIeHus: o0ecrieueHus JKeJle30M TKaHed U opra-
HOB, BKIIO4ast 3puTpoH. B ycnoBmsix ['TIC mapyma-
IOTCSl HE TOJIBKO CTPYKTYpa U (YHKIUM OTIEIbHBIX
OpPraHoB, HO M HEHpPO-TyMopaibHas PEryysiuusi To-
MeocTas3a B 1enoM. [loaroMy, HECMOTps Ha MHOTO-
YHCJICHHBIE U Pa3HOOOpa3HbIE TeMATOJIOTHUECKUE U
HETEMaTOJIOTUYECKUE  KIMHUKO-MOP(OIOTHYECKUE
MPOSIBJICHUSI JKeJIe301e(UIMTHBIX COCTOSHHUM, WX
Hauboliee 3HAYMMBIMH MEJMKO-COIHAIbHBIMU TIO-
CIIEZICTBUSIMH CUMTAIOT HapyLICHUS MO3HaBaTelb-
HBIX CIIOCOOHOCTEH, MHTEIEKTYaJILHOTO, TICHXOMO-
TOPHOTO M (PU3NYECKOTO Pa3BUTHS JETEH, a TaKkKe
CHIKEHUE UMMYHHOTO cTaryca M paboTocmocoOHO-
CTH y JIUI] pa3HbIX Bo3pacTHRIX rpymmn (WHO, 2001;
Kyxosckas u ap., 2017). Kpome Toro, xemezoze-
¢unur y OepeMeHHBIX MOBBHIIACT PHCK Pa3BUTHS
MEpUHATATBHON MAaTOJIOTUH y HOBOPOXKICHHBIX H
CIOCOOCTBYET YBEIMUYCHHIO OOIICH ETCKOW CMEepT-
HOCTH.

I'unocuaepos SIBISETCS CICICTBHEM JUIATEIh-
HOTO OTPUIATENHLHOTO OajlaHca Xkele3a W MPOXOIUT
3Tarbl OT HOPMAJIBHOTO COCTOSIHUSI OOMEHa MHUKPO-
JJIEMEHTa C €ro 3amacaMH pa3HON BETUYWHBI, N0
xenezoneduuuTa 0e3 aHeMUu U, HAKOHell, A0 aAedu-
nuTa xenesa ¢ anemueit (WHO, 2001). Takum obpa-
30M, xene3onedurntHas anemus: (JKJ{A) otHocHTCS
K YHCIY MO3JHUX KIMHUKO-MOP(POIOTHYESCKHX MPO-
srenuit I'TIC. IlosToMy B HaceneHHH 3eMIIH YHCIIO
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JUIL ¢ Kene301eUIMTOM 0e3 aHEeMHU 3HAYUTEIHHO
MIPEBBINIACT YNUCICHHOCTh OOmpHBIX JKIA, mocth-
raromryto 1,2 mapn gyenosek u 6onee (Camaschella,
2019). Tem He MeHee, Oaaronapst IPOCTOTE U OOIIIe-
JOCTYIHOCTH JWArHOCTUKHM C TOMOIIBIO PYTHHHBIX
reMaToJIOTHIECKHX TecToB, JKJIA mprobpena cratyc
HE TOJNIBKO BIIOJHE CAMOCTOSTEIHHOW HAaydHO-
MIPAKTHYECKOH W MEIUKO-COIMALHON TPOOIEeMEBI,
HO ¥ HEPEJKO OTOXKAECTBISIETCS C JKene30AeuInT-
HBIM COCTOSTHHEM B LIEJIOM.

OcuoBuble nepuoasl I'TIC. B cooTBeTcTBHU C
0o0IMMH TTONIOKEHUAMHU ydaerus o Oonesnn (Capku-
coB, 1988) u mpUBEACHHBIMHU BBIIIE MPEACTABICHU-
SIMH O TIaTOTeHe3e jkKene30/e(UIuTa B Pa3BUTHH H
teueHun ['TIC HeoOX0AMMO BBIAETATH CIEAYIOIINE
OCHOBHBIE Tieproabl: 1) nmateHTHbIH (OeccuMOTOM-
HBIH, DOKIMHUYECKUH); 2) pa3BEepHYTHIX KIMHHUKO-
AHATOMUYECKHX TPOSIBICHNUH; 3) BBI3IOPOBICHHUS.

Ilepuoo kaunuxo-mopgonocuueckoll manugpe-
cmayuu MOXeT OBITh TIOJpa3/ielieH Ha JT0aHeMUde-
CKYIO (THIIOCHIICPEMHUYECKYI0) U aHEMHUECKYIO (CO-
yeTtanue runocugepeMun u XKJ1A) craguu.

Jlamenmmuwlil nepuoo XapaxTepu3yeTcsi YMEHb-
IIeHreM 3aMacHoro (JOHZA Kelle3a M MOBBIIICHHEM
€ro KWIIeYyHOUW abcopOIy, HOPMANBHBIMH ITOKa3a-
TeasiMu oOMEeHa JKelne3a W reMorpaMMamMu nepude-
puueckoi kposu. Jlumb HeOoMbIIas YacTh OONBHBIX
MPEIbABISET KanoObl Ha ¢1a00CTh U HEJJOMOTaHHE.
Knunanueckass muarsnoctuka I'TIC B aToM mepuoje
CJIOHA, TIOCKOJIBKY TPSIMBIE TTOKa3aHUS K UCTIONb-
30BaHUIO MaJIO TOCTYIHBIX CITOCOOOB M3yUEHUS Me-
TabonM3Ma Kenesa, MPUMEHSIEMBIX, TJIIaBHBIM 00pa-
30M, B (yHAaMEHTAJIbHBIX M SKCHEPUMEHTAIBHBIX
UCCIIEIOBAHUAX, OTCYTCTBYIOT. Peub wmzaer, Hampwu-
Mep, 00 OIEHKE CKOPOCTH BCACBIBAHUS H30TOIIOB
Keye3a B JKeTyJOYHO-KUIIEYHOM TPAaKTe M BEIUYH-
HbI MOOMJIM3YyEeMBIX €ro 3alacoB, U3MepeHnu abco-
JOTHOTO ¥ OTHOCHUTENIEHOTO COZAEPKaHUI METalia B
ouonTarax neuenu (Ilerpos, 1982).

Ilepuoo kaunuxo-mopgonocuneckol manugpe-
cmayuu I'TIC xapakTepu3yeTrcs BEChbMa MHOTOYHC-
JICHHBIMU KITMHUKO-MOP(HOIOTHIECKIMH | J1abopa-
TOPHBIMH TIPOSIBIICHUSIMH, COBOKYITHOCTh KOTOPBIX
(dhopMUpyeT Tak Ha3BIBAEMBIH CHACPONIEHUIECKUAN
CHUHJIPOM, OTIMCHIBAEMBIH B Pa3IMUYHBIX MCTOYHUKAX
cxoaHbIM 00pazom (Maenscon u ap., 2005; Hoffman
et al., 2012; Pymsanues u np., 2015). Cuaapom cBu-
JIETENIbCTBYET O MPOTPECCUPOBAHUU U JITUTEILHOM
CYIIECTBOBAHUN JKeJe30/e(hUINTa, U BKIIIOYAET B
ce0s IBe OCHOBHBIE TPYMIIBI MPU3HAKOB: 1) Herema-
TOJIOTUYECKHE; 2) TeMaTOIOTHYECKHE.

