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Hemochromatosis and Heart Involvement

Pestome

[eMOXpOMaTo3 Mpu OTCYTCTBUM Tepanuu npejcTaBaseT co6oi OMNacHoe ANA MU3HU COCTOsIHME, CBA3aHHOE C U36bITOYHBIM COAEPKaHUEM XKese3a
B OpraHusMe. BbiAensioT nepeuyHbIi (HaC/1eACTBEHHbIN) reMOXPOMATO3, BOSHUKAIOWMIA B pe3y/ibTaTe MyTaLuii FeHOB, U BTOPUYHbINA (MprobpeTeH-
HbIl1) B pe3y/ibTaTe Ype3MepHOro NoTpe6eHUA UM MOCTYM/IEHUA KeNe3a C NULLEN WK B COCTaBe /IEKapCTBEHHbIX NPenapaTos, 3a60/1eBaHuii neveHn
WIN MHOTOKPATHbIX reMoTpaHchy3uii. OTN0XKeHME N36bITKA XKele3a B MapeHXMMATO3HbIX TKAHAX NPUBOAUT K KNETOYHON ANCHYHKLMM U KAUHUYe-
CKMUM MposB/eHMAM 3a60/1eBaHMA. Yalle BCEro NopaxaroTcs neyeHb, MOAKENYA0UHAsA XKe/esa, CyCTaBbl, KOxa, runodus u cepaue. FfeMoxpomatos
CepAua B psAje C/lyvaeB MPUBOAMUT K PasBUTUIO CEPAEYHOM He40CTAaTOYHOCTM, KOTOPYHO MOTEHLUAIbHO BO3MOXHO NPejoTBPaTUTL. [epBOHaYasibHO
pasBMBaeTCs AvacTonnyeckas ANCHYHKLMA U HapYLLEHWA PUTMa, Ha 60/1ee NO3AHUX CTagUAX — KapTUHA AWaTaLMOHHOW KapguoMuonaTtum. Bbl-
ABUTb NMPU3HAKMN NOPAXKEHWA CepALA NPV reMOXPOMAaTO3e MOXHO C MOMOLLbIO KOMMIEKCHOM 2D- 1 AonnaepoBcKol 3xokapanorpadum, MPT cepaua
C U3MepeHMeM BpeMeHU penakcaumm T2* u Apyrux AMarHoCTUYECKUX METOAOB. «30/10TbIM CTaHAAPTOM» AUArHOCTMKM NEPBUYHOTO FeMOXpPOMaTo3a
ABNIAETCA reHEeTUYECKOe TECTUPOBAHNE, KOTOPOE fJO/KHO NMPOBOAUTLCA BCEM NALMEHTaM C MOAO3PEHNEM Ha AaHHYIO NATO/IONMIO MOC/E UCK/IKOYEHNS
BTOPUYHbIX MPUYUNH Neperpysku xenesoM. OCHOBY Tepanvu reMoxpoMaTosa CoCTaBAAT nevebHan ¢pneboToMus 1 xenatupoBaHue xenesa. Cpea-
HAA NPOAO/HKUTENIBHOCTb HM3HU Y HeJleYeHbIX MaLMEHTOB C FeMOXPOMATO30M U TAXKE/ION CepAEYHOM Hef0CTAaTOYHOCTLIO He MPeBbIlLAeT OAHOMO
roaa. OHaKo Npu paHHEM 1 arpeccyBHOM JIeYEHWM BbXKMBAEMOCTb NPUEBNIKAETCA K TAKOBOM Y NALIMEHTOB C CEPAEYHOIN HEA0CTAaTOYHOCTbIO APYroW
3THONOTUN.

