CHUHAPOM IIEPEI'PY3KMU XEJIE3OM I1PU XPOHNYECKHUX
3ABOJIEBAHUAX ITEHEHHN: ®OKYC HA HEAJIKOI'OJIBHYIO XXMPOBY1IO
BOJIE3Hb ITEYHEHUA
MextueB C.H., Mextuena O.A.

Ha cerommsmumii neHs cuHapoM mneperpysku xkenezom (CIDK) npum
xpoHuyeckux 3abosieBanusax medeHu (X3II) HEZOCTaTOYHO TOJHO OCBEIICH B
JUTEPATYPE U MaJI0 U3BECTEH MpakTuKyromeMy Bpauy. [Ipu atom, CIDK y nannoi
Kareropun OOJBHBIX YAacCTO SBISETCA Oo0Jiee TsDKENBIM HapyIlleHHWEM, HEXeNlu
JIeUIINT KKesie3a, U MOXKET IPUBOIUTEH K HEOOpATHUMBIM MocieAcTBUAM (2, 5, 16).

B nmocnenHue TroApl  perucTpUpyeTrcs BBICOKAs — paclpOCTPaHEHHOCTb
neppuunoro CIDK — HacnencrBeHHoro remoxpomatosa (HI) B momymsiuu (1o
1:250 cpenu xurenerr CeepHoit EBpombl, manudectasie Gopmer — 2:1000), a
Takke OOHapyKCHbI HOBbIC MYTAaIlMM B IeHaX, PEryJupyrommx oOMeH xenesa (8,
18, 23). Torga Kak JajeKko HE BCE KIMHHIIMCTHI OCBEAOMJICHBI, YTO BTOPHYHBIN
CIDK, Bo3nukaromuid npu pa3zputuu X3II, B TOM 4mcie npu TakoW 4acTol Ha
CETOJHSIIHUI JIeHb MAaTOJOTHH, KaK HEaJIKOTOoJbHasl XKUpOBas 00JIe3Hb MEUYECHU
(HXXBII), wnabmromaercs moutH y kaxjaoro 3-ro mamuenta (B 20-30% ciyuaes).
Hepeako mpu 3ToM, O AaHHBIM HEKOTOPBIX aBTOPOB, y 36,7% OonbHbIx X3II
OOHApY)KMBAIOTCS MYTaHTHbIE TE€HBI B reTepo3urotHoM coctosaun (C282/N,
H63D/N), xotopbeie camu 1o cebe He mpUBOIAT K paszBututo HI', ogHako mpwu
BO3HMKHOBEHUH MMATOJIOTUH MeYeHU criocoO0cTByroT Manudecrarmu CITDK (18, 28).

Pe3ynbrarhl MccnenoBaHuil CBUIETENBCTBYIOT, YTO paHHEe OOHapy>KEHUE U
neyenue CIDK y nanmentoB ¢ X311 no3BoisieT NpeaoTBPaTUTh NPOrPECCUPOBAHUE
3a00JIeBaHuUs MEYEHH J0 LUPPOTHUECKON CTaUHU U 3HAUUTEIHHO YMEHbBIIAET PUCK
renatouestonsgpHoi kapuunomsl (I'IK) (2, 4, 26, 31).

B 9T0il CBs3M HEOOXOAWMBI HOBBIE MOAXONIbI K JTUATHOCTHKE, OIICHKE
KIUHUYECKOW KApTUHBI, JIEYCHUIO JAHHOTO COCTOSIHMSI W TMPaKTUYECKOMY
CTHECIIHAITUCTY aKTyaJIbHO MOJTYYCHHE OTBETOB Ha CJICIYIOIINE BOMIPOCHI:

1.KaxoBbI posb kene3a v ero MeTaboIu3M B OpraHu3Me YeloBeKa?

2.Kaxkue cymectBytor mexanusmbl CITK?

3.Kax npoBonuts auarHoctuky CIDK y manuenTa ¢ X3I1?

4 KakoBbl MEXaHWU3MBI M OCOOCHHOCTH KJIMHHYECKHX MPOSIBICHUMN
HapyuieHui oomena xene3a npu HXKBIIT?

5.Kakwue cymecTtBytoT crocoOsl teuenust CITK?

Pouib :xesie3a u ero MeTadoJIu3M B OpraHu3Me 4eloBeKa

B nureparype mocieaHHMX JIET MOSBUIMCH HOBBIE JAHHBIE O METa0OJIU3ME
xene3a (Fe) B oprann3me 4eioBeKa, B CBS3H C OTKPBITHEM OCIIKOB-PETYISTOPOB,
YYacTBYIOIIMX B 0OMeHe 3Toro mukpodiaementa (1, 17, 20).



N3BeCTHO, 4TO KEJe30 SIBIASETCS BAXKHEHIIMM 3JIEMEHTOM, YYacCTBYIOIIUM B
MeTaboIu3Me OpPraHU3MOB, JKUBYIIUX B cpejae, Oorarod kuciopoaoM. OO6namas

BBIPOKCHHBIMA ~ OKHCJIUTEIHHO-BOCCTAHOBUTEIIBHBIMH ~ CBOWCTBaMH,  OHO
HEOOXOqUMO Ui TpPaHCIOpTa  KHCIOpOJa  TeMOTJIOOMHOM,  CHHTE3a
ne3okcupruOonykienHoBord  kuciotel  (JIHK), paboTel MUTOXOHApPHATHHBIX

depmentoB. Kak Mertamn ¢ mepeMeHHON BaJCHTHOCTHIO, JKEJI€30 B COCTaBe

HETEMOBBIX SH3UMOB (KaTajia3bl, MEPOKCHUJIa3bl, IIUTOXPOMA) HEUTpaIUu3yeT
akTuBHBIE (hopMbI Kuciopoaa. Onnako, yBenuuenue myna Fe Il moxer sBasThHCS
KaTaqu3aTopoM  00pa3oBaHUsi CBOOOJHBIX  PAJAMKAJIOB UM  WHUIMATOPOM
OKCUAATUBHOTO cTpecca. C 1Lenpl0 KOMIIEHCAINK, B OPTaHU3ME MPETyCMOTPEHBI
€CTECTBEHHBIC aHTHOKCUAAHTHI — xenatopsl Fe I, k koTopbIiM OTHOCATCS MOueBast
KHCTIOTA, IepyJUIOIJIa3MuH, CYNIEPOKCUANCMYTa3a, GEeppUTHH, TpaHCHEppHH.

VY denoBeka B HOpME cojepkutcst okojio 3-4 1 xenesza (40-50 mr Fe/kr).
CyTtouHasg mOoTpeOHOCTh B ATOM 3JIEMEHTE B MUUIE COCTaBiseT okojo 10 mr g
MY»X4YUH U 20 MT Ui KEHIIUH AETOPOJHOTO Bo3pacta. [Ipu 3ToM, BcachIBaeTcs
muiib 1-2 M U MOYTH CTOJBKO K€ TEPSETCS CO CIYIIMBAEMbBIM SIUTEIUEM
KEITYJOUHO-KUIIIEYHOTO TPaKTa, SMUIEPMUCOM, TOTOM U Mouoil. OCHOBHasI Macca
HEOOXOJMMOro jKejie3a €XKETHEBHO IMOCTyMaeT B LMPKYJSIIHIO W3 KIETOK
peTukynodHaoTennanbHou cucteMbl (POC) (cene3eHka, neyeHb, KOCTHBIA MO3T).

