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emoxpomaTto3 (I'X) npezcraBiiseT co60i 60/1€3Hb

HAaKOILJIEHHUS KeJsie3a, IPU KOTOPOH 4pe3MepHO

yBeJMYEHHOE €ero BCacblBaHHE B KHUIIEYHHUKe
NPUBOJUT K €ro CKOIJIEHHIO B TKAHSAX C OCJAeLYI0LUIUM
HX OBPEX/AeHHEM U QYHKIMOHATBHON HEZ0CTATOYHO-
CTBhIO OPraHOB, 0COGEHHO MeYeHH, TOPKETYA0YHOM Ke-
Jie3bl, ceppua u runogusa [1]. leMoxpomMaTos 03HavyaeT
NPOrpeccUpyIolly0 U MacCUBHYIO EPErpy3Ky TKaHel
»eJle30M, YTO MPUBOAUT K PUOPO3y U HEJOCTATOYHO-
CTH OPTaHOB.

UcTtopus 3a60/1eBaHUA

BnepBhble 3a6oJieBaHue ObL10 onvcaHo M. Troisier B
1871 r. KaKk CHMIITOMOKOMILJIEKC, XapaKTepU3yOILIHCcs
caxapHbIM JjMabeToM, MUIMeHTal el KOXH, LLUPPO30M
NeyeHHY, CBSI3aHHBIMU C HAKOIJIEHHEM eJjie3a B opra-
Hu3sMe. B 1889 r. Reclinghausen BBes1 TepMUH «reMox-
pOMaTOo3», OTPaKAIOLIMN OJHY U3 0COGeHHOCTeH 60J1e3-
HU: HEOOBIYHYI0 OKPACKy K0XXU U BHYTPEHHUX OPTraHOB
[2]. Bbly10 ycTaHOBJIEHO, YTO KeJle30 BHauasle HaKalJu-
BaeTcsl B MapeHXMMAaTO3HbIX KJeTKax NeYeHH, a 3aTeM
MOKeT OTKJIaJIbIBaThCs U B APYTUX opraHax (mozxesny-
JIOYHOM KeJjie3e, cep/ilLie, CycTaBax, runoduse).

PacnpocTpaHéHHOCTD

[To naHHbIM UHCTUTYTA paccTpoiicTB xese3a ([puH-
BuJLI, KO2kHast KaposinHa) B CLIA HacYHUThIBaeTCS OKOJIO
1 MJIH. 4eJIOBeK, Ipe/pacro ioKeHHbIX K FeMOXpoMaTo-
3y 1 0koJ10 150 ThIC. 60JIbHBIX, Y KOTOPBIX 3Ta 60JIe3Hb
JuarHoctupoBaHa. TakuM o6pa3oM, BepOSITHOCTb pas-
BUTHs reMoxpoMaTosa coctaJsieT 0,33%. Oxkosio 10%
HaceJleHus SIBJISAIOTCSA reTepO3UTOTHBIMU HOCUTESIMU
peliecCUBHBIX TeHOB reMoxpoMaTosa [3].

Knaccupukanusa

PazyinyaroT nepBUYHBIA (KJIaCCUUECKUH, TeHeTH-
YeCKHUH, BPOXK/eHHbII) U BTOPUYHBIN (MpUOOpeTeH-
HbIH) reMoxpoMaTos. [lepBUYHBIA reMOXpOMaTO3 — 3TO
BPOX/IEHHOe ayTOCOMHO-pelleCCUBHOe 3aboJ/ieBaHUe,
CBsI3aHHOE C [1aTOJIOTHel reHa HachlllleHUsI TKaHeH xe-
jsiesoMm (HFE); aTOT reH mpo4Ho cremnseH ¢ A-J10KycoMm
komiiekca HLA Ha 6-if xpoMocoMe. BTopuuHbI reMox-
poMaTo3 - [leperpysKa >keJjle30M C IoBpexJAeHneM TKa-
Hel, BTOpUYHas N0 OTHOLIEHUIO K ApyroMy 3aboJieBa-
HHIO, 0OBIYHO TaJlaCCEMUU WJIM CHAEePOO6JIacTHYeCKOU
aHeMyud. CHUHOHMMaMM TepMHHA «TeMOXPOMATO3»,
BCTPeYaBUIMMUCA B pasjiMyYHOe BpeMsi B JIUTepaType,
apisioTcs caefytoiue: HFE-remoxpomaTos, 6poH30-
BbIM AuabeT, MUTMEHTHbINA LUPPO3 MEYEHH, CUHPOM
Tpyasbe-AHo-llloddapa, cugepoduus, reMoMenaHo3.