KnroyeBbie cnoBa: zemoxpomamos, cepdye, cepdeyHas HeAoCmMamo4HOCMb, apummus, pre6omomus, Gubpo3 neyeHu, Yuppo3 NeyeHu, 2enamo-
YennonapHasn KapyuHoma, caxapHelli duabem, xenamuposaHue yenesa, spumpoyumagepes
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Abstract

Hemochromatosis is a life-threatening condition if left untreated, that is caused by excess iron in the body. It can be primary (hereditary) hemochro-
matosis, resulting from genes mutations, and secondary (acquired) as a result of excessive intake of iron from food or drugs, liver diseases or repeated
blood transfusions. Deposition of excess iron in parenchymal tissues leads to cellular dysfunction and clinical manifestations of the disease. The liver,
pancreas, joints, skin, pituitary gland and heart are most often affected. Cardiac hemochromatosis is an important and potentially preventable cause
of heart failure. Initially, diastolic dysfunction and arrhythmias develop, at later stages a picture of dilated cardiomyopathy can appear. Signs of heart
damage in hemochromatosis can be detected using complex 2D and Doppler echocardiography, cardiac MRI with T2* relaxation time measurement
and other diagnostic methods. Genetic testing is the gold standard for diagnosing hemochromatosis and should be performed after secondary causes
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of iron overload have been excluded. The basis of therapy is therapeutic phlebotomy and iron chelation. Median survival is less than a year in untreated
patients with severe heart failure caused by hemochromatosis. However, with early and aggressive treatment, survival approaches that of patients
with heart failure of other etiologies.

Key words: hemochromatosis, heart, heart failure, arrhythmia, phlebotomy, liver fibrosis, liver cirrhosis, hepatocellular carcinoma, diabetes mellitus,
iron chelation, erythrocytapheresis
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MPT — wmarautHo-pe3oHaHcHas Tomorpadus, OB/DK — ¢pakuns BbiGpoca neBoro xenypouka, K[ — anmexrpokapunorpamma, NT-proBNP —
N-KOHIIeBOII Ipe/ilIeCTBEHHIK MO3rOBOro Harpuityperudeckoro nenruna, KHTX — koadduunent Hacbimenus Tpancdeppuna xenesom, CO — cbi-
Boporounblit peppurit, HAJKBII — HeankoronbHast sxuposas 6onesnb nedenn, IIIK — remarone/mmonspHas kapuuaoma, KT — kommblotepHas ToMO-
rpadus, IT — bubpunsaums npepcepamit, DXA — nByxsHepreTudeckas peHrreHoBckas abcopbumomerpus, HFE («<Human homeostatic iron regula-
tor») — reH perysaTopa oOMeHa keesa denoseka, HAMP («Hepcidin anti-microbial peptide gene») — ren rencuys mpoTuBoMMKpOOGHOTo HENTHLA,
HJV («<Hemojuvelin gene») — ren remoroe/mua, TFR2 — ren pernenropa Tpancdeppuna 2, SLC40A1 — ren depponopruna, DMTI («Divalent metal
transporter 1») — HepeHOCYMK JIBYXBaJIEHTHBIX KaTMOHOB I, T2 — 10CTOAHHAA BpeMeHM 3aTyXaHNUsA CIIMHOBOTO 9X0, T2% — BpeMs penakcaryn, MHY-

HMPOBaHHOﬁ T'pag€HTHBIM 9XOM

Beepenue

[eMoxpomaTo3 — 3TO 3ab0/IeBaHMe, XapaKTepU3yIolIe-
€CA CCTEMHO IEPErpys3Koil Xee30M M OTIOKEHMEM Ke-
7Ie3a B Pas3IMYHBIX OpraHax, BKIO4Yas ceppie. Pasmmyaror
2 THUIla TeMOXpOMAaTOo3a: MEePBUYHbIN 1 BTOpUYHbIA. Ilep-
BUYHBIN TEMOXPOMATO3 fAB/ISETCS HAC/IE[CTBEHHBIM 3a60-
JleBaHMEM, BTOPUYHBII — Pe3y/IbTaTOM JJIUTEIBHOTO HIPU-
eMa IIperaparos e7le3a U/IN JaCTOTO TIepeNnuBaHusA KPOBU
[Ipyu aHeMUM, 3a060/IeBaHNIT TedeHn [1].