BcacbiBanne  jkenme3a  OCYIIECTBIISCTCS — OIUTENMATBHBIMUA  KJIETKaMHU
JIBEHAIIIATUTICPCTHOW KUIITKA W HAYaJbHBIX OTACIIOB TOIICH KWIITKA W HAXOMIUTCS
MO/l CTPOTUM KOHTPOJIEM OEIKOB-PEryJISTOPOB OOMEHa Keje3a.

W3BectHo, uTO 2emosoe xnceneso (Fe 1l),  Haxomsieecs B coOCTaBe
reMOTJI00MHa U MHUOTJIO0MHA (B MSICHBIX MPOJYKTaX), YCBAMBAETCS YEIOBEKOM Ha
20-30% He3aBUCUMO OT KENyI0YHOM CEKPEINH B cocTaBa nuiu. ['emoBoe xkemne3o0
JIETKO DHJIOIUTUPYETCS  DHTEPOIMTOM IIOCJIE€ CIMBAHUS C TPAHCIOPTEPOM
remoBoro keneza (HCP1). Hezemosoe axncenezo (Fe 1ll), comepxkarmeecs B
PaCTUTENHHOM MHIIE, YCBaUBaeTCs YeoBeKoM Ha 1-7%, 1 BO MHOTOM 3aBUCHUT OT
COIMYTCTBYIOLIUX MUILEBBIX (akTOpoB (Tad. 1).

Tabmuma 1

BeIHeCTBa, BJIMAOIIHMC Ha BCACBIBAHHUC KCJIC3a

HOI[aBJ'IHIOT BCACbIBAHUC KCJIC3a YcunuBaroT BcachbIBaHHUE Keye3a

@OUTHUHBI, TAHUHBI, OKCAIaThl, COJIU AckopOuHOBasi, 10;109Hasl, TUMOHHAS

KaybIus U pocdopa,

(4aii, kode, MIMUHAT, 36PHO, KYKYpYy3a,
pHUC, KOPOBbE MOJIOKO, CBIp, sif11a),
TyOUITbHBIE BEMIECTBA, MUIIIECBHIC
BOJIOKHA, HEKOTOPBIE METUKAMEHTHI

KHUCIIOTHI, ME/Tb, MApTaHEIl,
AMHHOKUCIIOTHI, )KUBOTHBIN OEJIOK,
IPOCTHIE YTIIEBOBI (COPOUT, TAKTO3a,
bpykTO32), AMKOTOb




BcaceiBaHMEe  HEreMOBOrO  JKejle3a —  CIIOKHBIM  JHEPro3aBHUCUMBII
TpaHCHOPTHBIN Mpoiecc. OHO mpoucxoaut nocie BocctaHosinenus Fe Il go Fe 1l
IIPU TTOMOIIX COJISTHOM KHUCIIOTHI JKEITyJI0YHOTO COKa U AYOJEHAIBHOIO IIUTOXPOMA
- (heppopenykraser (Dcyt b). 3arem Fe |l mepeHOCUTCS B SHTEPOIUT CIICIIUATEHBIM
TPAHCIIOPTEPOM JBYXBaJICHTHBIX HOHOB (JIMT1).

Yactp xene3a, KOTopas HE UCHOJIb3YeTCS KIIETKOW, JEOHUPYETCS B BUIE
beppuTHHA U TEMOCUJEPUHA B TMEYEHH, CEJIE3CHKE, KOCTHOM MO3Te, MBIIICUHOM
TKaHu. @Deppumun — BHYTPUKICTOYHBIH KOMIUIEKC, COAEpX aluid OeloK-
ano(eppuTUH, CBs3bIBaOMUNA 110 4 ThICIY aTroMoB xene3a. CyiiecTtByeT 5
n3o0popM (eppuTHHA: IIETOYHBbIE M30()OPMBI MEUEHU M CEJIE3€HKH OTBEYAIOT 3a
JICTIOHUPOBAHKE KE€JI€3a, @ KUCIIble U30(pOPMbI MUOKAPAA, TIALECHTHI, OITYyXOJIEBBIX
KJIETOK SIBJISIFOTCSL IOCPEIHUKAMU B IPOLECCAaX CUHTE3a U YYaCTBYIOT B PETyJISALINH
T-K1€TOYHOrO0 UMMYHHOTO OTBeTa. [loaromy deppuTHH sBiIAETCS €mie U OeIKoM
OCTPOT0 BOCHAJIEHUS W OIyXOJEBOro pocta. I'emocudepun — HepacTBOpUMAs
yacTh peppUTHHA, (POpMa IENOHUPOBAHUS U30OBITOYHOTO JKeJle3a.

[MToctynnenue xene3a (Fe 1l) B kpoBb M3 3HTEpoLUTa, a TAaKKE U3 KICTOK
NEYEeHHU, MaKpoaroB  CEJIE3€HKH, KOCTHOIO  MO3ra  OCYILECTBISETCS
CAMHCTBEHHBIM OEIKOM-TIEpEHOCUMKOM — hepponpomunom. B 2001 romy Obua
OTKPBIT Ba)KHEUIIHUM perynsTop oOMeHa jxene3a U (yHKIUM (epponopThHa —
2encudun. ITOT OEJIOK, COCTOSIIINNA U3 25 aMUHOKHUCIIOT, CHHTE3UPYETCS MEYEHBIO,
a TaKk)Ke, M0 HEKOTOPHIM JIaHHBIM, KJIICTKAMH KUPOBOW TKAHU MPH OKUpeHuu (24).

Panee, oH Obul wu3BeCTEH Kak Oenok ocTpoid (as3pl, oOJagaroIUi
aHTUOAKTEPUAIbHBIMA  CBOMCTBaMH, Ojarojapsi CIOCOOHOCTH  yMEHbBIIATh
NOCTYIUIEHHUE ejle3a K MHUKpPOOpPraHu3Mam, OJIOKHpOBaTh HMX pPa3MHOXKEHUE,
pa3pyuarh OakTepuaibHble MeMOpaHbl. OCHOBHBIMH CTUMYJIATOPAMHU CHUHTE3a
refcuuHa MpU BOCHAJEHUM SIBISIFOTCS MPOBOCHAJIUTENbHBIE LUTOKUHBI —
untepnekun 6 (MJI-6), tymopHekporusupyromuii ¢dakrop ansda (THD). Ha
CETOMHSAIIHUN JEHb W3BECTHO, YTO HWMEHHO TeICHAWH, YpPOBEHb KOTOPOTO
MOBBIIIAETCA MPU BOCHAICHUH, a TAKXKE OMYXOJIEBOM MPOLIECCE, UTPAET OCHOBHYIO
pOJIb B pa3BUTHH aHEMHUH XpoHHYeckoro BocnayeHus (35). [encuaun perynupyer
CHIBOPOTOUHYIO  KOHIIGHTpAlMIO JKeje3a, IMYyTeM «BBIKIIOUEHHUS» PabOThI
depponiopTHa (B 3TOM CIy4yae »JKEJIe30 HAKaIlUIMBAeTCd B DHTEPOILMTAX,
Makpodarax, renatountax). [Ipy noBbllieHNH keje3a B KPOBU — YBEIMYUBAETCS
CUHTE3 rencuauHa. B pesynabrate — OJOKHUPYIOTCS MPOLIECCHl BCACHIBAHUS
(yraeraercs pabora JIMT1), peripKy st ¥ BEICBOOOKICHUS JKeJie3a U3 JCTIO.