Pa3zmmyaT cieaymomue Gpopmbl
BTOPHYHOI0 reMOXpoMaTo3a:

1) noctTpaHcdy3UOHHBINA (IIPU XPOHUYECKOU aHe-
MHH, B JIeYeHUH KOTOPOH IUIUTENBHO IPHUMEHSUINCH
TIepEeITUBAHUS KPOBH);

2) aquMeHTapHbIA (reMoxpomaTo3 appUKaHCKOIo
IJIeMeHH 0aHTy BCJIEACTBHE M30BITOYHOTO YIOTPEOIeHUS
JKeJie3a ¢ MHIIEeH W BOJIOM; aJKOTOJILHBIM LUPPO3 IEUCHH;
BeposATHO, Oosie3Hs Kammnua-beka u np.);

3) MeTabosn4ecKui (HapylieHue npeBpalieHus xKe-
Jle3a pU MPOMeXyTO4YHOU B-Tasaccemud, y 601bHbIX
[IUPPO30M NeYEHH NTPU PA3BUTHUH UJIH HAJIOKEHHH MOP-
TOKaBaJIbHOI'0 aHACTOMO3a, IPU 3aKYINOPKe MPOTOKa
MO/XKeYA,0UHOM KeJie3bl, KOXKHON nopdUpuu u ap.);

4) cMelIaHHOTO MPOUCXOXKAeHUs (OoJibllas TaJjac-
ceMHsl, HEKOTOpble BHUJbl [JU33PUTPONOITUYECKON
aHEMHUHU - XKene3opedpakTepHas, CHIepoaxpecTHuecKas,

KTX 2012, N°2

41



KpUMCbKMX TEpANEBTUYHUN XK

DHaJ1

l_ J.l:l.llt.'t.lll!t.'irlll.l‘lﬂt‘#ll’lﬂ J

g

HIJOBEIJHTB HA HAJTHYHE: AJKOI0IH, BOCIIAJEHHA, HEKPO3aA KI€TOK, iC

e

Carypannsa Tpaacdepuna (TS) b

[ T1s>45%>1x |

B

d HFE resorannpoBanHe

[ C282Y romozHroTHI

IlpoeepuThL HA HaIH9He
cocTapaswompx HC:

OHppO3, MHeJOIHCILTAZHA

. 2

] [ Jpyrof reHoTHI ] ﬂcnn-e Fe B megenn

TS <45% = me TX

¥

MPT, OHONICHA MeTeHH

=

»

cog-e Fe B megenn ]

. 4

IIpoBepnTs Ha:
ANKOT0Ib,
BOCTIATEHIE,
Hekpo3 KneTor, MC

IIpoeepnTs Ha:
AIKOToNb, THC-
MeTaloIHIeCKYH
neperpyiky Fe

He HFETX
Peakne HFE myTanun

I

DepponopTHH
HepyaommazMun

)

L-deppaTan ]

( xarapakra)

Puc.1 AnropntM ANarHOCTUKN reHeTNn4eCcKuxX npuyYnH runeppeppurnHeMmm

cunepobnactHas) [4].

B  KIMHMYECKMX  TPaKTHYECKUX
10  BEJCHUIO  IAIMEHTOB  C  TEMOXPOMAaTO30M,
chopmymupoBaHHEIX ~EBpomeiickodl  accouuanmed o
m3yueHuro Oonesneir neuenn (EASL) B 2010 Tomy,
ObUTH BBLICJIEHB! TPYIIIBl MAlHMEHTOB, HY)XIAIOUIUXCS B
renernyeckom TectupoBanun (EASL Clinical Practice
Guidelines for HFE Hemochromatosis, 2010) [5]: 1)
oO1mast momysanus: reneTndecknii ckpuauHr Ha HFE-HC
HE PEKOMEHAYETCs, IIOTOMY YTO IIEHETPAaHTHOCTh OO0JIE3HH
SIBIISIETCSl HU3KOM, W TOJNBKO Y HECKOIBKHX T'OMO3HMIOT
C282Y meperpyska sxene3oM Oyner mporpeccuposars (1
B). 2) nonynsumst marmentos: HFE TectupoBaHue fo/mk-
HO IPOBOJUTHCS NMaljMeHTaM ¢ XPOHUYeCKUMHU 3abo.Je-
BaHUAMH [IeYeHU HEYTOUHEHHOM 3THOJIOTHH, Y KOTOPBIX
BBISBJIEHO YBelIMueHHE HachimeHus TpaHcdeppuaoM (1 C).
3) HFE TecTupoBaHue caefyeT MPOBOJUTH CJeAyIo-
LIUM pynIaM nanueHToB: — nmopdupus cutanea tarda (1
B); - BepuduuupoBaHHbIN XOHApOKaabIUHO3 (2 C); -
renarouesunonsipaas kapuunoma (2 C); — caxapHblil 1uaber
1 tuna (2 C); 4) HFE TecTupoBaHue He peKOMeHAyeTcs
NPOBOAUTDH NalMeHTaM: — C apTPUTOM HIIM apTpairuei
HeyrouHeHHo# atronoruu (1 C); — caxapHbIM JrabeTom 2
tumna (1 B).

PEKOMCHAALUAX

PekomeHganuu no auarHocruke HFE-
remMoxpomaro3sa [5]:

 ALMEHTaM C IIpeAnoJaraeMblM CHHAPOMOM Iiepe-
IPY3KH jKeJIe30M B IIEPBYI0 ouepe]ib HE0OXOAUMO Mpo-
BECTH U3MepeHHe caTypauuu TpaHcpeppUHA U ypo-
BeHb pepputuHa B cbiBopoTke (1 B), a HFE- TecTupo-

BaHUe cJleiyeT NIPOBOJUTD TOJIBKO NaleHTaM C NOBbI-
LIeHUEeM caTypauuu TpaHcoeppuHa (1 A).

¢ MAllMeHTOB C CUMITOMaMM 3aboJieBaHUH Meye-
HU TakK)Xe HY)XHO NPOBOJAUTbL M3MepeHHUe caTypalUU
TpaHchepprHa U ypoBHsA (GeppUTHHA B CbIBOPOTKE
kpoBH (1 C) u HFE-TecTupoBaHue NpOBOAUTCS TOJBKO
B CJIy4yae MOBBIIIEHUS caTypauuu TpaHceppuHa (1 B).