[lepByw Trpynmny HOpeaCcTaBISIOT U3Me-
HEHUS B OpraHax U TKaHAX, OOYyCIIOBICHHBIC
YMCHBIIIEHUEM TKaHEBOro (KJICTOYHOIr0) (hoHIa *Ke-
Jie3a, KOTOPOE BXOJUT, IIaBHBIM 00pa3oM, B COCTaB
MHUOTJIO0MHA M Pa3IUuYHbIX (epMEHTOB (IUTOXPO-
MOB, KaTaja3, MepOKCHUa3, ICTHAPOTeHa3, peayKTas
n gap.). CHmwkeHne (QYHKIMOHAIHLHOW AKTUBHOCTHU
(hepMEeHTOB MPHUBOJUT K pa3HOOOpPa3HBIM MeTabOoIH-
YECKUM CIIBUTaM. B 4acTHOCTH, HapyIIaeTcs TpaHC-
MOPT IIEKTPOHOB M cuHTE3 AT®D B MUTOXOHAPUIX
M, CIICZIOBATEIbHO, JHEPreTHUYSCKOEe O0eCIeUeHUe
MPOIIECCOB JKU3HEEATEIILHOCTA KJIETOK U OPTaHOB.
[ToaTomy GONBHBIE TIPEIBSBIISIOT KAIOOBI, TJIABHBIM
obpa3zom, Ha cnaboCTh, YTOMIISIEMOCTh, OOIIIEe
HEJOMOTaHUE M CHI)KEHHUE TPYI0CIIOCOOHOCTH.

Bropas rpymnmna NpuU3HAKOB KIMHUKO-
Mopdonornyeckoir manudecranuu I'TIC BrIrO4YaeT
1a00PaTOPHBIC TIPOSBICHUS THIIOCHIEPEMUHN, KOTO-
pasi Ha MEPBBIX MOpPaxX COYETAETCS C HOPMAIbHBIMH
reMorpamMmmamu nepudepudeckoil kposu. O THIIOCH-
JIEpeMHUr  CBUAETEIbCTBYIOT: CHIDKEHHE YPOBHS
dheppurrna chiBopoTKH (PC) U CTETICHN HACHIIICHIS
tpancdeppuna xenezom (HTXK), moebliiieHne KoH-
LEHTpaluu TpaHchepprHa W SKCIPECCHH PaCTBO-
pPUMOr0 perenTopa 3pUTPOLNUTOB K TpaHcheppuHy,
yBeTUUeHHE OOIIEeH >Kene30CBI3bIBaoLIel Ccroco0-
HOCTH CBIBOPOTKH KpoBH. C y4eToM TOro o0CTOs-
TEJIbCTBA, YTO TAaKOW IeMATOJIOTMYECKUN NpU3HAK
I'TIC, xak XXJIA oTcyTcTBYeT, JaHHAS CTAHUSI MOXKET
OBITh 0003HAUCHA KaK QOAHeMU1eCKdsi TN TUTIOCH-
JiepeMudecKast.

JlanbHeliee CHW)KCHHE JOCTaBKH JKene3a B
KOCTHBIA MO3T TIPUBOJUT K YMEHBIIEHHIO €r0 BKITIO-
YeHHs B TEMOTJIOOMH CO3PEBAIOIINX SPUTPOLIUTOB U
pazButuio KA. ITocneauss 1OKyMEHTUPYET Tiepe-
XO0Jl JOaHEMHYECKOH CTaJuu Tepuojia KINHUKO-
Mopdonorndeckoit Mmanugecranuu ['TIC B anemuue-
CKYI0.

I'emorpaMMBl W KapTHHBI KOCTHOMO3TOBOTO
kpoBeTBopeHus mpu JKJIA emnHOOOpa3HO BOCIPO-
M3BOIATCS B Pa3IMYHBIX PYKOBOJCTBaX. B Mazkax
nepudepruaeckoil KPOBHU BBISBISIOTCS 3PUTPOTICHHUS,
MUKPOIIUTO3 U TUMOXPOMUS, aHU3OIUTO3 U TIOWKH-
JIOIIUTO3, U3pEKa — MUIICHCBUIHbBIC 3PUTPOIIUTHI.
Jmarnoctnyeckoe 3HaUE€HUE UMEET CHIDKEHHE KOH-
[EHTPAIMN TeMOTJIO0WHA, IBETOBOTO IOKA3aTelsl U
TeMaTOKPHUTa, YMEHBIIIEHHE CPETHUX BEIUYHH O0H-
€Ma APUTPOIIUTOB, COACPNKAHUS M KOHICHTPAI[MH B
HUX TemorinoOuHa. JledikonurapHas Qopmyrna 0e3
CYIICCTBCHHBIX W3MeHeHui. [lyHKTaThl KOCTHOTO
MO3ra XapakTepU3YIOTCS HOPMAJIbHOW KJIETOYHO-
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CTBIO WJIM YMEPEHHOW TUNepIUIa3ueil 3pUTPOUTHOTO
POCTKA C 3aJIepKKOH CO3PEBaHUS SPUTPOUIHBIX KIle-
TOK Ha YpPOBHE TMOJIUXPOMATO(IIBHBEIX HOpPMOOIIa-
cTOB. B mpemnapaTtax orMedaeTcs UCUE3HOBEHUE I'pa-
HyJ TE€MOCHAEpPHHA H3 Makpodaros, yMEHBIIECHHE
KOJIMYECTBa CUAEPOOIACTOB, HEPOBHOCTH KOHTYPOB
W BaKyoJIM3alysl LUTOIUIA3Mbl TMPEIIICCTBEHHUKOB
SPUTPOLIUTOB.