ITepBMYHBI I'eMOXpPOMAaTo3 — 9TO HACTIECTBEHHOE
ayTOCOMHO-pellecCHBHOe 3aboeBaHme, 00YCIOBIEHHOE
CHIDKEHJEM YPOBHS DPETYIATOPHOTO TOPMOHA TelCUIMHA,
KOTOPBIII KOHTPOJIMPYeT KOHIIEHTPAIINIO XKeJle3a, WIU CHU-
JKeHMeM CBSI3bIBAaHMA TelCUANH-pepporopTrH. lencuann
peryniupyeT aKTMBHOCTb (DeppONOPTMHA, KOTOPDI SBJLA-
eTCA eIVMHCTBEHHBIM M3BECTHBIM 9KCIIOPTEPOM KJIeTOYHO-
ro xenesa. Haubornee pacnpocrpanenHas popma reMoxpo-
Maro3a BbI3BaHa TOMO3MIOTHBIMU MyTauusaMu B rede HFE
(Homeostatic Iron Regulator — perynstop romeocrasa
Xernesa), B yacTHOCTY, MyTanueit C282Y, koTopas BcTpe-
qaeTcs 6osee yeM y 80 % MamMeHTOB ¢ HaHHON (opMoit
3aboneBaHus. [opasgo pexxke BCTpedarnTcsi GOPMbI TeMOX-
poOMaTo3a, CBSA3aHHOTO ¢ MyTALVsAMM B JPYIUX TeHaX: Tell-
CUIVH IPOTUBOMUKPO6HOTO nterrtuzna (HAMP), win remo-
oBenuna (HJV), nnn penerntopa tpanceppuna 2 (TFR2),
wn ¢pepponopruna (SLC40A1), KOTOpble IPefOTBPAIAI0T
CBsI3bIBaHIE TeNICUANH-(epporopTyH. [ToBbIIIEHHbIE KOH-
LIeHTPAIUM XKe/le3a B IIa3Me MOTYT IIPMBECTU K HaKoIljIe-
HUIO JKeJle3a B IAPEHXVMATO3HBIX OpraHaX I TKaHAX, 0CO-
6€HHO B TeNaTOLUTAX, KIeTKaX IOKENTy[OUHOI >Keesbl
M KapAMOMMOLMTAX, runo¢use, AMYKaX, ITOCTENCTBIEM
4ero AB/IAETCA pasBuTuMe GuOpO3a M HEJOCTATOUHOCTH
3TUX OpPraHoB. JMarHOCTMKA HAC/IeCTBEHHOTO IeMOXpo-
MaTo3a BK/IIOYAET TeHeTMYeCKOe TeCTHPOBAHMUE, OICHKY
mapaMeTpoB oOMeHa Ke/le3a B ChIBOPOTKe KPOBI, JAHHbIE

BM3Ya/IM3UPYOIUX UCCIefOBaHMIL. [encuaH MoXeT cTaTh
VMHHOBALMOHHBIM OYAYIIVMM HOJXOLOM K JIe4eHUIO TaHHO-
ro saboneBanus [2].

[Tpy mepBMYHOM TeMOXpPOMATO3€, aCCOLUNPOBAHHOM
¢ myranuelt B reHe HFE, OCHOBHBIM IaTOT€HETUYIECKVM
MeXaHI3MOM sIBJISIETCSI BBICOKast abCOpOIs JKee3a B Kil-
meyHyke [3]. YacTo mpu o6cyx/jeHuy mpobnieMpl reMox-
PpOMaTO3a He pacCMATPMUBAIOT IIPMOOPETEHHYIO IIEPETPY3KY
XKerme3oM (BTOPMYHBII TeMOXPOMATO3), TAKXKe MCK/TI0YAIOT-
Csl pefiKue TeHeTUYeCKye HapyLIeH)s, KOTOpble IIPUBOJAT
K CHCTEMHOMY M30BITKY )Kelle3a 110 MeXaHM3MaM, OT/INY-
HBIM OT IIEPBUYHOTO epUIUTa TeICUANHA. DTY PacCTPOil-
CTBa BK/IIOYAIOT IIOTePIo PyHKIUY PeppolOpPTUHA, aTPAHC-
depprHeMuIo, arepyIoONIasMUHEMUIO WM IEPErpysKy
XKe/Ie30M, CBA3aHHYIO C INEPEHOCYMKOM JIBYXBaJeHTHBIX
katnonoB 1 (DMT1I; Takke usBecTHbIM Kak NRAMP2).

