


e emoxpomaTo3 — (haemochromatosis; rpey. haima KpoBb +
chrOma, chromatos UBET, + -0sis; CUHOHUM: NEePBUYHbIV
nanonaTn4ecknm remoxpomartos, bpoH30BbIN AnabeT,
cuaepoununs, MMrMeHTHbIU LUMppPOo3, cCHApPOM Tpyasbe —
AHO — lLodhdpapa) HacneacTtBeHHOE, NPEUMYLLECTBEHO Y
MY>KYMH, reHETUYECKM 0DyCrnoBneHHoe 3aborieBaHue,
NPOSABAAETCSH HapyLeHnemM obMeHa xeresa ¢ HakonJeHNeEMm
ero B TKaHX 1 opraHax. >Xeneso norrowaerca U3 num u
Ype3MepHO HaKanmmMBaeTCd B opraHax u
TKaHAX: NevYeHu, NoaXXenyao4Ho
Xenese, Mmokapae, ceneseHke, Koxe, 3HOOKPUHHbIX
Xenesax n gpyrmx mecrtax. 30bITo4HOE HaKoMeHMe xernesa
B OpraHM3me MOXET CNpoBOLMPOBaThL pa3BuUTUE psada
3aborieBaHun: LMPPO3 NEYEHU, cepaevHas
HEeOOCTaTOYHOCTb, CaxapHbln AnabeT, apTpuT.



KINACCUPUKALIUA

1. HacnedcmeeHHbIU (ManonaTn4ecknui, NepBUYHbLIN)
2eMOoxXpoMamoas.

2. Bmopu4HbIU 2eMOXpPOMamoa3s:

e NOCTTPaAHCAY3NOHHBLIN (MPU XPOHUYECKON aHEMUU, B JIEHEHUN
KOTOPOW OANUTENBHO NPUMEHSANNCH NepenmuBaHns KPoBu);

* aNIMMEHTaPHbLIN (rEMOXPOMAaTO3 aPpUKAHCKOro NiemMeHmn 6aHTy
BCNeacTBme n3bbITOYHOro yrnoTpebrneHuns xernesa ¢ NULLEN N BOOOW;
ankoronbHbIN LMPPO3 neveHn; BeposiTHO, bornesHb KawmnHa-beka n
ap.);

e MeTabonuyeckum (HapyLLleHne npeBpaLLeHNst xenesa npu
npomMexyTo4yHou B. Tanaccemuu, y 60nbHbIX LUPPO30OM MNeYeHn npu
Pa3BUTUN UMW HaANOXEeHUN NOPTOKaBanbHOro aHacTomMo3a, npu
3aKyrnopkKe NnpoToka Nom4xenyao4Hou xernesbl, KoXXHOU nopdunpumn m
ap.);

e CMELLAHHOro nponcxoxxageHus (bonbluas TanacceMms, HEKOTOpbIe
BUAObI AN33PUTPO-NOITUHECKON aHEMUN - XKene3opedpaKkTopHas,
cunagepoaxpectunyeckasi, cugepo-onactHas).



« Imuorsioaus U namozeHe3. bonesHb HacnegyeTcs rno
peueccmBHOMY TUNy. [NepBUYHLIN BUOXUMNYECKN
neeKkT, NpnBoasALLMA K HAapyLLEeHMIO obMeHa Xenesa,
He n3BecTeH. BO3HMKHOBEHUIO 3ab0ieBaHNA MOTryT
cnocobcTBoBaTh Takne akTopbl, Kak anikorosinam,
BbICOKOE codepXaHune Xenesa B paunoHe. KnmHmndecku
[. nposBnaeTcqa, Korga HakonmneHue Xernesa B
opraHmame rnpesBbillaeT PU3nonorm4eckyro Hopmy
(4—5 2) B 5—12 pas. XXeneso, ycuneHHo BcacbiBasaACh B
KNLLEYHUKE, B U3ObITKE HaKanMBaeTCA B KIeTKax
neyYyeHn, ceneseHkn, No4XKenyqo4yHoU Xxenesbl,
MUoKapaa, KoXm 1 gp., okasblBaeT LUMTOTOKCUYECKOE
OEVNCTBUE, a TaKKe BbI3bIBAET pa3BUTUE
CKINepoTUYeCKNX NMPOoLLeCCOB B 3TUX OpraHax.



BTOopuyHbIN remoxpomMmaTo3 Hanboree 4acTo pa3BMBaETCS NMpu LMppPos3e
nevyeHun, anoynoTpebrneHnn ankoronem, HeEMNOSTHOLEHHOM 6ENKOBOM
NUTaHUN.

[1pn uMppo3e nevyeHn cCHUXKaeTCcAa CUHTE3 TpaHcdeppmHa, KOTOPbIN
CBSA3bIBAET XKeflie30 B KPOBU U AOCTaBMAET €ro B KOCTHbIM MO3r (4N
obpa3oBaHns SPUTPOLINTOB), B TKAHWM (ONA AeATENbHOCTU
depMeHTOB TKAHEBOIO AbIXaHWA) U B Aeno Xeneasa. [lpun HegocTaTtke
TpaHcdepprHa NPOUCXOOUT HaKoMNeHne He NCNOoSb3yeMOoro angd
obmeHa BelecTB xernesa. Kpome Toro, npu Uumppose rnevyeHu
HapyLwlaeTcs CUHTE3 peppUTUHA, KOTOPbIN ABNAEeTCA dpopMoun Aeno
Xenesa.