TpaHcnopT kene3a OT SHTEPOLMTOB U OPraHOB-JENO K KOCTHOMY MO3TY U
JIPYTUM TKaHSM OCYIIECTBIISIET — MPAHCheppun, CUHTE3UPYEMBIN MEUEHBI0. JTOT
oenok cnocoben nepeHocuts Toibko Fe Ill. [Toaromy Ha moBepxHocT MemMOpaH
kineTok mnpoucxonut okucinenue Fe Il B Fe Il mpu momomm depmeHTOB-



beppokcumasz - redectmHa W TEpyJomIa3MUHA. TpaHChEpPpPUH  SBISETCS
OTpHUIIATEIBHBIM OEJIKOM OCTPO (ha3bl.

Keneso (Fe Ill), cBa3anHoe ¢ TpaHCcheppHHOM, IOCTYIMAE€T BHYTPh KJIETKH
MOCPEJICTBOM CIEIUATBHBIX mpancgheppunosvix peyenmopog 1-ro m 2-ro tuna
(TfR). Ilom neiictBueM BHYTpHUKIETOYHBIX (eppopenykraz3 Fe IlIl BHOBB
BocctanaBnuBaercss B Fe Il. CunHte3 TpaHChEeppHHOBBIX PELENTOPOB B KIETKE
3aBUCUT OT €€ IOTPEOHOCTEH B JKENE3€ W CTPOro PETyIHPYETCS CHUCTEMOMU
BHyTpuKIeTouHbix OenkoB (IRP1, IRP2, IRE). OOpa3oBanue KomIuiekca
tpancheppuHa ¢ TfR ¥ BX 3HIONKMTO3 BHYTPh KICTKH KOHTPOJIUPYETCS OCIKOM-
HFE, npu myTtanuu rena koroporo pazsusaetcst HI'.

Mexanu3mbl pazputusa CITK

[To mMmeromuMcsl Ha CETOAHSIIHUN NI€Hb JaHHBIM, OPTaHM3M YEJIOBEKa He
UMEET CPEJCTB KOHTPOJSI 3a dKCKpeuuel xene3a. MIHTecTnHanbHas abcopOuus —
OCHOBHOM 3Tarl, KOTOPBIM THIATENBbHO perynupyercs. [loatomy, nro0bie cuTyamnuu,
CBSI3aHHBIC C M30BITOYHBIM MOCTYINICHHEM JKeje3a B KPOBh (IIPH MapeHTEPATbHOM
BBEJICHUU TIPEIapaToB XkKee3a, IepeIuBaHuM KPOBU, TEMOJIM3€E) UM BCAChIBAHUEM
(HacneCTBEHHbIE U TPUOOPETEHHBIE MEXaHU3Mbl) MOTYT IpuBoauTh K CIDK.

Taxkum oOpazom, pazsutre CIDK oOycmaBnuBaeTcsi Kak HacleJCTBEHHBIMU
NPUYMHAMU, TaK U IPUOOpETEHHBIMU (pakTopamu (Tadir. 2).

Cpenu OCHOBHBIX ATHOJIOTHYECKHUX (PaKTOPOB MOYKHO BBIACIIUTE «TPHALYY

1. I'emonus spumpoyumog (CUIEPOAXPECTUUECKUE AHEMHUH, TaJlaCCEMHMs,
HEJIOCTATOYHOCTh TIII0K030-6-(hochaTaeruaporenassl, MUKPOC(EPOLUTO3,
nebunuT BuTaMuHa By,)

2. U36bimoyHoe 2K302eHHOEe nocmynienue dicenesa (AUeTa, MHOTOKpaTHbBIE
reMoTpanc(y3uu, ATUTENbHOE OECKOHTPOJIbHOE NPUMEHEHHE IapeHTepaIbHbIX
IIpernapaToB Xkeye3a, XPOHUUECKUM reMOoIuans3)

3. 3abonesanus neuenu (XpoHuuyeckuid BupycHbli rematut C, pexe B,
ankorosbHas 0one3np neuenu, HXXBII, koxnas nopupust)

TaOmura 2
OcHoBubie npuunHbl pazsutus CITK
HacJiencTBeHHBIN reMOXpoOMaTo3 Ipuodperennniii CITK
* OOycnoneHHblil myTanueit rena HFE | ¢ 'emonutnueckue anemuu
—tun 1 (C282Y, C282Y/H63D) * ['emoTpanchy3un 1 MapeHTEPATLHOE
He o0ycnoBrneHHbIN MyTaluei rena BBEJICHUE IIPEIapaToB Kejes3a
HFE («MuHOpHBIE)» MyTaIlHH): * N30b1TOUHOE yIIOTpEeOIeHUE Kee3a
FOBeHUIBbHBIN reMOXpOMaTO3 — THH 2 * lucmerabonuueckuii CIDK npu
Mytanuun TFR2 — tun 3 HKBII
Myrauuu resa pepponopTuna- tum 4 e 'enatutr Cu B
Myrauuu rena pepputrHa - TUI 5 * AJKOroJbHast 00JIe3Hb MEUYEHU




['emoxpomaro3 CosloMOHOBBIX OCTPOBOB | * [To3qHss KOXKHasE nopdupus
- Tin 6 * CIDK npu nopTo-KaBaJIbHOM
Auepynonia3zMUHEMHUS] IIYHTUPOBAHUU KPOBHU
HacnencrBenHast aTpancpeppuHEMHUs
Heonaranbnsiii CITK

[Ipu CIDK, »xene30 OKa3plBa€T HEraTUBHOE BIUSHUE Ha OPraHHU3M.
[lepenaceilienue TpaHceppuHa KeEIe30M  COMPOBOXKIACTCS  BKIIOYECHUEM
JIOTIOJTHUTEILHOTO TPAHCIOpPTa jKejie3a, CBSI3aHHOTO C albOyMHHOM. JlaHHBIN
KOMILJIEKC JIETKO NMPOHUKAET B KJIETKH, HE MPEIHA3HAYEHHBIE U JECIIOHUPOBAHHUS
xKene3a (MUOKapj, TOHAJbI, MOJUKENIyJOYHas >Kelle3a W Jp.), ¥ BbI3BIBAET
Tokcuyeckre 3¢dextrl. [Ipn U30BITOUHOM HAKOIUVIEHUH JKE€Je3a OopraHax-Iero, a
TaK)K€ TKAaHSX, HE SBISIOIIMMUCS TaKOBBIMH, IPOUCXOJIUT YCUIIEHUE 00pa30BaHuUs
kosutareHa u npsmoe nospexaenue JIHK. Ilpu nepexone Fe lll B Fe |l o6pazyrorcs
TOKCUYHBIE CBOOOJHBIE pAJMKaJbl, AKTHBUPYIOIIME MPOLUECCHl MEPEKUCHOTO
okucienus. Ilpu BoipaxkenHom CIDK B opranuzme pabota COOCTBEHHBIX
AHTUOKCUJAHTHBIX CUCTEM 3aIUThI CTAHOBUTCS HEIPHEKTUBHOM.