Kak HFE-accounnpoBaHHbIT, Tak u He HFE-
ACCOLMMPOBAHHBIN TeMOXPOMAaTO3 MPUBOAAT K Aeduim-
Ty TeIICHIJHA, HOBBIIIEHHOMY IIOCTYIUICHMIO JKele3a U3
KJIeTOK TOHKOTO KUIIEYHMKA M Makpo¢aroB cele3eHKN
B w1asMy (puc. 1), (puc. 2). IloBbllIeHHBIe YPOBHU XKele3a
B I/Ia3Me IIPUBOJAT K YCU/ICHUIO TPAHCIIOPTA >KeJle3a B I1a-
peHxMMaTo3Hble KIeTKM (0COOEHHO TemaTOLUThI, Kapiu-
OMUOLVTBI VM KJIETKM ITOIKeTyTOYHOI >KeJe3bl), 4TO IpH-
BOJIUT IPEVIMYIIECTBEHHO K IIeperpysKe Xene3oM Ie4eHM,
cepilia M IOKENyJO4HON enesbl. HecMoTpsa Ha ponb
rencupyHA B IIaTOreHe3e reMOXpPOMaro3a, ero u3MepeHue
He sBJISIETCS] HeOOXOAVMMBIM /ISl UATHOCTYUKY, IIOCKONIBKY
IOCTaTOYHO CIel(pUIecKrM MapKepoM JiepuIyTa Tercu-
[MHA CINTAIOTCS MOBBILIEHVE HACBIEHNs TpaHCepprHa
xerme3oM (HacplllleHye TpaHceppuHa) WIM IMOBbILIEHNE
dbepputuna B mrasme kposu. Hacwliiienue tpancdeppu-
Ha IpeACTaB/IsieT CO00Jl OTHOLIEHVE KOMMYeCTBA 3aH:;-
TBIX CaliTOB CBA3BIBAHUA JKelle3da K 0OlieMy KONMUYeCTBY
CAiiTOB CBA3BIBAHMS JKeme3a Ha TPaHCpeppuHe IIIa3MBL
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Figure 1. The mechanism of absorption of iron from food in the duodenum. Arutyunov A.T., Ivanikov L.O.,
Syutkin V.E. et al. Scientific and practical journal N 9-10, 2008. [Electronic resource]. URL: http://bono-esse.
ru/blizzard/img/RPP/Abdomen/Fe3.jpg. (date of the application: 30.04.2024).

Note. A: Normal, B: With a mutation in the HFE gene
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Figure 2. Model of iron metabolism based on hepcidin. Arutyunov A.T., Ivanikov I.O., Syutkin V.E. et al.
Medical advice. Scientific and practical journal N 9-10, 2008. [Electronic resource]. URL: http://bono-esse.
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Note. C: Normal, D: With a mutation in the HFE gene

YBenmueHue 3TOTo MapaMeTpa MMeeT pellaolliee 3HadeHNe
IJISL JVIarHOCTMKM reMoxpomarosa. Kpome rtoro, mis mama-
THOCTUKM C/IefyeT MCIIONb30BaTh CTPOTYI0 MHTEpPIIpeTa-
M0 KOHLIEHTPALMU ChIBOPOTOYHOTO heppuTnHa (OCHOB-
HOTO 6e/TKa — JIeTIO JKerle3a B OpraHM3Me).