¢ HFE-TecTupoBanue Ha C282Y u H63D nosumop-
$U3M Heo6X0MMO NPOBOJUTH BCEM IMALIMEHTAM C He-
00BbSICHUMBIM NOBbILIEHUEM YPOBHSA peppuUTHHA U ca-
Typauuu Tpancdeppusa (1 B).

e Jluarnos HFE-remoxpomaTto3a He 0J/>KeH 6a3upo-
BaTbCAd TOJIBKO Ha roMmo3urotrHocty mno C282Y, Ho Tak-
’Ke TpeOyeT Ha/IMuMs NOBBIIIEHUS 3allacoB >KeJjie3a B
opraHusme (1 B).

e C282Y/H63D rereposurorsl 1 H63D roMo3uroThl
C NOBBILIEHWEM YPOBHS CbIBOPOTOYHOro GeppUTHHA
(>200 mr/n y xeHimuH, >300 Mr/n y My>K4uH), yBeJU-
YyeHHeM caTypaluuu TpaHcheppuHa (>45% y KeHILUH,
>50% y My»K4MH) U/ NOBBIIIEHHEM 3al1acOB KeJle3a B
nevyeHU SIBJIAIOTCSA MepPBbIMU KaHAWAATaMHU Ha Hccje-
JloBaHUe Apyrux npuuuH runepdepputuemu (1 C).

e Y C282Y romMo3uror ¢ yBeJU4eHHEM 3alaCOB XKe-
Jle3a, GUONCUS TeyeHU He SBJsIETCS Heo6XoAMMOMN
npoueaypor AJisi NOATBepXKJeHUs JAuarHosa reMox-
pomaTo3. buorncus neyeHu MoxeT ObITb IpeJJioKeHa
C/leyI0IIMM KaTeropusaM nauueHToB: C282Y romosu-
roTaM C ypoBHeM CbIBOPOTOYHOro ¢eppHUTHHA GoJiee
1000 mr/n, noBeitienueM ypoBHs ACT, renaTomerasnu-
el uiu B Bo3pacrte crapiue 40 jet (1 C).

e [eHeTHYeCcKOe TECTHPOBAaHUE Ha T.H. «pyrue reHbl
remoxpomaTo3a» (TFR2, SLC40A1, HAMP, H]V) Heo6xo-
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JHUMO NPOBOJUTH NMallMeHTaM I0C/e HCK/IYeHUs Io-
Mo3uroTHocTu no C282Y, ecnu 1) neperpyska xese3oMm
MOATBepPX/jeHa C NOMOLIbI0 NIPSAMOH OLieHKH, T.e. C I0-
Mouibio MPT uiu 6uoncuu neveHu; U 2) 6bIIM UCKIIIO-
YyeHbl Apyrue reMaToJIorMuyeckyde HapylleHUs U Hopa-
*keHus nedenu (2 C).

B  pexomenpmammsax EASL [5] rtakke  Obur
c(OpPMYJIUPOBAaH AITOPUTM JHArHOCTUKH TE€HETHYECKUX
npuunH runepdeppurunemun (puc.l). CorracHo 3TomMy
QITOPUTMY, THAalMEHTOB C MOBBIIIEHHEM KOHIIEHTPAIUU
(deppuTHHa B CBIBOPOTKE KpPOBH IO IIPOBEICHUS
TEHETHYECKOr0 TECTHPOBAHUS HEOOXOIMMO IIPOBEPHUTH HA
HaJinuue Haubojee YacThIX NPUYUH rurepdeppUTHHEMHN:
TAaKUX KaK XPOHHYECKOE 3JIOYNOTPEOIEeHHE aJIKOToJIeM
(mo nmaHHBIM = aHaMHe3a), BOCHAJICHHE (ONpPENEIUTh
ypoBeHb C-peaktuBHoro Oenka (CPB)), Hexpo3 kierok
(ompenenmuts ypoBerb AJIT, ACT), omyxomu (mis 3TOTO
HeoOxomuMo B o0mIeM aHanuse kpoBu ompenenuts COD,
a TakXKe MPOBECTH KOMITBIOTEPHYIO TOMOTpa(Hi0 OPraHoB
OpIOIIHOI IOJOCTH) W HEAIKOTOJIbHAS JKHPOBas OOJNE3HB
neyenn (HAXBIT) n/nnn merabonnuecknit cunapom (MC)
(MOHHTOPUHI apTEpPHAIBLHOTO JIABJICHUS, ONpEleNICHnE
nHnekca Mmaccsl Tena (MMT), obmero xomecrepuHa,
TPUDINIEPUIOB M DIIOKO3bI KpoBH). [Ipu wuckimroueHHH
JAHHBIX COCTOSTHMH M COXPaHEHUM THurep(eppuTHHEMHH
HECMOTpsl Ha JICYEHHE JPYIMX BO3MOXKHBIX IPHYHH,
HEOOXOAMMO ONpENeNUTh CcaTypaluio TpaHcheppuHa.
[locne monTBepkIeHMs TOBBIMICHUS 3TOTO IOKAa3aTels
cnenyet npoBoauts HFE-renorunuposanue. Eciu manuent
siBiisieTcs romo3urotoid mo C282Y, nuarHo3 reMoxpoMaros
CUUTAETCS TOATBEPIKACHHBIM.