Tem ne menee, natorene3 CIDK y 6ompubix ¢ X3II ocraercs He 10 KOHIA
SCHBIM. BO3MOKHBIMU MEXaHU3MaMU MOT'YT SIBJISITHCS:

- TOBBIIICHHOE BCACHIBAHUE JKE€J€3a, BCJIEACTBUE HApyLIEHUS KOHTPOJIS 3a
BCACBIBAHMEM M  paclpelesieHHeM  Jkene3a (Mph  TOMO3UTOTHBIX U
IeTEePO3UTOTHBIX MYTALMSAX T€HOB, KOAMPYIOLUIUX CHHTE3 OEJIKOB-PETyJIATOPOB
oomena kenezom (HIT |-V TumnoB), mpu CHMKEHHH CHHTE3a B IMCYCHHU
TeTCHINHA TI0J] BO3/IelicTBHEM BHpyca remaruta C);

- II€YEHOYHO-KJIETOYHAs HEJOCTAaTOYHOCTh C HApyLIIEHHEM CHHTE3a B IICYECHU
OCJIKOB-PETYIATOPOB 0OMEHa xene3a (pepputuHa, TpaHchepprHa, TeNCUIUHA,
1epyJIOIJIa3MUHA);

- TMOpTajibHasg TUNEPTEH3Us, CUHIPOM THUIEPCIUIEHW3Ma, [OPTO-KaBajJbHOE
IIYHTUPOBAaHUE KpPOBU, TMPUBOASIIME K  Iepepaclpe/ieieHUuI0  Keje3a
(HAKOTUJICHHUIO B KJIETKaX MEYEHH, CEIIC3CHKH);

- DK30TeHHAasl Ieperpyska xeie3oM (OeCKOHTPOJIbHOE NMPUMEHEHHUE IMpernapaToB
xene3a, BuramuHoB C, Bjp, (¢onmeBoit KUCIOTHI; TremMoTpaHc]y3uw,
ynotpeOiaeHre OOoNbIIOro KOJWYECTBAa KPAcCHOrO Msica, BHHA; IOCTYIUICHUE
KeJe3a MHTATSIMOHHBIM TyTeM (MeTaJUTyprusi, MPOMBIIIJIEHHBIE TOPOAa);

- ynoTpeOsieHHe aJIKoroJis, KOTOPbIH CTUMYJIMPYET BCAChIBAHUE JKEJE3a;

- Hajgu4he CcTearo3a Me4YeHW, aOJOMUHAIBHOTO OXUPEHMS, TUIEPTIMKEMUU U
nHcymuHopesuctentHocT  (MP), mpm  koTopeix  Hapymraercss — pabora
TpaHceppuHa  (BCIEACTBUE  €r0  TJIUKOJIUPUPOBAHUS),  MOBBILIACTCS
MOCTYIIJICHHUE JKeJie3a B TIEYeHb U CHHTE3 depputuHa (MoapoOHEe, CM. HUKE).

Hpusnaxu CIIK




CIDX BbIsBISIETCS TIPU OIIEHKE COBOKYITHOCTH MPU3HAKOB:

1. Knunuueckue npusnaxku B 3aBucumoctu otT mnpuunHsl CIDK Becbma
BapuaOesbHbl. MoryT HabM01aThCs MPOSBICHUS CTE€AaTO3a WM HUPPO3a MEUYECHHU,
MEJIaHOJIEpMUs, THUIOTOHAAU3M, JUCPYHKIUS HAANOYECYHUKOB, THUIIOTUPEO3,
aptponatusi, caxapHbiii quadet (CJ]) 2 tuna, runepypukemus (5, 13, 18, 29).

2. Jlabopamopnuie mapxepovt CILK:

[lokazarenn xinuHuyeckoro ananu3a kpoBu npu CIDK He sBmsaroTcs
cnenuUIHBIMU, TEMOTJIO0WH, 3PUTPOILUTHI, IIBETOBOW IMOKA3aTellb MOTYT OBIThH
JlaXKe CHUKEHBI (HarpuMep, MpU FreMOJIMTUYECKON aHeMuu, Tajgaccemun). [lpu HT,
a taxoke CIDK, cBsazannoMm ¢ X311 Hepenko oOHApYKHUBAIOTCS MOBBIIIICHUE YPOBHS
reMorjao0uHa.

CoryiacHo MHEHMIO CHEIUAINCTOB, JaboparopHeiMu Mapkepamu CIDK
sBIstOTCS (26):

-noBBINIEHUE YpoBHS (depputuHa Oosiee 300 MKI/I y MY>KUYMH U SKCHIIHUH B

MeHormay3e 1 6osee 200 MKI/1 y *KEHIIUH JETOPOIHOTO BO3pacTa

-TMIOBBIIIIEHUE YPOBHS CHIBOPOTOUHOTO kere3a (CXK)

-CHHKEHHE oO0Iel xkese3ocBsaspiBaromiei crocoOHoctd cbiBopoTku (OXKCC),

MIPEICTABIIAIONICH CO00 MaKCUMAJIbHYI0 €eMKOCTh TpaHchepprHa JJIs 3ar0THEHUS

KEJIe30M

-TIOBBINIICHUE  HachlllleHuss TpaHdeppuna kenezom (HTXK) Oomee 45%

(Berumcisiercs o popmyite COK/OXKCCx100 mmm CX/rpancdeppun x 3,9)
Pexomenoayuu Eeponetickozo obujecmea no usyuenuro 3a001e6anuii neyeHu

(EASL) no nabopamopnou ouacnocmuxe CIDK, 2010 2. (26)

 ITammentam ¢ npeanonaraembiM CIDK u cumnromamu X311 B nepByto ouepenib
cinenyer onpeaenuts HTXK u ypoBenb (epputuHa B CBHIBOPOTKE (YpOBEHB
nokazarenbHocty 1B u 10)

» [Ipu BbIsIBICHUM TuUNEpHEPPUTHHEMUN TPEOYETCS HCKIIOYUTh: XPOHUUYECKOE
3710ynoTpeOJIeHUE aJIkOrojieM, BOCIMAaJeHHE, HEKPO3 TenaTOlUTOB, OMYyXOJH,
HOKBII u meTabomuyecKkuii CHHIPOM.

Kak mnpaBuio, mpu BOCHAJC€HUU TMOBBIILIEHHE (PEPPUTHHA COYETACTCS C
HOopManibHbIMU TIoKazaTensimu HTXK. B psine ciiydaeB TpeOyeTcsi yUUTHIBATH, UTO
noBeilienne HTXK moxer ObiTh «tokHbiM» npu [IKH u cHuxkenum cunrtesa
TpaHcheppHuHa, a TakXe MpU CUHApoMEe MalbabcopOuuu OenkoB. OnHAKo, MO
MHeHuto crnernuanuctoB, HTXK - cambrii mHopMaTHUBHBIN TOKa3aTelb craryca
JKejle3a U MOXKET MCIHOJIb30BATBhCA I CKPUHUHIA MATOTCHETHMYECKH 3HAYMMBIX
HapyIIeHni oOMeHa xene3oM y 6ombHBIX ¢ X311 (18).