- DNUAEeMIOTOINS FeMOXpPOMaTo3a

Korpa ren HFE 6bln1 BriepBble MIeHTU(PUIMPOBAH KaK
T€H, CBSI3aHHBIII C TEMOXPOMAaTO30M, OBUIO OIpemeseHo,
4TO Hayubormee YaCTBIMM MPUYMHAMM Pa3BUTHUS JAHHOTO
3a00JIeBaHVsl ABJIAIOTCA TOMO3UIOTHOCTb IIO MYTaIL[UAM
p.Cys282Tyr (C282Y) u p.His63Asp (H63D).

445



446

REVIEW ARTICLES

The Russian Archives of Internal Medicine ® Ne 6 e 2024

TomosurorHocts 1o Bapmanty p.C282Y B reme HFE
BCTpeJaeTcs IMpu reMoxpomarose 6onee dem y 80 % nun
€BPOIIEJICKOTO MPOUCXOXKeHNA. JOMOSUTOTHOCTD >Ke IO
MyTanyu p.H63D cpenyu manyueHTOB ¢ TOMOSUTOTHBIM Te-
MOXpOMAaT030M, OTANMYHbIM OT p.C282Y, BcTpevaercsa He
Jaie, 4eM B 00eit momysinyy. O61mast pacupocTpaHeH-
HOCTb KoMmayHp-reTeposuror p.C282Y/p.H63D cpenn
MAIMeHTOB C KIMHWYECK! ABHBIM IeMOXPOMAaTO30M CO-
craBaeT 4,1 % [4]. OgHaKO KOMIIAyH[[-TeTePO3UTOTHOCTH
p.C282Y/p.H63D camoit mo cebe HeJOCTATOYHO, YTOOBI
BBI3BATh TeMOXPOMaTO3. TO/IbKO eC/IM 3TOT TeHOTUII COBIIA-
TaeT C JIOTIOTHUTE/TbHBIMY T€HeTUYECKUMU VU 3KOJIOTH-
yeckyMu (akTopamy pyucka 3a0ojieBaHMs IIe4YeHN, Pa3BHU-
BaeTcs GEeHOTUIIMYECKMIT TeMOXpoMaTos [5].

B MHOTOYMC/IEHHBIX MCCTIEOBAHMAX U3y4anach 4acTo-
Ta reMOXpOMaTo3a I ero reHeTuYecKas IpUunHa B pasiny-
HbIX mony/sinusx. Oy 0606mensr B Tabmune (tabm. 1).
[ToxasaHo, YTO pPaCIPOCTPAHEHHOCTh Hamboee M3BeCT-
HbIx MyTauuit HFE (a umenno p.C282Y u p.H63D), xoro-
pble MOTYT BbI3bIBATh F€MOXPOMATO3, BAPbUPYET B 3aBUCH-
MOCTM OT 9THMYeCKMX rpynm [6]. BesycnoBHo, Hamnbonee
paclnpoCTpaHEHHOM MNPUYMHON Te€MOXpPOMAaTO3a ABJIAET-
Csl TOMO3UTOTHOCTb 1o 3ameHe p.Cys282Tyr. Cpenu mio-
Jeil ¢ IMarHo30M reMoxpomaTo3 B ABcTpanuu, bperanu,
Opannun oHa cocTasisaeT 96 %, B TO BpeMs Kak B Vranuu
Ha UX [OMI0 NIPUXOAMUTCA TONbKO 62 %, a B Ipenunm — 39 %.
Kommnaynp-rereposurornocts  p.Cys282Tyr/p.His63Asp
B reHe HFE BcTpevaeTcs 4allle, 4eM IOMO3SUTOTHOCTDb IIO
p-Cys282Tyr, HO MMeeT 3aMeTHO 6o/lee HUBKYIO OMOXVMU-
YECKYIO U KIMHUYECKYIO TIEHETPAHTHOCTD.

