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lMpedcmaeneHbl numepamypHble U cobcmeeHHbIe 0aHHbIe 0 U3MeHEeHUsIM cepouya rnpu cUHOPOME repeapy3Ku xenesom. Ha noso-
HUX amarnax omMe4YeHo ysenuyeHue paamepos Kkamep cepoya. Haubonee paHHUM npu3Hakom bbiniu yeenuyeHue pueudHoOCmu MuUo-
KapOa (pecmpukyusi): yonuHeHue OnumesibHoCmu ¢hasbl 6bICMPO20 HaroIHEeHUS U MOPMOXeHUEe Npumoka Kposu.
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Heart condition in the iron overload syndrome
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Literature and proprietary data on changes in heart condition after iron overload syndrome are given. In late stages an increase
in size of cardiac chambers is traced. The earliest symptom was the increase in rigidity of myocardium (restriction): lengthening the

duration of rapid filling phase and inhibition of blood flow.
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CoBepLlIeHCTBOBAHME  MOJIeKYNSPHO-TeHeTUYEeCKOM
WU MHCTPYMEHTaNbHOW AMArHOCTUKMU, BO3MOXHOCTU CO-
BPEMEHHOWN Tepanum MHOrMx 3abonesaHuii NpmBenun K
TOMY, UYTO M3MeHuncsa crnekTp 3abonesaHunit n B none
3peHns Bpaya OKa3asMCb COCTOSHMS, KOTOpble paHee
6b15IM M3BECTHbI Mano, NMPUXMU3HEHHO AMArHOCTUPOBA-
JINCb peaKo U He neynnncb. K TakMM COCTOSIHUAM OT-
HOCWUTCS M NeperpysKka Xefesom — remoxpomatos [1].
OTHOCUTENBHbIA POCT YNCa NALNEHTOB C HEMMMYHHbI-
MW FeMONIUTUYECKMMU aHeMUSMU (TanacceMmsi) B LieH-
TpanbHbIX KJIMHMKAX CBSA3aH U C MacCOBON MUrpaumen
HacesieHns U3 3HAEMUYHbBIX palioHOB [2].

Xeneszo — Heob6x0AMMbIN 3NEMEHT ANS AbIXaHus,
pa3BuUTUSA, NPOTUBOMUKPOOHONM 3awmTbl. HO n36bITOK
Kenesa AEenOHMPYeTCs B NeyYeHu, ceneseHke, Nlerkux,
KOCTHOM MO3re, LleHTpasibHOW HEPBHOW CUCTEME, Moa-
XenyaouYHOW xenese n ApPYrux opraHax v TKaHsaX, CTU-
MYNMpyeT OKCUMAATUBHbIN CTPECC, HapyLlas CTPyKTypy
M PYHKLUIO OpraHoB.

MNeperpy3ka Mnokapaa enesom (reMoxpomMaTos Mu-
oKapAa) onpeensiercs Kak Haamume AMactosiMyeckomn
WIN CUCTOSIMYECKOW AUCPYHKUMWM BTOPUYHOM K U3-
6bITOYHOMY OT/IOXKEHUIO Xefe3a B CepAle He3aBuCu-
MO OT MHbIX COMYTCTBYIOLWNX COCTOSAHMA. leperpy3ka
MUoKapAa Xenesom NpuBoaAUT K ero AMChyHKUMK, ae-
reHepaumm 1 CKJepo3y, YTO 3aBepllaeTcs cepAeYyHOMn
HeAOCTaTOYHOCTbIO. ocneaHsas — Beayllas NpuyMHa
CMEepTU MauMeHTOB, MOJyYarLMX XPOHMYECKME nepe-
nmBaHna kposBu [3]. [laHHbli BapuaHT kapavomuona-