Ecnu ke carypanusi TpaHcdepprHa OYTH HOpMallbHAsS
WIN Jake HHU3Kas, HAJMYUE MM OTCYTCTBHUE I€PErpy3KH
KeJIe30M Oy/IeT PyKOBOJUTH JAJIbHEH M IMAar HOCTHUECKUM
MIOUCKOM. PeKoMeHIyeTcss IpOBECTH OLEHKY 3allacoB
JKeJie3a B IICYEHH C TIOMOILBIO MPSIMBIX METOJ0B (MarHUTO-
pe30HaHCHOM ToMorpaduu win OHOIICHM TICYEHH).
Ecmn conmepkaHue »keie3a B IIEUEHH IOBBINIEHO, TO
repes IpPOBEACHHEM TI'CHETHYECKOTO TECTHPOBaHMS Ha
MIpEeAMET HaJIW4Msl T'€HEeTHYEeCKHUX OOJe3HEeil meperpysku
JKEJIe30M, HE CBS3aHHBIX C TEMOXPOMATO30M, HEOOXOANMO
MIOBTOPHO TIPOBEPUTH Ha 3JI0yNOTPEOJICHUE AJIKOTOJIEM
n MC (310 M.0. auepynomiasmunemust). [Ipy HopMmasib-
HOM KOHIIEHTpalMU Keje3a TakKe HeoOXomuMo mepen
MIPOBEICHUEM T€HETHYECKOTO TECTHPOBAHUS HAa MYTallMH
L-deppurun rena (runepdeppuTHHEMHS — KaTapaKTHBIA
CHHIIPOM) HCKJIIOYUTH YacTO BCTpPEYArOUIHecs MPUYNHBI
runepheppUTHHEMHN

KpuTepumn nocTaHOBKM AMarHo3a
reMoxpomaros [6]:

1. CHHApPOM NeperpysKH xeJje30M, BKI0Yast:

a) KOHLeHTpal1I0 X)KeJie3a B eyeHU = 200 MKMOJIb/T;
6) meyeHOUHBIN UH/JIEKC XKeJie3a = 1,9 MMOJIb/KreTro.
2. [loxaTBEpK/ieHMe reHeTUYeCKOM NpUpoAbl 3ab6oJe-

BaHHA.

3. [IpoueHT HacklleHUs TpaHcpeppPUHA JKeJle30M:

a) y >KeHIIYH [JI0 HACTYIlJIeHUs: MeHomnay3bl = 50%);

6) y KeHILIMH IocJe HacTyNJeHUsl MeHoNay3bl U y

MYK4UH = 60%.

4. DeppuUTHUH KPOBU:

a) y JKeHIIMH [0 HaCTyIJIEHUS MeHOomay3bl 2
200 mMkr/n;

6) y *KEHILIMH [0oc/e HACTYIJIEHUs MeHONay3bl U y
Myx4uH = 300 MKr/J1.

5. O611as xeJjie30CBsA3bIBalOLast CIOCOOHOCTh CHIBO-
POTKHU < 28 MKMOJIb/JI.

JuarHo3 I'X nmoATBepKAaeTcsl TakXe BbISBJIEeHUEM
B 6MONTaTe NeyeHU OOGHJIBHOTO OTJIOXKEHHS KeJse3a,
JlaloIIEero MOJIOKUTENbHY0 PeaKIMio MPU OKpacKe Mo
[Tepucy.

CoryiacHO kIMHMYeCcKUM pekoMeHganuam EASL 2010
roja [5], ;uar1o3 reMoxpoMaTo3a CUMTAETCsl YCTaHOB-
JIEHHbIM TMPU HAJIUYUU MOATBEPXKJEHHOW rOMO3UTOT-
HocTu 1o C282Y, HakoIJIeHHUS KeJle3a B OpraHax U Co-
OTBETCTBYIOIEeN KIMHUUECKON CUMIITOMATHUKHU.

B pa3BuTuu 3a60/1eBaHUA Pa3/IM4aAlOT
TPH CTAAHU:

1) 6e3 Ha/IM4usA NeperpysKu eje3oM NpU TeHeTH-
yeCKO Npe/pacrnooKeHHOCTH;

2) neperpyska »eJie30M 6e3 KJIMHUYeCKUX NposiBJIe-
HUU;

3) cTafus KIMHUYECKUX TPOsIBJIEHUH.