3noynotpebneHne ankororiemMm NpUBOANUT K YCUITEHUIO BCACbIBaHUS
Xernesa B KULWeYHUKe, YTo crnocobcTeyeT bonee 6bICTpomy
NOSABIIEHUIO CUMMTOMATUKM HAacNeaCTBEHHOIO remMoxpomMaTosa Unu
NOPaXKEHUIO NEYEHN N Pa3BUTUID BTOPUYHOW hopMbl 3aboneBaHus.
Hann4ne aHacToM030B B nopTtanbHOU CUCTEME YCUIUBAET
OENOHNPOBaHME Xernesa B NeYEHM.

[pu xenesopedpakTopHOM aHEMUN (COEPOAXPECTUHECKOUN) aHEMUU U
OonbLLION TanacceMun BCOCaBLLEECS XKene30 He NCMNOSb3YETCH,
OKa3blBaeTCs N30bITOYHLIM M OTKIadblBAETCA B NeYEHU, MUOKapae n
OPYrux opraHax U TKaHsix.



[lamonozuyeckas aHamomus. OgHum n3 Hanbonee
APKMX MOPAONOrM4ecknx npmsHakos . aBngaeTcs
P>XaBo-0Oypasi okpacka OpraHoB 1 TKaHeM 3a CHET
HaKOMMEHNA B KreTKkax NMMrMeHTa, COCTOSLLEro B
OCHOBHOM U3 remocuagepuHa. Hanbonee 4acto
nopaxaetca neyeHb. OHa yBennyeHa, MMeeT MIIOTHYIO
KOHCUCTEHUMIO. [1pn MUKPOCKOMMYECKOM
nccriegoBaHuUn BbIABAKT OTIIOXEHUA MUTMEHTAa B
KreTkax napeHXnmMbl U COCyO0B NevYeHu, anmTennm
XKENYHbIX MPOTOKOB, YMEPEHHbIE ANCTPOdNYECKNE U
HEKPOOMOTNYECKNE NUBMEHEHUS, B pa3rap 00Ne3Hn —
MOponorn4yeckme Npu3Hakn LMpposa NeyvyeHm.
OTNOXeHNSA MMrMeHTa B COMETAHUN C
ONCTpodPnNYECKNMUN NUBMEHEHUAMU MAPEHXUMBI U (MNK)
donbpo3om 0OHapYKMBAIOT TaKXKe B NOMKENYyJ04HON
Xenese, Mmokapae, Xkenesax BHyTPeEHHeN



cnabocCTb 1 ObICTPaga yTOMSIAEMOCTb;
CHWXXEHWE OaBreHus;
BblpaXXeHHOE noxyaaHue(-manbabcopbuus);

rmnepnurMeHTauuns Koxm (rpndenbHoO-cepbin
LIBET C KOPUYHEBBLIM OTTEHKOM), CIIM3UCTbIX
0DonoYekKk n cetTyaTku;

cepgevyHaa HegoCTaToMHOCTh(ANCTpoduUA
MUokapaa);

caxapHbIn anabeT(oTneXeHUs B pancreas);
OTéeK n 60rne3HeHHOCTb CyCTaBOB.



[luazHo3 B pasrape 3aborneBaHusl ycTaHaBNMBaOT Ha OCHOBaHUM COYETaHUS LiMppo3a
MeYeHu C NMUrMeHTaLMNEN KOXN,

NpU3HaKamMmm nopaxeHns AHOOKPUHHOW CUCTEMBI, MMOKapAda. bonbLluoe 3Ha4yeHue Kak ans
NOATBEPXOEHUS AnarHo3a, Tak 1 Ang BoigBNeHNs 3aboneBaHns Ha paHHUX CTaansix UMeEKT
nabopartopHble MeToabl nccnegoBaHua. [pu . oTMevaeTcs yBennyeHne cogepxaHms
Xxenesa go 54—72 Mkmorsib/r (300—400 mMkz2/100 ms1), B Nnas3me KpoBu (B HOpMe

14—32 MKMO/b/1, unn 78—178 mk2/100 mrs1), 3HAaYUTENBHOE CHMXKEHNE ee HEHACbILLEHHOMN
XenesocsBdAsblBaloLLEen CNOCOOHOCTN, pe3koe yBenmyeHune (bonee 2 M2 B TeYEHMUE 6 Y)
BblENIEHNS XKeresa C MOYoKr Npu Harpy3ke aedepokcammHom (aecgepanom). Hanbonee
OOCTOBEPHbLIN ANArHOCTUYECKUN NMPU3HAK — BbISIBNIEHNE OTIIOKEHUN rTMMOCMOEPUHA B
KIeTKax neyvyeHu, KOXXn 1 apyrnx opraHos.