NEAWATPUS

TN CTasl BCTpe4dyaTbCd OTHOCUTEJIbHO 4Yalle, T.K. 4alle
CTann NMpoBOAUTb TPAHCMIAHTaALMIO FreMONO3TUYECKMX
CTBOJIOBbIX KNETOK, YBENMYNIACh NPOAOTXKUTENBHOCTb
XN3HM NauyneHToB C XpOHNYECKNUMN HEMMMYHHbBIMU Te-
MOSIMTUYECKMMN aHeMUsMK (CepnoBUAHOKIETOYHAS,
Tanaccemusi). OA4HaKoO ecnn neperpyska MMokapaa xe-
J1Ie30M AMArHOCTMpOBaHa A0 pa3BUTUS CepaeYHON He-
[OCTaTOYHOCTU, COBPEMEHHbIE METOAbI KOppeKLumMM na-
TONIOTMYECKNX BapuaHTOB obMeHa Xenesa no3BOoJsoT
HaAeTbCcs Ha obpaTMMocTb Npouecca [4, 5]. OTo ctasuT
npobnemMy paHHen AMarHoCTUKK Neperpysku Mmokapaa
Kenesom.

MpuunHbl
o6pa3sHbl:

® reHeTMyeckue HapyleHus (HacneacTBEHHbIN re-
MOXpoMmaTo3). 3 BapuaHTa nepenarTCcs ayTOCOMHO-
peLUeccuMBHO, 4-ii — ayTOCOMHO-AOMWHAHTHO. Ycunu-
BaeTCsa BCacblBaHWe xenesa. [lapeHTepanbHoe nocTy-
nJeHue >enesa NMpu MNOBTOPHbIX MepenMBaHUSaX 3pu-
TpoOUMTApHOM Maccbl. HacneacTBeHHble HEVMMMYHHblE
reMosinTM4eckne aHemmmn (Tanaccemus, CepnoBuMAHO-
KneTouyHas v ap.). HacneacrtBeHHble 1 NpuobpeTeHHble
annacrtmyeckne aHemMmun. XpoHMYeckasi noyeyHas He-
[OCTAaTOYHOCTb (AednUnNT 3pUTPONO3TUHA U Heobxoam-
MOCTb Ha3Ha4yeHWs npenapaToB Xenesa);

e 136bLITOYHOE MOCTynNeHne xesnesa c nuwen. Ca-
MbIA U3BECTHbI BapuvaHT — reMoCUAEpPO3 y XuTenen
HEKOTOpbIX pernoHoB Adpukn (nnemeHn baHTy B Ad-

reMmoxpomMmatosa MUOKapAaa pa3Ho-
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puKe), CBSAI3aHHbIA HE C reHeTU4YecknMKn aktopamm, a
C NocCTynjeHnem xenesa c nueoM (Ao 150 Mr/cyTkn)
y 6onbWwmHCTBa MyX4uH ctapwe 30 net, nposBnaseT-
CS UMpPPO30OM MeyeHu, renatoMaMmu M caxapHbiM Auna-
beTom;

e [pyrve BapuaHTbl — renatutbl B u C, Xunposas
OMCTPOUS MeyeHu, ankorosbHass 60ne3Hb neyeHu
(oaHa M3 NpUYMH — yCWSIeHHOEe BCacbiBaHWe Xenesa
npuv HopMasibHOW AneTe). Auepynonia3sMmMHeMus.

Matocdmnsnonorna nopaxeHuUsi MuUokKkapaa npu
remocuaepose

B HOpMe oTnoxeHue xenesa B TKaHAX npegoTspa-
LaeTCcs CBSA3bIBAaHMEM >Xefe3a C TPaHCMopTHbIM 6en-
KOM TpaHChEpPPUHOM N NMEPEHOCOM Xefe3a B KpacCHbIM
KOCTHbIA MO3I unun B Aeno (Mbiwubl, nevyeHb). MNpu Xpo-
HUYECKM U36bITOYHON KOHLIEHTpaUWMKU Xenesa B CbiBO-
pOTKE M MOSIHOM HacCbIWEHUN TpaHcdeppuHa, xeneso
HauyMHaeT AenoHMPOBaTbCA B TKAHAX, B YaCTHOCTU B
MUOKape yepes KajbLueBble KaHasbl L-Tuna n yepes
3HAOCOMbI. BHauane >ene3o oTkMaAblBaeTcsa B MUO-
KapAe >XenyAo4yKoB M TONbKO MOTOM B Mpeacepansx.
MNepBble OT/IOXKEHMS >Xene3a HauyMHaKTCa nojg 3nu-
KapaoM. Mpu neperpyske BHELWHWUX C0EB MWOKapAa
Kenes3o HauMHaeT OTKIaAblBaTbCA B CPeAHUX CMOSX U
B MNOCNEeAHIOn o4vepedb MNoA 3HAOKApAOM. AHTUOKCU-
OaHTHble pe3epBbl K/ETKM He 6e3rpaHnyHbl, NO3TOMY
Kenes3o HayMHaeT OoKUCNATbCA ¢ obpasoBaHMeM ru-
Apokcunos. lNocneaHne — MOLWHbIM UCTOYHUK cBo6OA-
HbIX paauMKanoB, 3amMyCKaeTcs NepeKncHoe OKNCIeHne
NMNNAOB WM pa3pylleHne KNeTOoYHbIX MeMbpaH. Muo-
KapamouuT rmbHer [6].