3. T'enemuuecxoe mecmuposanue IIPUMEHSIETCA Il UCKIIFOYEHUS
nepsuyHoro CIDK. Ha cerogHsamHuil 1eHb JOCTYIIHBIMU METOJAMHU JUArHOCTUKH
HI" aBisroTes:




- HLA-tunupoBanue u unentudukanus myrtanun HFE-OGenka ¢ ompenenenuem
TOMO3UTOTHOTO  MJIM  TE€TEPO3UTOTHOIO  HOCUTENIBCTBA T€HA:  TEHOTHUIIBI
C282Y/C282Y (Cys282Tyr), mmu C282Y/H63D (His63Asp)

- JlonosHUTENbHOE TEHOTUIIMPOBAHKE, HAIPABICHHOE HAa BBISIBICHHE MUHOPHBIX

mytaruii B reiax HAMP, HJV, SLC40Al, TFR2, ue cBs3anubix ¢ HFE
Pexomenoayuu EASL no ecenemuuecxomy mecmuposanuto, 2010 2. (26)

* HFE-tectupoBanne JOJDKHO TpOBOAUTHCA BceM mnamueHtam ¢ X311
HEYTOYHEHHHON ATHOJIOTHH, Y KOTOPBIX BBISBIICHO YBEIMYECHHE HACBILICHUS
TpaHcheppunoM 6osee 45% (1C)

* HFE-tectupoBanue ciexyer mpoBOAUTH JIMLAM C KOXHOW mopdupueit (1B),
'K (2C), xouapokabiuuao3oM (2C), caxapubiM quadetoM (CI) 1tuma (2C)

e Jluarno3 HFE - remoxpomaro3za He pgoibkeH O0a3UpoBaThbCs TOJIBKO Ha
romo3urotHoctd o C282Y, HO Takke TpeOyeT HAJMYus MOBBIIMICHUS 3aacoB
*ene3a B opranuzme (1B)

* JIONOJIHUTENBHOE TEHETUYECKOE TECTUPOBAHNE HA MUHOPHBIE T€HBI ITIPOBOIUTCS
nocjie HMCKIIoUeHuss romo3urotHoctu no C282Y, eciu meperpyska Keiae3oM
HOJITBEP)KJE€HA TenaroOHOINCuel WM MarHUTHO-PE30HAHCHOW ToMorpaduei
(MPT) m uckirOYeHBI APYrue TeMaTOJIOTHMYSCKUE HAPYIICHUS W TIOPKEHHUSI
neuenu (1C)

4, Mopgonozuueckoe uccneoosanue. J1ns noareepxacuus CIDK B ciygasx,
KOTJla €ro MapKephl COMHUTCIBHBI, a Takke B Melsax auddepeHnaibHOM
JTMAarHOCTHKYU 3a00JICBaHWU IEYCHHW TIOKAa3aHO TPOBEACHHE OWOTICHH TICUCHHU C
OKpackoil OepiMHCKON Ja3ypplo Ha xene3o (remocuuepud) mno Ilepicy wu
OIpE/ICIICHUEM KOJIMYECTBEHHOTO COJICPIKaHMUs JKejie3a B mmpernapaTe (1eYeHOYHbIH
unnekc xenesa ([MMXK) — Fe B meyenn/Bo3pact). [Ipu HI' manHbIi mokasarenb
oonee 1,9.

Pexomenoayuu EASL no nposedenuro cenamobdbuoncuu npu CIDK, 2010 2. (26)

e VYV C282Y romMo3uror ¢ yBeJIWUYECHUEM 3aMacoB Keje3a, OMOICHs MeYeHN He
ABJIIETCS HEOOXOAMMOW MPOUEAYpOM MJis TOJITBEPKACHUS JTUarHosa
remoxpomaro3a (1C)

* buoncus neyeHn peKOMEHIYETCs JIMIaM C rernaTroMerajueid, MOBBIIICHUEM
ypoBHs pepputuna 6oaee 1000 mr/n, aktuBHOCTH TpaHncamuHas (1C)

5. MPT neuenu u cepoua 6 pexcume T2 MOXET UCIIOIH30BATHCSA KaK METO]
JIOTIOJIHUTEJILHOTO U3MEPEHUS COJIEPIKAHUS JKelle3a B MEYEHH, a TAKKE MUOKAP/IE,
KaK ampTepHaTtnBa ouoricuu (11).

6. Aecghepanosas npooa npoBoautcsi B coMHUTENbHBIX ciydasx CIDK u npu
HE00XO0AUMOCTHU TpoBeAeHUsT TudPepeHnanbHOTO JUarHo3a Mexay MepBUYHBIM
u BropuuHbiM CIDK. TIlocne BuyTrpumsbimieuro BBeaenus 0,5 r necdepana



MMPOU3BOJAUTCS MOCIEAYIOIINN aHAIU3 CYTOYHOM SKCKpPELUU kele3a. B Hopme 3ToT
noKasartellb cocTaBisieT MeHee 1 mr/cyt (meHee 18 mkmonw/n), mpu CIDK — 18-27
MKMOJIb/J1, ipu HI' — 6onee 27 mxmons/i (4, 11).

Mexanu3mbl pa3Butus U Kinan4deckue nposisienus CIIZK npu HXKXBII

Ha ceromusimnmii genb ycranoBieno, yto CIDK oGHapyxuBaercs nmpumepHO
y 1/3 6omeabix HXBII: v 30% marmuenToB ¢ xkupoBsiM rematozom (KI), y 34%
00JBHBIX ¢ HeanKkoroibHbIM cTeaTorenaturoM (HACT) (4, 6, 15).

Brepseie CIDK y manmentoB ¢ HXXBII 6bu1 onmcarn B 1997 1., R. Moirand,
Y. Deugnier, KoTopble MNPESMIOKUIN TEPMHUH: OUCMEMAOOIUUECKUT CUHOPOM
nepeepysxu acenezom (JJCIDK, Dysmetabolic iron overload syndrome (DIOS))
(25). B 1999 r. M. Mendler - nokazamu Hamuuue CIDK y mamuento ¢ UP u
meTabonmmueckuM cuaapomoM (Insulin resistance hepatic iron overload syndrom
(IR-HIO)) (32). ben omucan «kene3nslid henotum» cuaapoma UP. B 2008 r. A.
Riva — npemtoxumu kpurepun curapoma DIOS / IR-HIO (34).

Baxno 3Hare, uro CIDK y naHHOW KaTeropuv NALWEHTOB SBIIETCS
(dakTopoM puCKa, IpeIpacloiaraolM K pa3BUTHIO U NporpeccupoBanuio MP,
CI u cepaeyHO-cOCYAUCTBIX 3aboneBaHui. Tak, yCTaHOBJIEHO, YTO BBICOKHI
dbepputun Gonee 400 mkr/nm y MmyxunH U 6onee 300 MKI/A y KEHIIUH C
oxupeHueMm sBisiercs  mapkepom WP (34). TumepdepputuHemus, mpu
WCKIIFOYUEHUH BOCHAIUTEIBLHOTO IMpolecca, TpeOyeT THIATEIbHOr0 KOHTPOJS 3a
ypoBHeM riukeMuu y 6onbHbIx HXKBII, Tak kak yBenuuuaer puck C/ B 4,6 pa3
(16). IloBbllieHHBIH YpOBeHb (EPPUTHHA MOXKET OBITh TAKXKE MPEAUKTOPOM
CTeaTo3a MEYECHHU U MPEALIECTBOBATh €r0 Pa3BUTHIO, YTO CBHUJIETEIBCTBYET O TOM,
yT0 npuunHoi runepdeppurunemun sisnsiercs e HXKBII, a runepbeppurunemus,
cBsizanHast ¢ oxupenuem u UP, mpuoaut k HXXBIT (14, 15).