B mccnemoBaHMM CKPMHMHIA FeMOXpOMAaro3a 1 Iepe-
rpysku xenesoM (The Hemochromatosis and Iron Overload
Screening Study — HEIRS) ouenmBamacp pacrpocrpa-
HEHHOCTb, a TaKXXe T'eHeTUYecKMe U 3KOJIOTMYecKue fe-
TepMMHAHTBI, CPefU APYIUX (aKkTOpOB IeMOXpOMaTo3a

B MHOTO3THUYECKOI BBIOOpPKE MEPBUYHON MEIMKO-CAHMU-
TapHoIl nomomy cpean 100 000 B3poCnbIX 3a 5-/1€THMIA
nepuop, B CIITA n Kanage. V3 99 711 y4acTHMKOB, cpenn
KOTOPBIX He OBIIO YIEHOB OfHOI ceMbit, 299 4enoBeK Obln
romosurotamu no C282Y. IlpexnmonaraemMas pacnpocTpa-
HEHHOCTb roMo3uroTHocTi C282Y cocrasmna 0,44 % y Ge-
JIBIX JIIOfIeV HEMCIIAHCKOTO IIPOUCXOXKAeHNus, 0,11 % — y Ko-
peHHbIX aMepuKaHIeB, 0,027 % — y maTMHOaMepUKaHIIEB,
0,014% — y mopent HerpoupgHoit packl, 0,012% — y iy
¢ octpoBos Tuxoro oxeana u 0,000039 % — y nui; asuar-
CKOTO IPOMCXOX/IeHMs. PaciipocTpaHeHHOCTb TOMO3UTOT-
HocTn C282Y cocraBmna 1,2% B Vpmanaun. Bonee Toro,
cpegHAA pacHpocTpaHeHHOCTb 0,4% TIOMOSUTOTHOCTH
no C282Y u 9,2% — rereposurorsoctu mo C282Y 6sira
IPOJEMOHCTPUPOBAHA B OFHOM 0030pe 27 MCCTIefOBaHMIL,
BK/TIOUMBINNX 6302 eBpornerines. To >xe MccegoBaHe Ipo-
TEeMOHCTPMPOBAIO PACIPOCTPAHEHHOCTb TOMO3UTOTHOCTH
o C282Y 0,5% u rereposurornocty mo C282Y 9% B Ce-
BepHOII AMepuke. B Asum, Adpuxe, bxuem Bocroke
M y KOPEHHOTO aBCTPasasUiICKOro HacelneHmsA (BK/IOYasd
abopureHoB 1 aBCTpanuiilieB BaHyaTy u mamyacos) ro-
MO3NUTOTHOCTD 110 C282Y He 6bUIa 0b6Hapyx)eHa (n=3752),
XOTs1 4acToTa rereposurotrHoctn mo C282Y xomebamach
oT 0% mo 0,5%. PacipocTpaHeHHOCTb KOMITayHJ-TeTepO-
surorHoct C282Y/H63D m romosurorHoctu nmo H63D
coctaBsna 2% (s 0601X) B eBpPOIEICKO MO/
B AMepUKe pPacIpOCTPaHEHHOCTb KOMIIAyH/- T'eTepO3u-
TOTHOCTM cOCTaBMaa 2,5%, a pPacnpOCTPaAaHEHHOCTb TO-
mosurorHoct H63D — 2,1%. B mpyrux uccnegosaHmax
COOOIIAIOCh O CaMOll BBICOKON 4acToTe 3aMeHbl C282Y
y eBpoIeliieB He(MHCKOTO MPOUCXOKIEHNUs (4acToTa aj-
nend 5,14%) [7].

B CIIIA mpumepno 1 us 300 wemoBek 6enoro espo-
IE/ICKOTO MIPOMCXOXKJIEHNUA CTPajaeT Hac/lefCTBEHHDIM
reMoXpoMaro3oM; 1 u3 15 4enoBek ceBepOeBpONIENICKOTO

Tabnuya 1. OmoenvHole NONYIAUUOHHBIE UCCIE008AHUS HACHOMbL 20M03U20m no mymavuu p.Cys282Tyr 6 eene HFE