W3MeHeHnss B opraHax M TKaHIX, IPEUMYyIle-
CTBEHHO aTpo(UUecKue, Ha aHEMHUYECKOH CTaguu
I'TIC mporpeccupytor, 4eMy CIIOCOOCTBYET Hapac-
Talomue AeguuuT jKele3a M TUHOKcus. bonbHble
MPEIbIBISIOT MHOTOYMCIICHHBIE KaJI00bI Ha PE3KYI0
c1aboCTh, OBICTPYIO YTOMIISIEMOCTb, OJIBIIIKY IPH
(hm3ryecKoil Harpy3Ke, TOJIOBOKPYKEHUS B 0OMOpPO-
KM, HapyLICHUSI CHA, HEBO3MOXKHOCTh COCpPENOTOYe-
HUSl BHUMaHMS, CHIKCHHE IaMATH, IMOBBIIICHHYIO
BO30YANMOCTb WM ACTPECCHI0, OONM B JIEBOU TO-
JIOBHMHE TPYTHOHM KIETKH U cepAueduenue u ap. Ya-
CTO OTMeuaeTcs H3BpaileHue Bkyca (pica chloro-
tica), Tara K moemaHuio JbAa (marodarus), 3eMIH,
MeJa WIu TInHB (reodarus), kpaxmana (ammnoda-
rusi), Bonoc (Tpuxodarus) U IpPYrue OTKIOHEHWS.
[Tpu ocMoTpe OONBHBIX OTMeUaeTcsi cyxas, OienHas
KOXKa CO CBOEOOpa3HBIM 3EJICHOBATHIM OTTEHKOM,
onaromapsi kotopomy cocrosaue ['TIC BIIOTH 10
Havana XX Beka 0003Ha4Yaloch Kak «xjopo3y. llpu
3TOM BOJIOCHI CyXH€, HCTOHYEHHBIE, JIOMKHE, CO
CKJIOHHOCTBIO K MOCE/ICHUI0; HOI'TH ITOMHUMO JIOMKO-
CTH, CTAHOBATCA 60pO3I[‘IaTI)IMI/I, IIOJIOCAaThIMU H
MPUOOPETAIOT JIOKKOOOpa3Hyo ¢GopMy (KOMIOHH-
xust). Haubornee Tskenbie MOpakeHUs pa3BUBAIOTCS
B OpraHax »ejlyJOYHO-KHUIIEYHOro TpakTa. Xapak-
TEepHBI TPEUIMHBI B yriax pra (3aemsl), atpodmde-
CKHH TJIOCCHT W CKIIaadaTast nedopmanus B meiHOM
OTJeNie MUIIEBO/IA, COMPOBOXKAAIOMasICS AuCharuei.
B coueranuu ¢ KA 3Ti uzmeHeHus: GpopMupyroT
cunapoMm Ilnmammepa—Buncona. B ocHoBe maroso-
MM THIIEBOAA, paccMaTpUBaeMoOil Kak Mpeapax,
nexaT aTpous CIM3UCTON 000I0YKH U BOCTIaJICHUE
CPEIOHHX CIIOEB CTEHKH, KOTOpOE MOXKET pacipo-
CTpaHATHCA Ha MBIIICYHYIO O6OJIO‘IKy C UCTHHHBIM
Cy’KEHHEM IIpocBeTa oprasa. IIporpeccupyror cBoii-
crBennble [TIC aTpoduueckrie M3MEHEHHSI B CITU3H-
CTBIX 000JI0YKAaX >KEJIyIKa 1 TOHKOH KHILKH.

[lepeuncnenHble BbIlIe HETEMATOJIOIMYECKHUE U
remMaroyiorndeckue npusHaku u Mapkeps! I'TIC nas-
HO W HIMPOKO HCIIOJB3YIOTCA B AUArHOCTUKE 3TOI'O
cocrositHug. Hamomumnm JIMIIb, YTO pacCliO3HaBaHUC
I'TIC na noaHemuueckoi crtaauu TpeOyeT 00s3a-
TEJILHOW OLIEHKH COCTOSHHA ()OHIOB, 3a11acoB U 00-

MeHa jkene3a. M3BecTHO, B YaCTHOCTH, YTO C BEJH-
YMHOW 3aIacoB Kejie3a B OpraHu3Me Haubolee OT-
4eTnuBo KoppenupytoT creneHb HTXK m koHnen-
tparust OC. Tak, konnenrpamus OC 15 Mkr/n u
HUKe ¢ OONBIION BEPOSTHOCTHIO MOATBEPIKIACT JH-
arHo3 I'TIC maxke mpu HOpMaJbHBIX T'eéMOTrpamMmax
nepruepuIecKoil KPOBU W HANWYHUU Y OOIBHOTO OT-
JeNBHBIX Kalo0 Ha cIad0CTh W YTOMIIIEMOCTb.
HeiicTBUTENnbHO, 3()(EKTUBHOCTD MIPENapaToB >Kelie-
32 y HEaHEeMUYHBIX JKEHIIWH, MPEAbIBISBIINX XKa-
700bI HA HEJIOMOTAHHWE, B CIIydasX CHWKCHHS KOH-
nenTpanuu OC okazanace Oosee BHICOKOH, HEXENN
4eM MpH HOPMAJbHOM 3HAYCHWH 3TOTO Mapkepa
(Krayenbiihl et al., 2011). Caenyer numb MOMHHUTS,
yTo KOHIeHTpanuss OC TOBbIIIEHA NP MHOTHX
BOCHAIIUTENBHBIX 3a00JI€BAaHUAX W, B YAaCTHOCTH,
npu OOJNE3HSIX MEYEeHH C HUTOJUTHUYECKUM CHHIPO-
MoMm (Dezier et al., 1992). CkazanHoe BBbIIIE MO/
TBEPXK/IAeT IPABOMOYHOCTh PEKOMEHIANNI onpejie-
nath KoHIeHTparuo ®C w/unu crenenp HTXK y na-
LIMEHTOB MPHU TNEPBOM XKe OOpaIllleHHH K Bpady IO
JM000MY TIOBOIY. DTO MO3BOJUT BBISIBIISTH JIHIL KAK C
neguuuToM (B MEPBYIO OYepeab HAa JOAHEMUYECKOM
craguu ['TIC), Tak w C Teperpy3Kou Keiae3oMm
(Herbert, 1992).