KimHuyeckue nposiBieHHs 3ab6ojieBaHUA pa3BHBa-
I0TCs1 0OBIYHO [IOCJIe HACTYIIJIEHUs 3pesoro Bo3pacTa,
KOT/ia 3allachl KeJie3a B opraHusMe jgocturatoT 20-40 r
U 6osiee [7]. Yauie Bcero reMoxpoMaTo3 pa3BUBaeTCs
B 3peJIOM BO3pacTe, IOCTENeHHO U HAaYyHWHAeTcs C He-
cnenudUiecKux nposiBieHu. Penkoit popMmoii remox-
poMaTo3a sBJIsieTCs IDBEHU/IbHbIN ['X, BOSHUKaIOLIMI B
MoJionoM Bo3pacte (15-30 JjieT) u xapaKTepHU3yOLIUii-
csl TpeXx/ie BCero CUMITOMAaMU MOpakeHUsl NIeYeH! U
cepAla. B HayanbHOM cTaAuu 3a60/1eBaHuUsl B TedeHHe
MHOTHMX JIeT NalMeHT NpeLbsBJAET NepHoAUYecKUe
»KaJI06bl Ha BbIPAXKEHHY0 0011yI0 C/1ab0CThb, MOBBIIIEH-
HYI0 yTOMJISIEMOCTb, CHM)KEHHEe MacChl TeJsla, HOMILYIO
60J1b B IPaBOM NoJipebepbe, 601U B CycTaBaxX B CBS3U
C XOHJIPOKaJIbLIUHO30M (apTpomaTHel, CBS3aHHOM C
OT/IO)KeHUeM coJielt Kanblus (nupodocdaTa, TUAPOK-
cuamnatuTa, opropocdaTa Kanblys) B CYCTaBHOM Xps-
11le KPYNHBIX CyCTaBOB), U3MEHEHHUS CO CTOPOHBI KOXHU
(cyxocTb, aTpodus), y My>KUUH — CHUXKEHUE M0JO0BOHN
JyHKLMY, YMeHbIIIEHHUE IMUEK B pasMepe [8].

Pa3BepHyTas cTagusa xapaKTepusyeTcsi
KJ/JIaCCM4eCKOM TpHaA0i CUMIITOMOB

(puc. 2):

1) nurMeHTaLUs KOXU U CJIU3UCTBIX 060JI0UEK;

2) uMppo3 NnevyeHu;

3) caxapHblii uabeT.

CaMblit paHHUM U YacTbii cumnToM X — nurMmes-
Talus, BBIPAXKEHHOCTb KOTOPOX 3aBUCHUT OT JAaBHOCTHU
npouecca. Koxxa npuobperaeT 6pOH30BbIN WM JbIMYa-
TBIA OTTEHOK, KOTOPBIX G0Jiee BbIPaXKEH HA OTKPBITHIX
yacTsax Tesa (JINLO, Lest, pyKy), HA paHee TUTMEeHTHPO-
BaHHBIX MeCTaX, B NOAMbIIIEYHbIX BIAJUHAX, HA 110JI0-
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BBIX opraHax [8].

Y nopaBJssioulero 60JIBIIMHCTBA NALMEHTOB Ha-
6J/110/laeTcsl TenaTOMerasus, YTO CBSI3aHO C OTJIOXKeHHU-
eM jKeJjle3a, B IepBYI0 o4yepe/b B NedyeHU. [ledeHb cTa-
HOBUTCS IJIOTHOM, C IVIaJJKOW MOBEPXHOCTbIO, MOXET
OBbITb YYBCTBUTEJbHOM MNpu nanbmnanuud. ¥ 25-50%
60JIbHBIX BBIABJSAETCS cllleHoMeranus. OTHOCUTeNb-
HO PeJiKO BCTpeyaloTCsl BHelleyeHOYHble 3HakHU. [Ipu
O6MOXMMUYECKOM HCCIeJ0BaHUM KPOBU 3aMeTHOIO 1iH-
TOJIM3a U X0JlecTa3a KaK PaBUJIO HET, 0OHAPYKUBAIOT
MOJIOXKUTEJIbHbIe 0CaJl0YHble NMPOOBl U AUCIPOTEUHe-
MUI0. B TepMHUHa/BbHOW CTaZiMM pa3BUBAIOTCSA aCLUT,
NeyeHO4YHO-KJIeTOYHAsA HeJ0CTaTOYHOCTb, CUMIITOMBI
MOPTaJbHOM rUIlepTEH3UH.

[IprMepHO y 80% 60JIbHBIX HMeeT MeCTO CaXapHbIH
JH1abeT, yalle MHCYJMHO3aBUCUMbIH, KOTOPBIHA peJKo
OCJIOXKHSIETCS alji/l030M U KOMOM.

Jpyrue sHAOKpHUHHBbIE PACCTPONCTBa HAGJIIOAAIOT-
c1y 1/3 mauueHTOB U NPOSABJSIOTCA TUNOYHKIUEN
runodursa, HaJlIOYeYHUKOB, UIUTOBUJHOMN >Kese3bl. Y
MY>KYMH CHWXKaeTCs MOTeHLUs, aTpOUPYIOTCS ANYKH,
HCYe3aloT BOJIOCH! Ha Ty/0BUIle (TUIIOTeHUTaIUu3M), a
y ’KeHIIUH HaCTYyNaloT aMeHopes U 6ecnyiofue.

[Topaxkenue ceppua (20-30% 60/1bHBIX) POABJISAET-
csl KapAMoMUoNaTHe, 3acTOMHON cepAeYHON HelocTa-
TOYHOCTBIO U apUTMUEH.

Y 25-50% nanueHTOB OTMeYalTCA apTPONaTHH, KO-
TOpble MOYTH BCerja CONPOBOXKAAITCA apTpaIrUsMHU.
Yawe Bcero nopaxatorcs Il u Il nactHele cyctaBbl. Y
Bcex 60JIbHBIX ¢ ['X Hab/10aeTcsl OTVIOXKEHHE Kalblius
B CYCTaBHBIX XpAlaX.