Crpana Mccnenyemas monynanus Pasmep xoropTsl | Yacrora HFE p.Cys282Tyr
ABcrpanns PaborHukn 11 307 1m3221
ABcrpanns VI36uparenn ceBepOeBPOIIEIICKOTO IIPONCXOXK JeH NS 29 676 1 us 146
CIIA KnnenTbl m1abopaTtopnit HepBUIHOI MEMKO-CAHUTAPHOI OMOLIN 99 711 1ms3 333
Benuko6puranus f;;it;jf;x;izpomm{me 5 HaunonansHoft cnyx6e 451 243 1us3 156
Hopserns TocninranusupoBaHHbIE MUIa (TONMBKO €BPOIIEIIIbI) 1900 1us3 136
Vicnanus HoHopbI KpOBU 5370 1u3 671
Opanuus TToceTurenu LIeHTPOB OL[EHKM 3/10POBbs 9396 1us 174

Table 1. Separate population studies of homozygous frequencies HFE p.Cys282Tyr

Country | Studied population | Cohort size Frequency of HFE p.Cys282Tyr
Australia Workers 11 307 1of221
Australia Voters of Northern European descent 29 676 1 of 146
USA Primary Health Care Laboratory Clients 99711 10f333
Great Britain Persons, registered in the National Health Service 451 243 1 0f 156
Norway Hospitalized persons (Europeans only) 1900 1 of 136
Spain Blood donors 5370 1of671
France Visitors of health assessment centers 9396 1 of 174
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IIPOMCXOXKJEHNA VMMEET IO KpaliHeil Mepe OfHY KOIMIO
myTtaHTHoro reHa HFE, Han6ojee pacipoCTpaHeHHOII TeH-
HOJI MyTaljuyi, CBA3aHHOJI C HaCJIeNCTBEHHbIM reMOXpOMa-
tTo3oM [8]. HaciencTBeHHBII reMOXpOMaTo3 He 3aBUCKUT
OT II071a, XOTA CUMIITOMBI Yall[e IPOABIAIOTCA Y MY>KUUH.
VY >KeHIIVH CHMIITOMBI T€MOXPOMAaT03a MOTYT Pa3BUTbCA
B 6ortee mo3gHeM Bo3pacTe (IIOCIe MEHOIAy3bl) 13-3a pery-
TAPHOI KPOBOIIOTEPM BO BpeMsA MeHCTpyaumit. IIpumepno
y TpeX YeTBepTell Tofiel TeMOXPOMATO3 JUArHOCTUPYETCA
10 TOTO, KaK y HUX IOAB/AETCA KIMHINYECKasA CUMITOMATH -
Ka, B OCHOBHOM IIpU T€HEeTMYeCKOM TecTupoBaHuu. Hecmo-
TPSA Ha BBICOKYIO PacIpOCTPAaHEHHOCTb T'OMO3UTOTHOCTH
C282Y, nmuib y HeOOBIIOTO KOMMYECTBA JIIOfeil HaKaIlIu-
BAETCs JOCTATOYHO JKere3a, YTOObI BBI3BATH OBPEXK/CHIIE
OpPraHOB. YYMUTbIBasA ayTOCOMHO-PELECCMBHOE HAC/IE[0Ba-
Hue C282Y, yactora romo3urotrHoct C282Y opumHakoBa
Y MY>KUYMH ¥ KEHIIVH, HO PacCIpOCTPaHEHHOCTDb KIMHIYe-
CKUX IPOSAB/IEHUI pasnuyaeTca. B ogHOM mcciefoBanum
mumb y 28,4% My>xxumH u 1,2% >KeHIMH C TOMO3UTOT-
HOCTBIO 110 C282Y BbIABIEHDI KIMHNYECKME IPOSBIECHNA
remoxpomarosa. OgHako B Hayase uccnefgosanus y 81,8 %
MY>X4MH U 55,4% >KEeHIIVMH HaO/mI0aCcsa TTOBBIIIEHHbI
ypOBeHb GeppUTIHA B CBIBOPOTKE, YTO [O3BOJIAET IIPEAIIO-
JIOXKUTD, 4YTO OMOXMMMYIeCKask IEHeTPAHTHOCTD BBIILE, YeM
K/IMHMYECKas MTeHEeTPAHTHOCTb. B pyrux mccnemosanmax
6bIIO YCTaHOBJIEHO, YTO KIIMHUYECKIE IPOSBICHNS FeMOX-
pomarosa pasBuBarTCcA y 25-60 % nul], TOMO3UTOTHBIX IO
C282Y. Tlo-BupuMoMmy, pasnudHble (aKTOpBI, TaKue Kak
TeHeTHYecKre MOAUQUKATOPbl, (HAKTOPBI OKPY>Karolieit
cpenbl wim o6pasa XXIU3HM, ONPeNe/IAIT (PeHOTHII y Tofeit
C TOMO3UTOTHOCTBIO 110 C282Y [9].