Bapuantel I'IIC. PaGouas ximaccudukarims
I'TIC, xak oOmiero aeduimTa *eie3a B OpraHu3Me,
BKJIFOUaeT B ceOs 1Ba BapuaHTa: 1) nepsuunsiil (ee-
HemuuecKull, HACIeOCMBEeHHbIN); 2) 6MOPUYHDBLI
(npuobpemennwiit) (Tabmuma). M3sectHo, uto XKIA
ABIISIETCSI OJHUM M3 TPU3HAKOB psAa HACIE/ICTBEH-
HBIX 3200JI€BaHUI, KOTOPBIE aCCOIMUPYIOTCS C MY-
TalUsMH B TeHaX, PETYJIUPYIONIUX BCACHIBAHUE,
TpaHCIIOPT M OkucieHue xene3a (Andrews, 2008;
Donker et al., 2014). Myranuu, Hanpumep, JTOKaIU-
sytorcs: B rene SLC11A2 — ummoprepa xene3a B
sutepornutax DMT-1 (Divalent Metal Transporter-
1), B rene GLRXS5 rmtorapenokcrnHa 5 — ydacTHHKA
OounocuHTe3a xene3o-cepHbix (Fe-S) kmactepos B 9H-
TepouuTax, B rene TF — kene3o-TpaHcnopTHOro
Oenka tpancdeppuna, B rene CP nmasmennoit dep-
pokcuaasel mepynomiazmMuHa 1 B reHe TMPRSS6
CEpPUHOBOM MpoTea3sl MaTpuritazsl 2 (Matriptase 2)
— CHEeIUPUIECKOTO HHTHONTOpa SKCIIPECCHH TETIIIH-
muHa. OnHako mpu 3a0o0JieBaHUSAX, O0YCIIOBICHHBIX
MyTallMsIMU B TIEPBBIX YeThipex reHax, KA coue-
TaeTcsl ¢ mepepacnpeesicHueM Kejle3a U Ieperpys-
KO MeTaJyIoM 3a INpeAesiaMy 3pUTPOHA, UYTO CBOK-
CTBEHHO Awccuaeposy. [loaTromy m0 OTHOCHTETHHO
HEJaBHETO BPEMEHU €IMHCTBEHHBIM M3BECTHBIM 3a-
OoneBaHNeM, TP KOTOPOM Pa3BHBAETCs OOIIUI JKe-
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71e30e(QUIUT, COOTBETCTBYIOLIMM KPUTEpUSIM Iep-
BuuHoro ['TIC, Ovima peodxas oicenezo-pegppaxmep-
nasn JK/A (OKPX/A) — Iron Refractory Iron Defi-
ciency Anemia (IRIDA), accouuupoBanHas ¢ MyTa-
uusamu B rene TMPRSS6, nokanuzoBanHoM B Xpo-
mocome 12ql12-q13 (Du et al., 2008). «duxwnii»
TMPRSS6 xommpyeT TpaHCMeMOpaHHYIO CEpHUHO-
BYIO npoteasy Il Thna, noiay4duBInyr0 Ha3BaHUE Mat-
puntaza 2 (Matriptase 2) U 3KCHPECCUPOBAHHYIO
MPaKTUYECKU TOJBKO B medeHu. PepMeHT crocoOeH
THIPOJIN30BaTh PUOpHUHOTEH, (UOPOHEKTHH, KOJIa-
red | Tuma, a Taxke QparMeHTUPOBATH TE€MOIOBEINH
— cnenru(u4ecKuil MOAYJATOP >KEJIEe30-perysiTop-
HOT'0 TOPMOHA TeIICHINHA.

Takum o60pazom, maroreHe3 JXPXXJIA, kak
nepsuuHoro Bapuanrta ['TIC, cBA3aH ¢ MOBBIIIEHHEM
SKCHPECCHU TENCHAWHA H3-32 HECHOCOOHOCTH [ie-
(hekTHON MaTpunTas3sl 2 TOJABISTH €0 CEKPEIUio

IyTeM pas3pyLIeHUs I€MOIOBENMHA. [emcuanH, B
CBOIO OYepellb, YTHETAeT HKCIIOPT JKejie3a U3 IHTe-
POLIMTOB B IJIa3My KPOBH IIyTEM MHTEpHAINU3ALNU U
nerpagaudd GeppornopTHHa — TPaHCMEMOPaHHOTO
MepeHOoCUrKa MeTaa.

Bropemm 3aboneBaHueM, MNPETEHAYIOIMM Ha
BKIIOYeHHe B rpymry repsudaoro [TIC, sensercs
YpEe3BBIYANHO PEAKUI BAPUAHT MUKPOYUMAPHOU 2U-
NOXPOMHOU aHeMUl, ACCOYUUPOBAHHOU ¢ Mymayue
G75R 6 cene SLCI11A42 (Blanco et al., 2009). Otot
reH kogupyer DMT-1 — nepeHocuuk xemnes3a u3 mpo-
cBeTa 12-nepcTHOM KUIIKK B LUTOILIA3My SHTEPOLU-
TOB 4epe3 alnMKalbHYI0 KaeMKy 3THX KJeToK. OTMe-
THM, YTO aHEMHs, aCCOLMUPOBAHHAS C APYTUMH MY-
TalusIMU B JaHHOM TeHe, Hanmpumep, E399D, a takke
y nonHbIX rerepo3uroT mo R416C u ¢.310-3_del CTT
MyTaIsIM, COYETAETCsI C Meperpy3Koil MeueHu sxese-
30M, YTO XapPaKTEPHO LIS AUCCHUAEPO3a.

Tabauya. Pabouas knaccugpukayus zunocuoeposa

Bapuants! runocuneposa

[lepBuuHkIil (reHeTHYECKU, HACTIEACTBEHHBDIH)

Bropuunslii (mpuoOpeTeHHbIi)

1. XKene3zo-pebpakrepras xene3oaehUUUTHAS AHEMHUS, ACCO-
nuupoBaHHas ¢ myrauusmu B reHe TMPRSS6, konupyroniem
CepHHOBYIO TpoTeady Matriptase-2, HMHTHOHPYIOLIYIO TIe-
MOIOBEJIMH — CHELHU(PHUUECKUH MOIYJIATOP IKCHPECCUH TelNIy-
JIMHA.

2. MukpouurtapHas TUIIOXPOMHas aHEMHs, aCCOLIMMPOBAHHAs C
G75R myraumeii B rene SLC11A2, xomupyromem DMT-1 —
MIEPEHOCUHK JKeje3a Yepe3 alMKaIbHYIO IIOBEPXHOCTb SHTEPO-

IUTOB 12-IepCTHOM KUIIKH.

JlaTeHTHBIN U KIMHAYECKH MaHH(ECTUPOBAHHBII THIIOCHICPO3
¢ xene3oneuIUTHON aHemMueil, 00yCIIOBICHHBIN HEAOCTATOY-
HBIM TOCTYIJIEHHEM KeJle3a MM MOBBIIIEHHOW MOTPEOHOCTHIO
B HEM.

Heoocmamounoe nocmynnenue sicenesa:

1. Hapymienue BcachIBaHMS Xej€3a: SHTEPHT, TIIOTEHOBAsI 3H-
TEpONaTHUsl; PEe3eKUUs KeTyJKka U TOHKOW KHIIKH; aJeHOMBI
MeYEeHH C TMIEPIKCIPeccHeil rerncuanHa.

2. CHmwKeHue CoIep)kaHMs jKele3a B IUIIE: BEreTapHaHCTBO;
rOJIOJaHNE/aHOPEKCHSL.

Tosvumennas nompebnocme 6 sicenese:

1. ®usnonoruueckre COCTOSHUSA: OEPEMEHHOCTh U JIAKTaIMS;
TMEPHOJIBI POCTA JIETEH U MOAPOCTKOB.