OuddepeHumanbHyo auarHocTuKy I. NpoBOAAT Npexae BCero ¢ NPUobpeTeHHbIM
remocuaepo3om. OHa OCHOBbIBAETCS Ha BbISIBNEHWUM NPUYMHBI FreMmocuaeposa
(ONUTenbHbI NpUeM XenesocodepKalux npenapaToBs, YacTble reMoTpaHcdy3nm B
aHaMHe3e, reMOonun3, ankoronbHbIM LIMPPO3 NeYeHN, HanoXXeHne NopPToKaBanbHOro
aHacTomo3a 1 [p.); KpoMe Toro, Ansi I(pMobpeTEeHHOro reMocnaepo3a, MPOTEKAIOLLIETO C
NPEeUMYyLLIECTBEHHBIM NOPaXXEHUEM MNeYeHM, Marno XapakTepHO NopaxeHne ApYyrux opraHos.
[py AOMUHUPOBAHUN B KITMHUYECKON KapTuHe . NpU3HaKoB NopaXkeHNs Kakoro-nmoo
OHOro opraHa (cepagua, NogkenyqodHou xenesbl 1 Ap.), 3abonesaHne Hepeako
npuxoanTtcs auddepeHUMpoBaTb C MMOKapAUTOM, ULLIEMUYecKol BonesHbio cepala,
peBMaTU3MOM, caxapHbiM Anabetom. B psge cnyyaeB npv NosiBNeHUn pesknx bonen B
XXMBOTE, 00YCNOBMNEHHbIX YBENUYEHNEM MEYEHN U PACTSKEHNEM €€ Karcyrbl, MPUX0AMTCS
UCKMoYaTb OCTPble XUpypruyeckune sabonesaHnsi OPIOLLHOM NOMOCTY.



OVNETY C OrpaHMYeHnEM NPOAYKTOB, COAEPaLLMX Xene3o (pbiba, Msco, anua, Méa, ssornoku
n gpyrux), 6oratyto 6enkom;

npenapaTbl, CBA3bIBaOLLME Xenes3o U CrnocobCTBYOLLME ero BbiIBEAEHMIO (LedepoKkcamMuH,
B-gecdepans);
OTKa3 OT arkorons;

9 eKTUBHLIN MeTOA, NeYeHnst KposonyckaHme (dneboToMmns nnu BeHecekLus).
KpoBonyckaHus cnocobCTBYIOT yaaneHu o Xenesa n3 opraHnama v npmMBoasaT K yny4lleHnto
O6LLIEr0 COCTOAHUS, YMEHbLLEHMWIO MUTMEHTaLMM U pa3MepOoB NeYeHu

. OcHoBoOM neYveHnus [. ABNSATCA NOBTOPHbIE KPOBOMYCKaHMS (Mo 500 M/7 KpOBU) C LIESbIO
yaaneHns n3 opraHnama n3bbITOYHOrO Xeresa, KOTopble MOXHO NPOBOAUTL B
ambynaTtopHbIx ycnosusax. x cnegyet HauymMHaTh Kak MOXKHO paHbLLE U NPOBOAUTL OAUH
pas B Heaerno, B TedeHne 11/2—21/2neT. KpoBonyckaHus rnpekpaLlatoT npu CHMKEHUN
codepxaHus xernesa B nnasme Kposu Ao 14,3—17,9 Mkmorsis/r1 (80—100 mka/100 m) n
CHWXXEHUM YPOBHS remornobuHa oo 100 /77 (10 /100 ms). NpuMeHSIoT Takke
nedepokcamMmH, CnocobCTBYOLLNN BbIBEAEHMIO N3OLITOYHOIO Xenesa ¢ Mo4von. [1penapat
BBOASAT BHYTPUMBbILLEYHO UM BHYTPMBEHHO KanesibHO (1 2 npenapaTa pacTBOPSIOT B

10 ms1 BOAbI ANS UHBbEKLUMIA) B TedeHue 20—40 gHen. B 3aBucumocTn ot ocobeHHocTen
OpraHHOM NaTosfiorMm (LMPPO3 NEYEeHN, caxapHbl AnabeT, cepaevHast He4oCTaTOYHOCTb U
Op.) LWMPOKO UCNOSb3YHT NaToreHeTUYeCckne n cMMmnTomaTmyeckne cpeacrsa. bonbHbIM
peEKOMEHAYIOT nuLly, 6oraTyto 6enKoMm, UCKITOYaT NPOAYKTLI, COAEp KaLLME Xeneso
(LLOKOMnaa, ANYHbIE XEeNnTKn, rpnbbl, dacons 1 Ap.).









FonosokpyxeHye §

O6nbiceHne MoTeps namsaTi

3aBonesaHuns .~
CepAaua: apUTMMUA

KapAWUOMMON? MenaTomeranus,

noBbilleHne
aKTUBHOCTU pepmMeTOoB,

MenaHopep- unuppos

MUa
_ CaxapHein guaGer

ATpodua anyex,
MMNOTEHUMA