B ocnoBe pazutus CIDK npu HXBII nexutr WP, runeprivkemus wu
BHCLIEPATIbHOE OKUPEHHE.

IIpu P ¥ runepuHCYJIMHEMHUH NPOUCXOAUT MOBBILICHHAS TPAHCIIOKALIUS
TpaHC(EPPUHOBBIX PELENTOPOB HA MEMOpaHaxX TemaTolUTOB, SHTEPOLIUTOB,
MPUBOJIIAS K YBEJIMYECHUIO MOCTYIUICHUS JKelie3a B KJIETKY U CTHUMYJHUPOBAHUIO
cunte3a (Qepputura (27). B cBoro ouepenp, NpH MEpEerpy3ke IKEIe30M
renaTolUTOB HapyllaeTcsl MOTJIOUIEHHWE M JIerpajalusi UHCYJIWHA TEYEHbIO, YTO
ycyryonsier runepuHcyiauHemuto. M30wmitok kenmeza (Fe 1), katammsupys
oOpa3oBaHH€ CBOOOJHBIX PpAaJMKAIOB, HapyllaeT MpoOLEecC MPOBEACHHUS
WHCYJIMHOBOTO CHUTHAJIA U COEAMHEHUE WHCYJIMHA C UHCYJIMHOBBIM PELEITOPOM.
CTtuMynupyeTcsi CHUHTE3 TIJIOKO3bl B TMeudeHd. [lpu CTOWKON rumneprivmkeMun
BO3HMKAET TIJIMKUPOBAaHUE TpaHCcheppuHa, MPHUBOIAIIEE K  HAPYIICHUIO
csizbiBanus Fe |11 1 ero Tpancnopra Kk opraHamM-mIOTPEOUTEIISM.



AbGnoMuHaNbHAS KUPOBaAsk TKAHb, 00JIafaromIasi COOCTBEHHON TOPMOHANBHOI
aKTUBHOCTbBIO, TIPH JIMIOJU3€E BBIIESAET MpOBOCHANUTENbHbIE UTOKUHBI (THO,
ni-6, WJI-8, WJI-10), yro npuBoAUT K HHOUIBTPALUK >KUPOBOM TKAHU
Makpodaramu, KOTOpbl€ aKTHMBHO HAKaIIUBAIOT JKeNe30. OTO HHAYIUpPYET
OKUCJIUTENIbHBIA CTpPECC M BOCHANUTENBHYIO peakiuio. Takum oOpazom,
dbopmupyeTcsi MOpoYHbIA Kpyr. [lOBBINIIEHHAS MPOMYKIINS BBIIIE MEPEUHCICHHBIX
LIUTOKUHOB CTUMYJIUPYET CUHTE3 T'€CUINHA, IPUYEM HE TOJBKO B IE€MAaTOLMUTAX,
HO W B KIeTkax >kupoBod Tkanm (24). Tlemcumun Oiokmpyer paboTy
dbeppornopTrHa, B pe3ysIbTaTe Yero TOPMO3SITCS Mpoliecchl abcopOLMK MUIIEBOTO
JKese3a, BBICBOOOXKICHUS JKejle3a M3 KIETOK, COOTBETCTBEHHO CTUMYJIUPYETCS
cunte3 pepputuna. [Ipu 3TOM, B pe3ysibTaTe MOBBIIICHHOTO CHUHTE3a TeIICUINHA, Y
HEKOTOPBIX MAIIMEHTOB, Yalle MOJPOCTKOB M (PEPTHIIbHBIX JKEHIIUH, a TAKKe JIUL C
MOpPOUJHBIM OXUpEeHHEeM (MHAEKC Macchl Tena Oosiee 40), Moxer naxe
pa3BUBAThCA AHEMHUSI XPOHUYECKOIO BOCHAJICHMS, C HEJOCTATOYHOCTBIO JKEJE3a,
BCJICZICTBUE YMEHBIIIEHUS €r0 BCAChIBAHUS B TOHKOW KHILKE U MEpepaCIIPECICHUS
B kieTku POC, a He Ha HyX]Ibl CHHTE3a remoriioouna (6, 7, 14).

OTOT ««kKene30ePUIUTHBIN» (DEHOTUIT OXUPEHUSI XapaKTepU3yeTcs Kak
MpU3HaKaMu OTHOCUTENBHOTO >kene3zoaeduruta, Tak u JJCIDK. B nannom ciyuae,
OLICHKAa TaKoro TmapamMeTpa KpOBH, KaK  KOJUYECTBO  PACTBOPUMBIX
TpaHC(EPPUHOBBIX PELENTOPOB, MOXKET MOMOYb B JIMATHOCTUKE HWCTUHHOIO
neduuuTa Kenesa, TaK Kak HE 3aBUCUT OT AKTMBHOCTH BOCHAIMTEIBLHOTO
mpolecca, BIUAIOIIETO Ha  coiepkaHue (epputuHa. J[ONOJHUTEIBHBIM
MPEAUKTOPOM HaMUuusl «(yHKIUOHAIBHOTO» Ne(UIIUTA Keje3a CIYKUT TaKKe
ypoBeHb C-peakTHBHOTO OeIKa.

[IpeumyiiecTBEeHHOE HAKOTIJICHUE JKeJle3a B remnaronurax u kietkax Kymndepa
B IIEPUCUHYCOHUJAIBHOM IPOCTPAHCTBE 3aIlyCKaeT IMPOLECCHl IPOAIOITO3a,
HEKpO3a, KOJUIareHoOOpa3oBaHUS U ABISIETCS TPUITEPHBIM  MEXaHU3MOM
nporpeccupoBanus JKI' B HACT', ¢ mocnenyronum pazsutuem OII, [T u I'TK.