2. Ananranus B ycnosusix Cesepa.

3. Ilotepu xkemne3a: KPOBOMOTEPH; PETYISIPHOE JOHOPCTBO.

Ileproas! TeueHUs TMIIOCHIEPO3a U UX XapaKTEPHCTHKA

JlaTeHTHBIH nepuox

Tepron xIHMHUKO-MOP(OIOrHIECKOH
MaHHU]ecTanuu

HepI/IOZ[ BbI3JOPOBJICHUS

VMeHblIeHHEe 3amacHOro (GoHga
(IIe4E€HOYHOT O JIETO) Kee3a
VCKOpeHHOE BCachIBaHUE JKeye3a

1. Joanemuueckas cTajausi: CUAECPONECHUYECKUN
CUH/IPOM; THUIIOCUIEPEMUS

2. AneMuyeckasi CTaJusi: POTrPECCUPYIOIIUNA CU-
JIEpONEHUYECKUI CHHIPOM; IPOrpeccCHpyomas
THITOCHUACPEMUS; KelIe30AeDUIINTHAS ~aHEMUS,
TUNEpIUIa3us SPUTPOUTHOIO POCTKA KOCTHOTO
MO3ra C 3aJIepKKOH CO3pEBaHUs IPUTPOUIHBIX
KJIETOK Ha YpPOBHE IOIUXPOMATO(PHIBHEIX HOP-

MOOJIaCTOB.

Hopmanuzanus npouecca spurpornod’sa
Hopmanmzanus mokaszareneit nepude-
pHUUYECKOI KPOBH M OOMEHa JKee3a
Hopmanuzanus coctostaust 00JbHBIX.
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C HAPYHIEHMEM OBMEHA JXEJIE3A

Heo0xonnmo mogyepkHyTh, YTO MpPH JICYCHUH
0oipHBIX JKPXKIIA B CBSI3M C PE3UCTEHTHOCTHIO 3a-
0oJeBaHMS K IMEPOPATFHBIM IIpeTapaTam jKee3a J10-
CTI)KEHHE YacTHIHOTO 3(h(deKTa BO3MOXKHO JIHIITH
Mpu TMPUMEHEHWH TMapeHTepanbHbIX cpeAcTB. [lo-
ckonbKy marorene3 JXKPXKIIA cBs3an ¢ O10kupoBa-
HUEM  BCAaChIBaHUS MeTajlla B  JKEJIyJIOYHO-
KHIIEYHOM TPaKTe OOJNBHBIX U30BITOYHO CEKPETHPY-
€MBIM TETICHANHOM, TTePCIIEKTHBHI B JIEYCHNHN TaIlH-
€HTOB CBSI3aHBI C UCTIOJIH30BAHUEM aHTHTEIICHINHO-
BEIX mpemnaparoB. llogoOHBIE cpencTBa, KOTOpHIE
pa3pabaThIBalOTCS U YK€ MPUMEHSIOTCS B Tepanuu
OONBHBIX aHeMHel XPOHMUYECKOW Ooyie3HH, Mpen-
CTaBJICHbl AHTHUTEIaMH K TOPMOHY, OJloKatopamu
JKCIIPpECCHH TEeTCHUANHA W €ro MOAYJSITopa Te-
MOIOBEJIMHA, B TOM YHCIIE 3pUTPodheppoHOM — He-
JAaBHO  OTKPBITBIM TOPMOHOM  3pHUTPOOIACTOB
(CmupHOB 1 11p., 2016).

B ocHoBe BTOpHYHOTO (MPHOOPETEHHOTO) Ba-
puanta I'TIC 7neKUT HECOOTBETCTBHME MEXIYy IIO-
CTYIUICHHEM >KeJie3a B OPTaHU3M M TOTPEOHOCTHIO B
HeM. OTo HauboJjiee 4YacThli, OOIIEH3BECTHBIH U
riryooko wmiydeHHbsd [TIC, xoTopeiii BcTpedaercs
npu (U3UOJIOTMYECKHX COCTOSIHUSIX, COYETAeTCs C
mpoleccamMy aJanTaldd OpraHu3Ma M OCJIOXKHSET
IIHUPOKUK Kpyr 3aboneBaHuil (cM. Tabmuimy). OT-
KpPBITHE KENe30-PEeTyIATOPHOTO TOPMOHA TE€YEeHU
TeTlICHINHA TI03BOJIMJIO J00aBUTh K TIEPEYHIO II0-
CIIETHUX PEeIKHEe aJeHOMBI ITOTO OpraHa, COIPO-
Boxatomuecs pedpakrepHor XKJIA. B momoOHbBIX
HaOJIOEHUSIX OTMEUEHO, YTO TMOCIE PEe3eKIHH HO-
BOOOpa30BaHUN y OOJBHBIX CIIOHTAHHO MPOUCXOIH-
Jla HOpMaln3anus KapTHUHB KpoBH. OKa3anock, 4To
KIIETKA aJIeHOM OTJIMYaINCh BBICOKAM YPOBHEM
skcnpeccud mRNA rencuanHa, TOpMO3SIIUM BCa-
ChIBaHMC Xkelie3a B kumieunuke (Weinstein et al.,
2002). B nenom amarnoctuka BropuuHoro ['TIC B
JATEHTHOM U, OCOOCHHO, B KJIWHUYECKH MaHU-
(hecTHpOBaHHOM TIEpHOAE KaK Ha J0AHEMHUYECKOU
cTaauu, Tak u npu pa3sutuu KA, a Takxke cnoco-
OBl TPOPUIAKTUKHA ¥ JICUeHUsS] OONBHBIX AETaIhHO
pa3paboTaHbl, MOPTOMY MBI HE CTABWIIM CBOEH Iie-
JIBIO UX 00CYKIICHHE.

3AK/IIOYEHHUE

I'umocunepos kak GopmMa MUKPOIIEMEHTO3a C
HapylIeHreM OoOMeHa jene3a (CHIep03a) OTHOCHTCS
K OJIHOMY U3 HauOoJiee pacipOCTPaHEHHBIX MMATOJIO-
TUYECKUX COCTOSIHHM y >kuteneit 3emiu. ['unocume-
pO3 SIBISIETCS CJICICTBUEM JJIUTEIHLHOTO OTpPHIlA-

TEJILHOT'O OajaHca jKejle3a W MPOXOJIUT JITallbl OT
HOPMaJIbHOTO COCTOSIHMSI OOMEHa MUKPOJJIEMEHTA C
€ro 3armacamyl pa3HOW BEIUYMHBI, 10 XKele3oaedu-
nuTa 0e3 aHeMHH U, HAaKOHEIl, /10 NeduIuTa Kenesa
¢ a"emueid. [loaToMy B ero pa3BUTHH MOTYT OBITh
BBIJICJICHBl TPHU TEPHOJA: JIATEHTHBIH, KIUHHKO-
MopdoJoruyeckoll MaHU(ecTallid U BBI3ZIOPOBIIE-
Husi. JlaTeHTHBIA MepUoJ] XapaKTEpPU3yeTcs HOp-
MaJbHBIMU T€MOTpaMMaMH Tiepru(eprudecKkoil KpoBr
Y TIOKa3aTensiMu OOMEHa JKeye3a, YMEHBIIICHUEM 3a-
nacHoro (poHAa ¥ ycHUJICHHEM ero BcachiBaHus. lle-
pUOI  KIMHUKO-MOP(OIOrHYeCKOr MaHU(ecTaI|uu
THIOCHIEPO3a POTEKAET B JBE CTAUH — JOAHEMH-
YecKyl0 W aHeMuuecKkyro. JloaHemudeckas CTaust
XapaKTepU3yeTcsl CUICPONECHUYECKUM CHHAPOMOM,
TUIIOCUACPEMHIE W HOPMAaTbHBIMH T€MOTPaMMaMU
nepuepruvIecKkoil KpOoBH, aHEMUYecKas — JKeJe30.e-
(unuTHON aHemuell Ha (hOHe MpPOrpeccHpPOBaHUS
CHJICPOTICHUYECKOTO CHHIPOMAa W TUIOCHICPEMUH.
B nieprozie BBI3IOPOBICHUS HOPMATM3YIOTCSI KPOBe-
TBOPEHHE, TeMOTpaMMbl NepuepruuecKoil KpOBU H
COCTOSIHUE OOJIBbHBIX.