Oco6oe 3HaueHUe UMeWT HHOPEKUUOHHbIe (6akTe-
pUasibHble U BUPYCHBIE) OC/I0XKHEeHUs NpU ['X, KoTopble
MOTYT OBbITh CBSI3aHbI C HapyleHueM pyHKuuu daro-
LIUTOB U yMeHbIleHWeM YpPOBHS CBOOOJHOTO TpaHC-
deppHrHa, UYTO 00YC/I0BJIEHO NTEPErPY3KOH KeIe30M.

Cpenu apyrux nposiBjaeHuit I'X obcyxgaeTcs yckope-
HUe pa3BUTUSA aTepoCK/epo3a U NOBbILIEHHAs CKJIOH-
HOCTb K Pa3BUTHIO OIYX0JIEBBIX IPOLLECCOB PA3JIMYHOM
JIOKaJIM3aL1HU.

B TepMuHanbHol cTaguu I'X Hab0Aa0TCa NpU3Ha-
KU GYHKLIMOHAIbHON HEJJOCTAaTOYHOCTH OPTraHOB U CH-
CTeM, JleKOMIIeHcalus caxapHoro auab6eta. [IpyunHoi
CMepTH TaKUX 60JIbHBIX MOXKeT ObITh KDOBOTeUYeHHE U3
BapUKO3HO paCIIMPEHHbIX BEH NUILEBOAA, CEpeYHas U
NeyeHO4YHO-KJIeTOYHAas HeJ0CTaTOYHOCTh, JUabeTHyYe-
CKasl KOMa, aCeNTUYeCKUH NePUTOHUT.

3a0oJ1eBaHus1, TPEOyWILHE
UCKII0YeHud I'X:

e xpoHuvyeckue ubdy3Hble 3a60JieBaHUA [eUeHU
(BkJIIOYAsk renaToLe/IIOJSPHYI0 KapLIUHOMY);
caxapHbIi uabeT;

TUIepnurMeHTanus Koxu;

HO03/JHss KOXKHas nopoupus;

Kap/JMOMHONIATHH, APUTMHUY;

MMIIOTEHIUS, CHUXKEHHe JIMOUO;

aMeHopes;

6ecriogue;

® apTpoONaTHH;
e runodur3apHas HeJJOCTaATOYHOCTb.

Ecau BbIsiBJieHA ToMO3UToTHOCTL o C282Y, panb-
Hellllasg TaKTHKa BeJleHHWd NALUEHTOB 3aBHUCHUT OT
ypoBHSI peppUTHHA ChIBOPOTKU KpoBU (puc.3). Ilpu
HOpMaJIbHOM YPOBHE 3TOT0 [TI0Ka3aTeJs peKOMeHyeT-
csl HabJioJjleHre UM KOHTpoJib ¢eppuTHHa 1 pas B roA.
[Ipy noBbilleHUU PeppUTHHA CbIBOPOTKU KPOBHU Iep-
BOHauaJibHOe 06c/ejoBaHUe JO/KHO BKJIIOYATh ONpe-
JleJleHue YPOBHS IVIIOKO3bl KPOBU M aKTUBHOCTU AJIT n
ACT.

JanbHelMe ucclef0BaHUS JLO/HKHBI NPOBOAUTLCS
B COOTBETCTBHUH C KIMHUYECKUMHU 0COOeHHOCTAMH (pe-
KOMeH/lyeTcs IpoBeJieHUe CKaHupoBaHUs nevenu, IKT,
axokapguorpaduy, Ro-rpadun cycraBoB, u3MepeHUe
TOHAaJIOTPOINHBIX TOPMOHOB). [l ompefesieHUsl CTa-
Juu $ubpos3a MevyeHU y NMallMeHTOB C YPOBHEM CbIBO-
poTouyHoro ¢epputuHa 60see 1000 Mr/s HEOO6XOZUMO
NPOBOAUTDH OGUOICHIO IIeYeHH, eC/IU IPU CKAHUPOBAHUU
ne4yeHU He 0GHApY>KeH LIMPPO3 NeYeHH.

JledyeHue reMoxpomaTto3a

[TaguenTaMm, cTpagarwumM I'X, pekoMeHayeTca Aue-
Ta, 6boraTasi 6eJIKaMU, OrpaHUYeHe TPOIYKTOB, COAED-
JKallUX KeJjie30 (Msico, mevyeHb, s16J10ku U Ap.). Takke
PEKOMEeHYIOT IpenapaThl Kajiblds U GoraTble KaJlb-
UeM MNPOAYKTHI (MOJIOKO, TBOPOT, TBep/ble ChIPHI).
3ampematoT npueMm askorosis. Haubosiee HOCTYNHBIM
Croco6oM, CIOoCOGCTBYIOLUM YAAJNEeHHUI0 U30BbITKA Ke-
Jiesa U3 OpraHu3Ma, SABJSITCS KPOBOMYyCKaHUsA. Xesa-
TOPBHI 2KeJie3a TaKKe JJOCTYIIHbI U I0Ka3aHbl TEM Malu-
eHTaM, KOTOpble He NePEHOCAT KPOBONMYCKaHUs, JIU60
nocjae/jHUEe UM NPOTUBOINOKA3aHbl. TakKe B JIUTepaTy-
pe yHoMHUHaeTCs1 0 BO3MOXXHOCTH UCIOJb30BaHUsI 3pU-
TponuTodopesa, HO 3TOT METOJ, He TOTYYHJI LIUPOKOT0
pacnpocTpaHeHUs B KIMHUYECKON TPaKTUKeE.