JononnutenbHbiM daktopom, yeyryomstomuMm CIDK y mauuentos ¢ HXKBII,
M0 MHEHHIO HEKOTOPBHIX aBTOPOB, MOXKET OBITh HAPYIICHHE SKCKPEIIMH MOYEBOM
kucinoTel (MK) moukamu (Hanpumep, npu auabetrueckoi Hedponarun) (5). MK,
SBJISISICH  €CTECTBEHHBIM XenaropoM HeremoBoro kenesa (Fe Ill), B ycmoBusx
runeppeppeMun yCUIIEHHO TMPOAYIUPYETCS B KCAHTMHOOKCHUIA3HOW PEAKIUU.
[lepBoHauasibHO, NoBbILIeHHE YpoBHA MK B KpoBU W/WIM €€ 3KCKpELUUU ¢ MOYOM
CBUJIETEIBCTBYET O BKJIIOUEHHWU KOMIIEHCATOPHOM peakuuu opraHusma, Tak, mpu
HTX nuxe 30%, nosbiienue MK 1 ee skCKpenuu CrnocoOCTBYET aIeKBATHOMY
BBIBEJICHUIO C MOYOM M30BITKA >Keje3a U MOAJEPKAHUIO €ro (PU3HOIOTHYECKOTO
ypoBas. [lpu HTXK 30-45% nabmiomaercs Gosiee BeipakeHHOE moBbiieHne MK,



npu HegoctaToyHo 3¢ ¢ektuBHON 3KcKkpernu. [Ipu HTXK 6Gonee 45% ypoBens

YPUKEMHHU HE COOTBETCTBYET MEXaHU3MY aHTHOKCHIAHTHOU 3aImuThI (5).
Kpumepuu nocmanoexu ouaenosa J[CIDK:

1.Hanuune 2 m Gojee KOMIIOHEHTOB META0OJIMYECKOTO CHHIAPOMA (OKHUPEHHE,

TUCIUNIUACMHUS], apTepuaibHas TUNEPTEH3Us, THIEPTIMKEMUsS WM HapyIICHUE

TOJIEPAHTHOCTH K TIIFOKO3€)

2.I'unepdeppuTHHEMHST TP HOPMAJbHOM WJIM HE3HAUYUTEIHHO TOBBIIIEHHOM

HTX

3. Hannuue crearo3a neueHu

4. Jlerkoe Wiy yMEpEHHOE MOBBIILIEHUE COACPKAHU JKeJie3a B IEUEeHHU (110 JaHHBIM

& P s
JNlerkas cteneHes YMmepeHHasi cTerieHe
HakonrmeHuss Fe3+ B HakonrmneHuss Fe3+ s
renaroumrax m renaroumrax m
nopraryibHOM 3I0oHe auLumHyca Makpodoarax

Pucynok 1. I[Tpuznaku CIDK npu rucTosiornueckoM UCCIEI0BAHUH TTIEUCHHU
narrenta ¢ HXXBIT (21)

HonomuutensaeiMu Mapkepamu CIDK mpu HXXBIT moryTt ciyxuth Takxke
MOBBINICHUE YPOBHS T'elCUINHA (OTpESICHHE JaHHOTO TOKA3aTels B HACTOSIICE
BpeMsi MaJio 1OCTYNHO), MK B KpOBHU W/WJH €€ CyTOYHON SKCKPELIMH C MOYOH.

Jleuenue CIIK npu X3I1

CorylacHO MHEHHIO OOJIBITMHCTBA CIICIIUATMCTOB, TTOKA3AHUAMU JJIS JICUCHUS

CIDK y 6oapubix X311 sBusroTcs:

1. Knuanueckun manudectasiii HI

2. [ToBbrmenne ¢gepputuna 6omee 200 Mkr/n y sxeHmmH u 6osee 300 MKr/a y
MY’KUMH M KEHIIMH B MOCTMEHoNay3e, Wik 6osee 500 MKI/JI y My»XYUH MOJIOXKE
40 ner W y KCHINMH JO HACTYIUICHUS MEHOMAay3bl (IPH HCKIIOYEHHH OCTPOIrO
BOCIIAJICHHUS, OITyXOJICBOTO MPOIIECCa, ATKOTOJILHOTO JKCIECCa).

3. HTX 6onee 45%.

4, [Tpu HXBII nenecoobpa3Ho paccMaTpuBaTh TOTOJHUTEIHHOE MOKa3aHUE:
HTX 30-45% B codyeTaHuu ¢ TUNEpypuUKEeMUEH W/WIIM TOBBIIMICHHONW CYTOYHOMN
9KCKpEIHel MOYEeBOM KUCIOTHI U rurneprinkemueii (5).

Crnoco6st neuenust CIDK mpu X3I1 BKIIOYAOT: 3THOTPOMHYIO Teparluio,
CTPOTHI OTKa3 OT aJIKOroJis, COOJIIOJCHHE NUEThl C OTPAaHUYECHHEM COJEP KAHMS
xkenesza 10 8-10 mr/cyt., nedebHbie KpoBonyckanus ((iedoromun), ¢ axcPy3uei
no 300-400 mun kpoBu 1 pa3 B Hedemwo, OO0 JOCTHOXKEHHUS II€JIEBOTO YPOBHS
deppurnna < 50 mxr/mn u HTX< 30%, ucnons3oBaHWe aHTHOKCUIAHTOB.



CormacHO KIMHAYECKHM peKOMeHmanusiM EBpomeickux oOIecTB 1o
U3yYeHHI0 3a00jieBaHui meueHu, oxxupenus u guadera (EASL-EASD-EASO),
npoBeneHue (aedOTOMUU C LETbI0 YMEHBIUIECHUS 3aMacoB >Keje3a MOYTH [0
ypoBHs kene3zonedunurta yayudmaet craryc 6oiabHbix HXKBIT mo mkane NAS 6e3
nporpeccupoBanus (Gpudpo3a, OMHAKO HEOOXOIUMBI JTOTOJIHUTEILHBIC JTaHHBIEC.
Kak cBuzperenscTByIOT crienuaiuctsl, ¢puedoromun npu HXKBIT ymensmaror UP,
BBIPOKECHHOCTh BOCHAIUTEIBHBIX HM3MCHCHWA B TII€UCHU, 3aMEIJISIOT TEMITbI
nporpeccupoBanus OI1 u pucku pazsutus ['TIK (12).

[Ipn nmpoTtuBomoka3zanusix k (uedoromuu (mpexae Bcero, B ciaydae HI' ¢
NoBbIIIEHUEM YpoBHS (pepputuHa Oosiee 1000 MKr/m, codeTaronuMmcs ¢ aHeMuein
CpellHEe M TSKEJIOW CTENEHU, BBIPAKECHHOW THIIOTOHHEH, THMMOATbOyMUHEMUEH,
CH) ucnonm3yrorcs xenatopbl kenesza (medepa3supokc WM IKCHIDKAI, MEHee
IPEIIOYTUTENBHO, Jnedepokcamud (mecdepain)). OmHako, BBICOKAsS CTOMMOCTH
npenapaToB U BO3MOKHbIE MOOOUYHBIE A(P(DEKTHI (IUCIIENTUYECKUE PACCTPOMCTBA,
HapymieHne (QyHKIIUW TMOYEK, MEYEHU, 3PCHHs, CIyXa W Jp.) OTPAaHHUYMBAIOT HX
IpUMEHEHUE.

B tepanuro CIDK BceM 00JIbHBIM 11€71€CO000pa3HO BKJIIOYATh aHTHOKCUIAHTHI.
JIis 3TOro MOTYT TPUMEHSTBCS MpernapaThl SHTAPHOW KHCIOTHI (peMakcod),
ypcoae3okcuxoneBass — Kuciota  (ypaokca),  TNIMUUPPU3MHOBAs  KHUCJIOTa
(bocthornus), munoeBas kuciiota, agemetTnonud (5, 9).