C y4eToM TOro OOCTOSITENHCTBA, YTO JKEJIE30-
JneQUIMTHAS aHEMUSI SBJISIETCS! OTHOCHTENBHO O3/~
HUM TPOSIBJICHUEM THUIOCH[epo3a, Haubolee Iere-
co00pa3HbIM U TEPCHEKTHBHBIM B IUIAHE JICUCHUS
OONBHBIX MPEACTABIISIETCS PACIO3HABAHUE 3TOTO CO-
CTOSHHSA B JIOAHEMHYECKON (THUIIOCHIEPEMHUYECKON )
craguu. IloBomom k obcnenoBaHuio ¢ 00s3aTENb-
HBIM HCIIOJIb30BaHUEM TECTOB OIEHKH COCTOSHUS
(dhoHI0B, 3ammacoB U 0OMEHA JKelle3a Make MpH HOp-
MaJbHBIX TeMorpaMMax Mepu(epuaeckoll KpoBU
MOTYT CIIY)XHTbh >KaJoObI TMAIMEHTOB Ha cIabOCTh,
YTOMJISIEMOCTD, 001Iee HEAOMOTraHue, CHU)KEHHUE pa-
6otocnocobnoctu. Ilockonbky B MOAABISIONIEM
YHCIie CIy4aeB THIIOCHIEPO3 MPEACTaBICH BTOPUY-
HBIM BapUaHTOM, TO €CTh OCJIOXXHEHHEM KaKOU-JINO0
OoJe3Hn, 00CIeNoOBaHNEe TOJDKHO OBITH HAIPAaBICHO
Ha pacro3HaBaHWE OCHOBHOTO 3a0osneBanus. [ pynmna
pHUCKa MO Pa3BUTUIO BTOPUYHOI'O TUIMOCHAEPO3a B
MEPBYIO OYepeb BKIOYAET AETEH, MOJPOCTKOB, MO-
JOJBIX ¥ OEpEeMEHHBIX JKEHINWH, PUBEPKEHIIEB Be-
reTapuaHCcTBa M OTPAHUYUTENBHBIX NIMET, a TaKKe
T, CTpajaromux 3a00JIeBaHUSMH, COTPOBOXKAAO-
LIIMMHUCST HapYIIEHWEM BCAachIBaHUS JKene3a U Kpo-
BomoTepsiMH. B ciydasx HeapeKTHBHOCTH mpHMe-
HEHHS TepOopalibHBIX NPEnapaToB XxeJe3a MpH Jieue-
HAU OOJBHBIX JKejle3oaepunuTHONH aHemuer HeoO0-
XOAUMO HCKIIIOYaTh PEAKUNA TMEPBUYHBIA BapUaHT
THUIOCHAEPO3a.
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HYPOSIDEROSIS AS THE FORM OF MICROELEVENTOSIS
WITH IRON METABOLISM DISORDER

O.A. Smirnov, O.N. Smirnova

North-Western State Medical University named after I.I. Mechnikov,

Piskariovsky pr., 47, 195067, Saint-Petersburg, Russia

ABSTRACT. The main forms of microelementosis with iron metabolism disorder are hyposiderosis (iron defi-

ciency), hypersiderosis (iron overload) and dissiderosis ((a faulted) redistribution of iron between functional and storage
pools). In the discussion article reviewed notions about hyposiderosis, its periods, stages and variants. The periods of
hyposiderosis are latent, clinical and morphological manifestation, and recovery. The characteristics of the latent period
are: normal haemogram of the peripheral blood, absence of hyposideremia, lowering (depletion) of the iron storage
pool, intensification of the intestinal iron absorption. There are two stages of the period of clinical and morphological
manifestation — preanemic and anemic. The preanemic stage includes clinical syndrome of sideropenia, hyposideremia
and normal haemogram of the peripheral blood. In the anemic stage sideropenic syndrome and hyposideremia progress,
and the main sign — iron deficiency anemia — develops. The period of recovery is characterized by normalization of
haematopoiesis, haemogram and the status of a patient. Two variants of hyposiderosis exist. The primary variants of
hyposiderosis embrace diseases associated with mutations of iron regulatory genes, f. ex. rare Iron Refractory Iron De-
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ficiency Anemia associated with mutations in TMPRSS6 gene, encoding serine protease Matriptase 2, that inhibits
haemojuvelin — specific hepcidin modulator. Most often and well known secondary hyposiderosis is caused by physio-
logically increased iron requirements in children, teens, young and pregnant women, by reduced iron intake, or by
pathological defective absorption or chronic blood loss.

KEYWORDS: microelementosis with iron metabolism disorder; hyposiderosis, forms, stages, variants.

REFERENCES

Avtsyn A.P., Zhavoronkov A.A., Rish M.A., Strochkova L.S. [Human microelementoses: etiology, classification, organo-
pathology]. Moscow: Meditsina, 1991 [in Russ.].

Zhukovskaya E.V., Pavlova G.P., Rumyantsev A.G. [Neurocognitive disorders at sideropenic states in children and adoles-
cents]. Trace Elements in Medicine (Moscow). 2016, 17(3):8—13 [in Russ.].

Idelson L.I., Vorobyov P.A. [Iron deficiency anemias. In: A.I. Vorobyov, eds. Handbook of hematology. Moscow:
Newdiamed, 2005 [in Russ.].

Petrov V.N. [Physiology and pathology of iron metabolism]. Leningrad: Nauka, 1982 [in Russ.].

Rumiantsev A.G., Maschan A.A., Chernov V.M., Tarasova L.S. [Federal clinical recommendations for diagnosis and treatment
of iron deficiency anemia]. Moscow, 2015 [in Russ.].

Sarkisov D.S. [Articles of the history of the general pathology]. USSR Academy of Medical Sciences. Moscow: Meditsina,
1991 [in Russ.].