M3 3HaHWIM 0 MexaHu3Max MOBpexAeHUs Muokapaa
BbITEKAIOT 2 BaXXHbIX MOJOXEHUS:

1. MNepBble 3Tanbl U36bITOYHOrO MNOCTYMNIEHUS Xenesa
B MMOKapA — He UHPWUAbTPaTUBHbINA Npouecc, a npo-
6nema genoHnpoBaHus (PU3MKO-XMMMYECKNE npoLec-
Cbl HaKOMEHWSA), YTO AeNaeT NOHATHbIM 06paTMMOCTb
npolecca npu paHHeM BMellaTenbCcTee (aAneTa, CBA3bl-
BaloLMe Xene3o NpoayKTbl, pnebotomms, xenatbl).

2. OnuTenbHas MHTaAKTHOCTb Cy63HAOKapAWanbHbIX
W CcpeaHuUX CNnoeB Muokapaa obbsCHSeT ANUTENbHYIHO
COXPaHHOCTb CUCTOIMYECKON (YHKUMM U HauenmBaeTt
Ha AMarHOCTUKY AMACTONUYECKOW AUCPYHKLUM MUO-
Kapaa.

KnuHunuyeckas kaptuHa u naboparopHas Aua-
rHOCTMKa

CuMnTOMaTUKa neperpy3kn MUOKapAa >Xene3oM BO
MHOIOM orpejenseTcs OCHOBHbIM 3aboneBaHneM (cM.
Bbiwe). CMMNATOMbI MOryT MOSIHOCTbK OTCYTCTBOBaTb
Ha nepsbIX 3Tanax (GopMUPOBaHMSA KapAMOMUOMNATUW.
MOTOM NpUCOEAVHSAIOTCSA TaxmMKapaus, OAbllKa Kak
pe3ynbTaT pecTpuMKUMM MUOKapaa M AMACTONMUYECKOM
AnchyHKUnn. OTNOXeHUe Kenes3a B NPOBOASALLEN CU-
cTeMe npmBoAUT K 610Kaaam cepaua, CyrnpaBeHTpUKY-
NSPHBbIM apUTMUAM, NapoKCU3ManbHON GUbpUAnaunmn
npeacepavin. PaclwmpeHune xenynoykoB cepaua co-
NpoBOXAAeTCA MOSB/IEHNEM 3MU3040B XENyA04YKOBOM
apuTMuUK.

JlabopaTopHO neperpyska »Xenes3oMm AuMarHoCTupy-
€TCA Mpu HacblWeHUn TpaHcheppuHa xenesom bonee
yeM Ha 55% n KOHUEHTpauKnn CbIBOPOTOYHOIro deppu-
TUHa 6onee 200 Hr/Mn ansg xeHwuH n 300 Hr/Mn ansa
MY>X4unH. Ho depputnH — octpodasosbiii 6enok, 1 ero
KOHLEHTpaLuMs MNoBbIWAETCA Npyv akTMBHOM BoOcCnane-
HUM unu 3abonesaHnsax nevyeHn. KoHueHTpaums xene-
3@ B CbIBOPOTKE OTPa)KaeT TOJIbKO 06LLy0 KOHLEeHTpa-
LM Xenesa B OpraHu3Me, HO O4YeHb OMOCPefOBaHHO
— KOHLIEHTpauuIo xenesa B TKaHaX. HenssecTtHo, npu
KaKoOW KOHLEHTpauuu xesnesa B CbIBOPOTKE OHO Hauun-
HaeT OTK1aAblBaTbCA B MMOKapAe.