Tak, HampuMmep, YCTaHOBJIEHO, YTO AHTUOKCHJAHTHBIA 3(P(EKT pemakcoiia
CBS3aH C TIOBBIIIICHUEM AaKTHUBHOCTH TJIYTaTHOHIEPOKCHUIA3bl M  KaTajasbl,
BOKHEUIUX (PEPMEHTOB, Yy4YaCTBYIOIIUX B pPa3pylIeHUH AaKTUBHBIX (HOpM
Kuciopoaa, nepekucet. Ilpemapar Takke CHocOOCTBYET YBEIWYEHHUIO YPOBHS
BOCCTAHOBJICHHOTO TJyTaTHOHA W TIOJIaBIICHUIO AKTMBHOCTH KCAHTHHOKCHIIA3bI,
YTO MPUBOIUT K CHIYKEHHUIO TIPOIYKIIMH BHICOKOAKTHBHBIX (hopM Kuciopoaa (9).

docdornup, Kak aHTHOKCHUIAHT, CHOCOOECH HWHIHOMpOBaTh OOpa3oBaHME
CYIIEPOKCHIHOTO pajuKaia u nepekucu Bogoposa (10).

AHTHOKCUIAHTHOE JEHCTBUE YPCOJAE30KCHUXOJCBOM KHCIOTHI CBSI3aHO C
W3MEHEHUEM MeTaboIu3Ma MPOCTArJaHAWHOB W KUPHBIX KHUCJIOT, a TaKkKe
CHIW)KCHUEM OKCHUIATHUBHOM akTuBamuu KyndepoBCKkuX KIETOK TUAPOHOOHBIMH
KETYHBIMU KHUCITOTaMu HECOMHEHHBIM JOCTOMHCTBOM JaHHOTO Tperapara y
namueHToB ¢ X3II m CIDK sBasercss omocpemoBaHHOE aHTH(PHUOPOTHYECKOS
neiicTBue, 00yCIIOBICHHOE CHIDKEHUEM COCpKaHMs aKTHBAaTOpPOB (hubporenesa u
YrHETEHUEM aKTUBHOCTH 3Be3A4aThIX KiaeTok (22, 30).

Jnst ynydmienust okazaHusi nomomnu nanumeHtam ¢ X3II mpemmaraercs
aBTOPCKHiA anroput™ Bepudukarmu u nedenus y aux CIDK (puc. 2).

CornacHO JaHHOMY aJNTOPUTMY, JJIsl OLEHKU COCTOSHUSI OOMEHa ’kejes3a, y
Bcex OompHBIX X3II HEoOXOmMMO TpPEXIe BCEro ONPEACNsITh YPOBEHb



ceiBopoTOouHOTO  depputmHa u  HTX. B cmywae  oOHapyxeHus
runepdepperunemun u nossitieHuss HTXK 6onee 45%, wiu menee 45% y My>KuuH
Mosioxke 40 5er U (QepTWIbHBIX >KEHIIUH (MPU HUCKIIOYEHUU y HHUX OCTPOTo
BOCIHAJIMTEIBHOTO TPOIECCa, OHKOIMATOJIOTHH, aJKOTOJBHOTO JKcllecca M|
BBIPAKEHHOT'O IIUTOJIU3a) CIEAYET MPOBOAUTH T€HETUUECKUN aHAIN3 HA MyTalluu
HFE-rena. Ecnu y 6omsHOor0 X3I1 ¢ BRIcOKOU THmepdeppeTnHemueii 6onee 500
mkr/1 1 HTK 6onee 45% He BbIsABIEHBI MyTaluu, xapaktepusie A HI | tuna
(C282Y/C282Y, C282Y/H63D), a Takxe rereposuroTHeie myrarmu (C282Y/N,
H63D/N), menecooOpa3HO BBHINIOJIHEHHE OMOICHM TI€YCHH CO CICIHaIbHOMN
okpackoil Ha remocuaepun (no Ilepncy) u onpenenenuem I[N, xoTopserit npu
BropuyHoM CIDK menee 1,9. B psae cinydaeB, npu yMEPEHHOM MOBBIIICHUH
nokaszareneit pepputuHa u HTXK, B 0COOCHHOCTH y MOJIO/IBIX MY>KUYUH U >KEHIIUH
dbepTunbHOrO Bo3pacrta, At quddepennpansaon auarnoctuku ¢ HI' MoxeT ObITh

UCTIOJTB30BaH Jiec(hepaioBbIil TECT.

OnpeneneHne CO n HTX
Co 250-500 Co 500-1000 Co® 500-1000 Cod > 1000
[ HTXX < 45 ] [ HTXX < 45 ] [ HTXX > 45 ] [ HTXX > 45 ]
NckniouweHune octporo BocnaneHusa (CPB, leHeTu4yecknn aHanms
COQ3, Z) oHKOMormu, LNTONu3a, Hekposa myTaumn HFE ]

_ Buoncusa neyveHu
(__ Decdepanoseiitecr ] -t Mopnoa, AWK

A wnn MPT pexum T2
<1 mr/cyT. 1-1,5 >1,5 mr/cyT. p-uma Mepnca+ || p-una MNepnca+
MnNXK<1,9 Mn>K>1,9
KonTpornb CP un
HT>XX 4/3 6 mec. leHeTnka Ha MUHOpPHbIe
MyTaLuu

Jleverune ocHosHoro Bropuyinbin CIMK [[femoxpomaTtos femoxpomaTtos

3aboneBaHusA

neT: rpaHnyeHnem F
Avera ¢ orpa SIS = [Owneta c orpaHnyeHnem Fe go 8-10 mMr/cyT., UCKMOYEHMe arnkorons

dneboTomusa no 300-500 mn/Hegento fo depputnHa meHee 50-100
AHTMOKCUAAHTLI, XenaTtopbl (3kcuayxan)

[Mpn ncknYeHnn ap.npuymnH runedeppuTUHEMUN y My>kMmnH <40 net n pepTUribHbIX XXEeHLLUH

Pucynok 2. Anroputm nuarsoctuku u aedenus CIDK y nmanuenta ¢ X311
Z — neiixounTo3, CP — cbIBOPOTOUHBIN (heppUTHH

[Ipu moarBepxaenun auarHoza CIDK BceM mnamueHTaM peKOMEHIyeTCs
OTpaHUYUTh YHOTpeOIeHue xene3a B nuiie 10 8-10 Mr/cyT., IpoBOJIUTh JICUEHHE
dbaedboTomusiMu (10 TOCTHKEHUS II€JIeBOT0 ypoBHs (epputrHa MeHee 50 MKI/I,
HTX wmenee 30%) u antmokcumantamu (dochorimB, peMakcos, ypIoKca).
XeaTopsl Keje3a UCHOIb3YIOTCS TOJIBKO B caydasx HI' mpu npornBonokasanusax
K (hrie6oTOMUSAM.



Taxkum ob6pazom, CIDK gacto cBsizan ¢ X3II u sBAseTCS TOMOTHUTEIHHBIM
(bakTOpoM UX MPOTPECCUPOBAHMS, YBEIMYMUBAS AKTUBHOCTb BOCHAJICHMS, TEMIIBI
¢bubporenesa B neuenu u pa3Butus ['IIK. YuuteiBas Bcrpeuaemocts CIDK mouTn
y 30% C maronorueit nevyeHu, Bpauu-KIMHUIUCTBI TOKHBI ObITh HACTOPOKEHBI B
OTHOIIEHWUH OTOTO CHHApPOMA W BIAJeTh HH(POPMANHUEH O TMPUHIHUIAX €Tro
JTIMAarHOCTUKH U JICUCHUSI.
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