TakuM o6pasom, Haubosiee 3G PeKTUBHBIM METO/[OM
Y OCHOBOH JIe4YeHUsl reMOXpoMaTo3a SIBJSIIOTCS CUCTe-
MaTH4YeCKHe KPOBOMYCKAHUS 110J| KOHTPOJIEM CaMOYyB-
CTBHUS 60JIbHOT'O, KAPTHUHBI KPAaCHOM KpPOBH, MMOKa3aTe-
Jiell ob6MeHa KeJjiesa U NMOBTOPHBIX NYHKIUN MeYyeHU.
[lepBoHaYaIbHO MpPU KaXJ0N BeHENYHKLHU YAAISIOT
no 500 ms kpoBU. KpoBomnyckaHus IOBTOPSIIOTCS C He-
JleIbHBIMU HWHTEepBaJlaMd [I0 Pa3BUTHUS yMepeHHOU
aHeMuU. [lanee UHTepPBaJIbl IOCTENEHHO YBEJUUYUBAIOT
Jlo 3 Mecs1eB, TPoJi0JKasi JJedeHue J0 MOJHOT0 Ucyes-
HOBEHUSI U30bITOYHOTO JIeIOHUPOBAHUSA KeJjie3a B Ie-
yeHu [5].

CorylacHO CyUIECTBYIOIIUM pEKOMEHJAIUsIM, BO
BpeMsi KaXK/J0W BeHeCEeKIUU HeoO6XO0AMMO MOHUTOPHU-
pOBaThb 3PUTPOLUTDI, FeMOIJIOOUH U reMaTOKPUT. [Ipu
omnpejeneHUU aHeMud GJie6OTOMUU ClefyeT MpeKpa-
TUTb 10 MOMEHTA HOPMaJU3alUM 3TUX MOKasaTesel.
MOHHUTOPHHTA YPOBHS CbIBOPOTOYHOTr0 GeppUTHHA J0-
CTATOYHO [JIJI1 KOHTPOJIS 32 UCTOIeHHEM 3aIacoB Ke-
Jie3a. YacToTa MOHUTOPUHTA 3aBUCUT OT aBGCOJIIOTHOM
KOHI|eHTpaluu GeppuUTHHA B CHIBOPOTKE KPOBU: MPHU
BBICOKUX YPOBHSAX — MOHUTOPUHT IPOBOAUTCS KaXK/ble
3 Mecs1a, Ipy HOpMaJu3aluu NoKa3aTeseill — usMepe-
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Punc.3 AnropntMm BegeHnss NnayneHToB, rOMO3HIOTHbIX Mo C282Y

HUS CTAaHOBSATCSA 6oJiee 4acTbIMHU [5].

Jlo HacTosiiero BpeMeHM He MOSIBUJIOCH JOKasa-
TeJIbHOU 6a3bl, OCHOBBIBASICh HAa KOTOPYIO MOXKHO I'OBO-
PUTb O KOHEYHBIX TOYKAX JieueOHbIX KPOBOMYCKaHHUM.
Hacrosiue pekoMeHpjanuu 6asupyoTca Ha: 1) cyue-
CTBYIOLIMX TeOpPeTHYeCKHX JaHHbIX 0 HEO6XOJUMOCTH
JOCTWKeHUs JedUIUTa Kesie3a /sl CHUXKEHUS YPOB-
Hell Kesie3a B TKaHSX [0 HOPMaJIbHbIX 3HauYeHUU; 2)
KJMHUYECKHUX peKOMeHJalMsAX, CBU/AETeJbCTBYIOIINX
0 TOM, YTO JIy4llle KCIO0JIb30BaTb NOHATHE «IleJieBble
YPOBHU», 2 He «KHOPMaJIbHbIN YPOBEHb», TaK KakK, B IPO-
THUBHOM CJIy4ae, 3TO MOXKeT IPUBECTU K Pa3JIMYHOUN UH-
TepnpeTaluy U TPaKTOBKE 3TOr0 NOHATHS B IPAKTHKe.
CTanpapTHas KJMHUWYeCKasd NPaKTHUKA 3aK/I04aeTcs B
TOM, 4YTO HE0O6XOJMMO JJOCTUTHYTb YPOBHS CbIBOPOTOY-
Horo ¢epputuHa meHee 50 mr/x [5].

B HacTos1lee BpeMs HeT AOCTaTOYHOI'0O KOJIMYeCcTBa
JlaHHBIX, HA OCHOBAHUHM KOTOPBIX MOXHO TOBOPUTH 06
ONTHMa/JbHOM TepaneBTUYeCKOM peXHMe WM liejie-
BbIX [T0Ka3aTe X CbIBOPOTOYHOTrO XkeJe3a. [Ipu focTu-
YKEHUU HCTOLeHHUsI 3allacoB >Kesie3a LiesIbl0 SBJSeTCs
NpeJlOTBPaTUTb NOBTOpPHOEe ero HakomseHue. CTaH-
JlapTHasi KJUHWYecKash IpaKTUKa FOBOPUT O TOM, YTO
Heo0X0JMMO MOAJePKUBaTh YPOBEHb CHIBOPOTOYHOTO
¢deppuTrHa Ha 3Ha4ueHUHU 50-100 Mr/1. O6BIYHO 3TO J0-
cturaetcs nocie 3-6 MecsleB KpoBonyckaHuil. Takxke
NalMeHTaM MOXKeT ObITb NpejJIOKeH aJbTepHaTHB-
HbIM NOJXOJ, 3aKJIIOYalUIMica B NpeKpalleHuHd Kpo-
BOIyCKaHUM C MOHUTOPUHIOM YPOBHS CIBOPOTOYHOTO
deppUuTHHA U BO306HOBIEHHEM KOPOTKOM TepaneBTH-
YyeCKoW MpOrpaMMbl B TOT MOMEHT, KOI'/la B CbIBOPOTKE
KpoBU $eppUTHH AOCTUTaeT BepxHel TrpaHUIbl HOp-