Smirnov O.A. [Haemochromatosis as natural model to study of main stages of iron metabolism and iron-regulatory genes. In:
N.M. Anichkov, eds. Current problems of pathology. Saint-Petersburg: SPbGMA named after I.I. Mechnikov, 2007 [in Russ.].

Smirnov O.A. [Hypersiderosis and dissiderosis in the context of data on hemochromatosis]. Arkhiv Patologii (Moscow). 2008,
70(3): 3-8 [in Russ.].

Smirnov O.A. [Microelementosis with iron metabolism disorder: the nomenclature and classification]. Arkhiv Patologii (Mos-
cow). 2011, 73(4): 59—64 [in Russ.].

Smirnov O.A., Smirnova O.N. [Anemia in chronic diseases and tumors: modern data about pathogenesis and perspectives in
patients treatment]. Herald of North-Western State Medical University named after I.I. Michnikov (Saint-Petersburg). 2016, 8(3):
100-106 [in Russ.].

Andrews N.C. Forging a field: the golden age of iron biology. Blood. 2008; 112(2):219-230.

Blanco E., Kannengiesser C., Grandchamp B., Tasso M., Beaumont C. Not all DMT1 mutations lead to iron overload. Blood
Cells Molecules and Diseases. 2009; 43:199-201.

Camaschella C. Iron deficiency. Blood. 2019; 133(6):30-39.

Dezier J.F., Vernet M. Determination de la ferritine serique: Interet et limites. Presse Medicale. 1992; 21(27):1283—-1286. [in
French].

Donker A.E., Raymakers R.A., Vlasveld L.T., van Barneveld T., Terink R., Dors N., Brons P.P., Knoers N.V., Swinkels D.W.
Practice guidelines for the diagnosis and management of microcytic anemias due to genetic disorders of iron metabolism or heme
synthesis. Blood. 2014; 123(25):3873-3886.

Du X., She E., Gelbart T., Lee P., Xia Y., Khovananth K., Mudd S., Mann N., Moresco E-M., Beutler E., Beutler B. The serine
protease TMPRSS6 is required to sense iron deficiency. Science. 2008; 320:1088—1092.

Faller M., Matsunaga M., Yin S., Loo J.A., Guo F. Heme is involved in microRNA processing. Nat. Struct. Mol. Biol. 2007;
14(1):23-29.

Herbert V. Everyone should be tested for iron disorders. J. Amer. Dietetic Association. 1992; 22(12):1502—-1509.

Hoffman R., Benz E., Silberstain L., Heslop H., Weitz J., Anastasi J. Hematology: Basic Principles and Practice. 6th ed. New
York: Churchill Livingston; 2012.

Krayenbiihl P.-A., Battegay E., Breymann C., Furrer J., Schulthess G. Intravenous iron for the treatment of fatigue in nonane-
mic, premenopausal women with low serum ferritin concentration. Blood. 2011; 118(12):3222-3227.

Weinstein D.A., Roy C.N., Fleming M.D., Loda M.F., Wolfsdorf J.I., Andrews N.C. Inappropriate expression of hepcidin is
associated with iron refractory anemia: implications for the anemia of chronic disease. Blood. 2002; 100(10):3776-3781.

WHO. Iron Deficiency Anaemia: Assessment, Prevention and Control. A guide for programme managers. Geneva, World
Health Organization. 2001:114.

Yin L., Wu N., Curtin J.C., Quatanani M., Szwergold N.R., Reid R.A., Waitt G.M., Parks D.J., Pearce K.H., Wisely G.B., Laz-
ar M.A. Rev-erbalpha, a heme sensor that coordinates metabolic and circadian pathways. Science. 2007; 318:1786—1789.



	ПРОБЛЕМНАЯ СТАТЬЯ


<<

  /ASCII85EncodePages false

  /AllowTransparency false

  /AutoPositionEPSFiles true

  /AutoRotatePages /None

  /Binding /Left

  /CalGrayProfile (Dot Gain 20%)

  /CalRGBProfile (sRGB IEC61966-2.1)

  /CalCMYKProfile (U.S. Web Coated \050SWOP\051 v2)

  /sRGBProfile (sRGB IEC61966-2.1)

  /CannotEmbedFontPolicy /Error

  /CompatibilityLevel 1.4

  /CompressObjects /Tags

  /CompressPages true

  /ConvertImagesToIndexed true

  /PassThroughJPEGImages true

  /CreateJobTicket false

  /DefaultRenderingIntent /Default

  /DetectBlends true

  /DetectCurves 0.0000

  /ColorConversionStrategy /CMYK

  /DoThumbnails false

  /EmbedAllFonts true

  /EmbedOpenType false

  /ParseICCProfilesInComments true

  /EmbedJobOptions true

  /DSCReportingLevel 0

  /EmitDSCWarnings false

  /EndPage -1

  /ImageMemory 1048576

  /LockDistillerParams false

  /MaxSubsetPct 100

  /Optimize false

  /OPM 1

  /ParseDSCComments true

  /ParseDSCCommentsForDocInfo true

  /PreserveCopyPage true

  /PreserveDICMYKValues true

  /PreserveEPSInfo true

  /PreserveFlatness true

  /PreserveHalftoneInfo false

  /PreserveOPIComments true

  /PreserveOverprintSettings true

  /StartPage 1

  /SubsetFonts true

  /TransferFunctionInfo /Apply

  /UCRandBGInfo /Preserve

  /UsePrologue false

  /ColorSettingsFile ()

  /AlwaysEmbed [ true

  ]

  /NeverEmbed [ true

  ]

  /AntiAliasColorImages false

  /CropColorImages true

  /ColorImageMinResolution 300

  /ColorImageMinResolutionPolicy /OK

  /DownsampleColorImages true

  /ColorImageDownsampleType /Bicubic

  /ColorImageResolution 300

  /ColorImageDepth -1

  /ColorImageMinDownsampleDepth 1

  /ColorImageDownsampleThreshold 1.50000

  /EncodeColorImages true

  /ColorImageFilter /DCTEncode

  /AutoFilterColorImages true

  /ColorImageAutoFilterStrategy /JPEG

  /ColorACSImageDict <<

    /QFactor 0.15

    /HSamples [1 1 1 1] /VSamples [1 1 1 1]

  >>

  /ColorImageDict <<

    /QFactor 0.15

    /HSamples [1 1 1 1] /VSamples [1 1 1 1]

  >>

  /JPEG2000ColorACSImageDict <<

    /TileWidth 256

    /TileHeight 256

    /Quality 30

  >>

  /JPEG2000ColorImageDict <<

    /TileWidth 256

    /TileHeight 256

    /Quality 30

  >>

  /AntiAliasGrayImages false

  /CropGrayImages true

  /GrayImageMinResolution 300

  /GrayImageMinResolutionPolicy /OK

  /DownsampleGrayImages true

  /GrayImageDownsampleType /Bicubic

  /GrayImageResolution 300

  /GrayImageDepth -1

  /GrayImageMinDownsampleDepth 2

  /GrayImageDownsampleThreshold 1.50000

  /EncodeGrayImages true

  /GrayImageFilter /DCTEncode

  /AutoFilterGrayImages true

  /GrayImageAutoFilterStrategy /JPEG

  /GrayACSImageDict <<

    /QFactor 0.15

    /HSamples [1 1 1 1] /VSamples [1 1 1 1]