MHcTpyMeHTasbHas AMarHoCcTukKa

YnbTpa3BykoBas JAuarHoctuka obecneumBaeTr co-
yeTaHne AOCTYMHOCTU U MHMOPMATUBHOCTU. DXorpa-
dnyeckn B KIMHUYECKN MaHUPECTHbIX Cly4YasX perun-
CTPUPYETCH YTOJILLEHNE MMOKapAa, 3aTEM paclimpeHme
Kamep cepaua u hopMMpOBaHUE PECTPUKTUBHOW Kap-
AnommonaTuu.

3HAYNTESNIbHO paHblUe BbISIBASKOTCA ANACTONIMYECKNE
HapylweHna Mnokapaa. MIaMeHseTcs COOTHOLIEHWE Mn-
KOBOW CKOPOCTM B ha3y 6bICTPOro HanosiIHeHUst n dasy
CUCTONbI Npeacepanin. PesepB CUCTONMYECKOW aKTUB-
HOCTW MUOKapAa CHWXEH, HO ANNTENbHOE BpeMs 3TO
MaCKUpyeTCsi COXpaHEHHOW CUCTONMYECKON DyHKUMEN
B MOKOE M SIBHbIMW AMACTONMYECKUMU HapyLUEHUSIMU.
Ho npu npoBeaeHun cTpecc-axokapanorpadum BbisiB-
NSATCA MWEMMYEeCKMe HapyLleHus.

Hanbonee wHpOpMaTMBHON METOAMKON CUMTaeT-
cs TkaHeBas ponnneporpadusa [6]. CumTaercs, 4yTO
pe3ynbTaTbl MCCeAOBaHWS XOpOLIO KOppenupyT C
KOHLLeHTpaunern CblIBOPOTOYHOIrO deppuTmHa. lNMpu ero
KOHLEeHTpaunm Huxe 2500 Hr/Mn 3nacTUYHOCTb MUO-
KapAa He U3MeHsinach, NMNpu KoOHUeHTpaunm 6onee 5000
HI/MJ Yy BCEX NaLMEHTOB BbIsSIBNSNACh ANACTONNYECKas
AMCchYHKLMA MUoKapaa B BUAE CHUXEHUS CKOPOCTU
paccnabnenus.

Mo HawwuM AaHHbIM, y 15 60nbHBIX C reMoxpoma-
TO30M HapylleHne 3/aCTUYeCcKnX CBOMCTB MMoOKapaa
NposiIBASNOChE YAJIMHEHMEM AnnTenbHOCTU da3bl 6bl-
cTporo HanosiHeHuns o 0,094+0,002 cek. (Hopma —
0,0055+0,002 cek, p<0,01). CkopocTb nputoka B dasy
ObICTPOro HanosIHeEHUS CHWKanacb Ao 467,58+22,43
cm3/cek npotme 597,46+21,78 cM3/cek B KOHTPOJIbHOM
rpynne (p<0,001). N3 HuMX y Tpomx 6bIIM NpU3HaKK
MWHMMasbHOIO BbINOTa B MOJIOCTb CEPAEYHON COPOUKM
B BMAe TPeyroJibHOM cenapauum JMCTKOB 3MN1- U Nepu-
Kapaa B CUCTONY.

3aksiroueHue

3anKCMpoBaHO OTHOCUTESIbHOE YBEIMYEHNEe Cry-
yaeB remocmaeposa C neperpyskor Muokapaa xene-
30M. B uenax paHHen AMArHOCTUKM peKoMeHAyeTcCs
npoBeAeHne ynbTpa3BYKOBbIX UCCeA0BaHUN cepaua.
lMpuU3HakoM KapamoMmumonaTum SBASETCA YBEINYEHue
pa3mepoB kamep cepgua. Hanbonee paHHMMM NpusHa-
KaMu KapaumoMmonaTum cnepyeTr cuYuTaTb HapylueHue
AMacCToNIMYECKNX MokasaTenen: NoBbIleHNne pUrnaHo-
CTW MMOKapAa B BuAae TOPMOXeHus ero paccnabnenus
M CHMXKEHME CKOPOCTM NpuUTOKa KpPoBM B (asy bbicTpo-
ro HanoJIHeHus.
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