Mbl. [loc/ie TepaneBTUYECKUX KPOBONMYCKaHUHM HEKOTO-
pble nanyeHThl npuHuMarT UIII (uX npreM cBsi3aH co
CHWXKeHHeM abcopOLuu »Kesjie3a, a TakXkKe CHUXKeHHeM
HeoOXOJMMOCTH B NPOBeJleHWH MOBTOPHBIX BeHeCek-
yuit). Ocobas rpynna nanydeHToOB — NALUEHTHI, Y KOTO-
PBIX CYLIeCTBYIOT COCTOSIHMS, PUBOJAIINE K IOTepe
»KeJie3a — NelnTHUYecKHe s13Bbl, 3a60/1eBaHUsI KUILIEYHU-
Ka U reMaTypHus, 4To TpebyeT TiaTeJbHOTO Hab.to/e-
HUSA 3a HUMU [5].

TakuM 06pa3oM, CYMMHUpPYsl BCe BbIllle H3JIOXKEH-
HOe ¥ Ha OCHOBAaHUU KJHWHUYECKHUX INPaKTHYECKUX
peKkoMeHJallMil 1O BeJleHUI0 NalUeHTOB C TeMOX-
pomaTto3om (EASL, 2010), 6buiu chopMyIMpOBaHbI
OCHOBHBIE TIOJIOKEHMSI 110 TaKTHKE BeACHHS OOJBHBIX C
reMoxpomaro3om [5]:

e [lanenTaM ¢ HFE-HC u HannyueM HM36bITKa KeJie3a
N0Ka3aHbl TepaneBTUYecKue KpoBonyckaHud (1 C).

e [laneHTOB, TOMO3UTrOoTHBIX 1o C282Y 6e3 Ha/mu4yusd
M30bITKaA Kesle3a He0O6X0JMMO MOHUTOPHUPOBATh exe-
TO/IHO,  JIedeHHe HaYUHaThb TOT/ia, KOTJja ypoBeHb dep-
pPUTHHA NPEBLICUT BEPXHIOIO rpaHuLy HopMEI (2 C).

o OneboToMus 3akiw4aeTcs B yaasenun 400-500 ma
kpoBH (200-250 Mr:kesie3a) exxeHeleJIbHO UJIU KaXKble
2 HeJleJu.

e PekoMeH/yeTcs afieKBaTHasl rUpaTalys 10 U IocJe
JleyeHMUs, a TaKKe orpaHuYeHre GU3UYeCKUX Harpy30K
Ha NnpoTskeHUU 24 yacoB nocie pae6oromuu (1 C).

e Qye60TOMUM TakKe TIOKasaHbl MNallMeHTaM C
BbIpaXKeHHbIM ¢ubpo30oM uau nupposoMm (2 C).

o [lepen npoBeseHueM ¢e6O0TOMUM MalMEHTHI C Tre-
MOXpPOMAaT030M JO/DKHbI OBITb CKPUHHUPOBaHBI Ha
npeaMeT Haauyus ociaoxxkHeHui (C/l, 3a6oseBaHuUs cyc-
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TaBOB, 9HJA0KPHUHHbBIE HapylleHuUsl (TUIOTUPeO3), 3a60-
JIeBaHUsA CepJedHO-COCYAUCTON CUCTeMbl, TOpPUpPHI0
cutanea tarda u octeonopos (1 C)).

e Heo6xoMMO 0c060e BHUMaHUE y/esAThb NalheHTaM
C OCJIOKHEHHUAMHU reMoxpoMarosa (uppos nedeny, C/l,
apTponaTuy, TMIIOroHaiu3M, nopdupus cutanea tarda)
He3aBHUCHMO OT TOTO, IBJISIETCS JIU TeMOXpoMaTo3 OcC-
HOBHOW NPUYMHOMN 3THUX 3ab0JieBaHUM U eCTb JIU 00-
JleryeHHe CUMIITOMOB WJIM Yy/y4YllleHue BO BpeMs Ipo-
BeJeHus guebotomuit (1 C).

e /Iy TOro 4TOo6bl yMEHbIINTb PUCK AONOJHATENbHBIX
OCJIOKHEHHUH, MaljMeHTaM C reMOXpoOMaTO30M CJieJlyeT
MPOBECTU UMMYHHU3AIMI0 NPOTUB renatuta A u B (2 C).
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V crarTi po3mIAAal0ThCS MUTAHHS HOMKUPEHOCT], KIHIKH, A1alrHOCTUKY 1 JTIKYBaHHS
TeMOXpOMaTo3a y BiAMOBIIHOCTI 3 OCTaHHIMH NOTO/KYBaJIbHUMH JOKYMEHTaMHU

Clinical Practice Guidelines for Hemochromatosis
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The article examines the prevalence, clinical manifestations, diagnosis and treatment of
hemochromatosis according to the latest consensus documents
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