  >>

  /GrayImageDict <<

    /QFactor 0.15

    /HSamples [1 1 1 1] /VSamples [1 1 1 1]

  >>

  /JPEG2000GrayACSImageDict <<

    /TileWidth 256

    /TileHeight 256

    /Quality 30

  >>

  /JPEG2000GrayImageDict <<

    /TileWidth 256

    /TileHeight 256

    /Quality 30

  >>

  /AntiAliasMonoImages false

  /CropMonoImages true

  /MonoImageMinResolution 1200

  /MonoImageMinResolutionPolicy /OK

  /DownsampleMonoImages true

  /MonoImageDownsampleType /Bicubic

  /MonoImageResolution 1200

  /MonoImageDepth -1

  /MonoImageDownsampleThreshold 1.50000

  /EncodeMonoImages true

  /MonoImageFilter /CCITTFaxEncode

  /MonoImageDict <<

    /K -1

  >>

  /AllowPSXObjects false

  /CheckCompliance [

    /None

  ]

  /PDFX1aCheck false

  /PDFX3Check false

  /PDFXCompliantPDFOnly false

  /PDFXNoTrimBoxError true

  /PDFXTrimBoxToMediaBoxOffset [

    0.00000

    0.00000

    0.00000

    0.00000

  ]

  /PDFXSetBleedBoxToMediaBox true

  /PDFXBleedBoxToTrimBoxOffset [

    0.00000

    0.00000

    0.00000

    0.00000

  ]

  /PDFXOutputIntentProfile ()

  /PDFXOutputConditionIdentifier ()

  /PDFXOutputCondition ()

  /PDFXRegistryName ()

  /PDFXTrapped /False



  /CreateJDFFile false

  /Description <<



    /BGR <>

    /CHS <FEFF4f7f75288fd94e9b8bbe5b9a521b5efa7684002000410064006f006200650020005000440046002065876863900275284e8e9ad88d2891cf76845370524d53705237300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c676562535f00521b5efa768400200050004400460020658768633002>

    /CHT <FEFF4f7f752890194e9b8a2d7f6e5efa7acb7684002000410064006f006200650020005000440046002065874ef69069752865bc9ad854c18cea76845370524d5370523786557406300260a853ef4ee54f7f75280020004100630072006f0062006100740020548c002000410064006f00620065002000520065006100640065007200200035002e003000204ee553ca66f49ad87248672c4f86958b555f5df25efa7acb76840020005000440046002065874ef63002>

    /CZE <>

    /DAN <>

    /DEU <>

    /ESP <>

    /ETI <>

    /FRA <>

    /GRE <>



    /HRV (Za stvaranje Adobe PDF dokumenata najpogodnijih za visokokvalitetni ispis prije tiskanja koristite ove postavke.  Stvoreni PDF dokumenti mogu se otvoriti Acrobat i Adobe Reader 5.0 i kasnijim verzijama.)

    /HUN <>

    /ITA <>

    /JPN <FEFF9ad854c18cea306a30d730ea30d730ec30b951fa529b7528002000410064006f0062006500200050004400460020658766f8306e4f5c6210306b4f7f75283057307e305930023053306e8a2d5b9a30674f5c62103055308c305f0020005000440046002030d530a130a430eb306f3001004100630072006f0062006100740020304a30883073002000410064006f00620065002000520065006100640065007200200035002e003000204ee5964d3067958b304f30533068304c3067304d307e305930023053306e8a2d5b9a306b306f30d530a930f330c8306e57cb30818fbc307f304c5fc59808306730593002>

    /KOR <FEFFc7740020c124c815c7440020c0acc6a9d558c5ec0020ace0d488c9c80020c2dcd5d80020c778c1c4c5d00020ac00c7a50020c801d569d55c002000410064006f0062006500200050004400460020bb38c11cb97c0020c791c131d569b2c8b2e4002e0020c774b807ac8c0020c791c131b41c00200050004400460020bb38c11cb2940020004100630072006f0062006100740020bc0f002000410064006f00620065002000520065006100640065007200200035002e00300020c774c0c1c5d0c11c0020c5f40020c2180020c788c2b5b2c8b2e4002e>

    /LTH <>

    /LVI <>

    /NLD (Gebruik deze instellingen om Adobe PDF-documenten te maken die zijn geoptimaliseerd voor prepress-afdrukken van hoge kwaliteit. De gemaakte PDF-documenten kunnen worden geopend met Acrobat en Adobe Reader 5.0 en hoger.)

    /NOR <>

    /POL <>

    /PTB <>

    /RUM <>

    /SKY <>

    /SLV <>

    /SUO <>

    /SVE <>

    /TUR <>

    /UKR <>

    /ENU (Use these settings to create Adobe PDF documents best suited for high-quality prepress printing.  Created PDF documents can be opened with Acrobat and Adobe Reader 5.0 and later.)

    /RUS <>

  >>

  /Namespace [

    (Adobe)

    (Common)

    (1.0)

  ]

  /OtherNamespaces [

    <<

      /AsReaderSpreads false

      /CropImagesToFrames true

      /ErrorControl /WarnAndContinue

      /FlattenerIgnoreSpreadOverrides false

      /IncludeGuidesGrids false

      /IncludeNonPrinting false

      /IncludeSlug false

      /Namespace [

        (Adobe)

        (InDesign)

        (4.0)

      ]

      /OmitPlacedBitmaps false

      /OmitPlacedEPS false

      /OmitPlacedPDF false

      /SimulateOverprint /Legacy

    >>

    <<

      /AddBleedMarks false

      /AddColorBars false

      /AddCropMarks false

      /AddPageInfo false

      /AddRegMarks false

      /ConvertColors /ConvertToCMYK

      /DestinationProfileName ()

      /DestinationProfileSelector /DocumentCMYK

      /Downsample16BitImages true

      /FlattenerPreset <<

        /PresetSelector /MediumResolution

      >>

      /FormElements false

      /GenerateStructure false

      /IncludeBookmarks false

      /IncludeHyperlinks false

      /IncludeInteractive false

      /IncludeLayers false

      /IncludeProfiles false

      /MultimediaHandling /UseObjectSettings

      /Namespace [

        (Adobe)

        (CreativeSuite)

        (2.0)

      ]

      /PDFXOutputIntentProfileSelector /DocumentCMYK

      /PreserveEditing true

      /UntaggedCMYKHandling /LeaveUntagged

      /UntaggedRGBHandling /UseDocumentProfile

      /UseDocumentBleed false

    >>

  ]

>> setdistillerparams

<<

  /HWResolution [2400 2400]

  /PageSize [612.000 792.000]

>> setpagedevice