KoropTtHoe wuccrnefoBanmue ¢ ydactueM 22 IIEHTPOB
B Aurnnn, lotmauaun n Yansce B Bpuranckom 6mobaHke,
BK/IIoyampllee 451 243 yyacTHMKA €BPOIIENICKOTO IIPOMC-
xXoKaeHus, BraBuio 2890 (0,6 %) momert ¢ TOMO3UTOTHBIM
reHorunom p.C282Y. Ilpn aToM AMarHo3 reMoXpomMaTosa
611 TocTaBieH y 21,7 % myxunH u 9,8 % >XeHIuH. ITO
MOATBEPKAAET TUIIOTE3Y, YTO IEPETPY3KY >KENEe30M, CBA-
3aHHYI0 C p.C282Y, MOXHO TpPENOTBPATUTb U M3IEUUTD
IIpM YCIOBUM PaHHEro BMellaTenbCTBa. Vccnenosanne fo-
HOPOB KpoBu B bpaswmun BbraBuio 2,1 % ajienbHbIX Jac-
toT HFE p.C282Y.

o Knaccudukanus remoxpomarosa

CymecTtByeT 4 TMOATUIIA HAaCTENCTBEHHOTO TI'eMOXPO-
MaTo03a, BO3HMKAIOIIETO B pe3y/bTaTe MOBBIIIEHHOIO BCa-
CBIBAaHMA Kelle3a B KPOBOTOK M3 YKeTYOUYHO-KUIIEYHOTO
TpakTa. CHIDKEHVE aKTMBHOCTY WIM CHIDKEHMe CHHTe3a
TeIICU/IVHA BBI3BIBAIOT OOJIBIIMHCTBO CIyd4aeB TeMOXpPO-
MaTo3a. Tum 1, BbI3BaHHbBIT MyTanuAMu B rene HFE, Ha
KOTOpbIl Ipuxoputcsa 6Gomee 80% ciy4aeB reMoxpoma-
TO3a, TUII 2A, BBI3BaHHBIN MyTanuamu resa HJV (Taxoke
u3BecTHOro Kaxk HFE2), tun 2B, BbI3BaHHDII MyTaLMsAMU
BreHe HAMP, Tun 3, BBI3BaHHBIN MyTanusAMu B rene TFR2,
U TUT 4, BBI3BaHHBI MyTauuamu B reHe SLC40A1, xoro-
pble IPUBOAAT K YBEMMYEHMIO aKTUBHOCTU (epponop-
TuHa (3TO 3a007I€BaHMe paHee GBUTO KIACCHPUIMPOBAHO
Kak TiI 4B 1 oTindaercs ot ¢pepponopTMHOBOIL 60/Ie3HIL,
KOTOpOe BbI3BAHO IOTepeil akKTUBHOCTU (epporopTuHa
u Knaccupuuupyercs Kak tut 4A) [10].

o Knuuuyeckue nposABieHNnsa reMoxpomMaTosa

Knuunyeckne npossnenns romosurornoro HFE-acco-
LIUMPOBAaHHOTrO reMoxpoMaTosa (p.C282Y) nepBoHadaIbHO
6pumn ojenensr Tpycco A. u @on Pexmunrxaysenom O.J1.
Pannume KmmHMYECKMEe KOTOPTHbIE MICC/IENOBAHNS BbIABUIN
3HAUYNTEIbHYIO 3a00/1eBaeMOCTb U CMEPTHOCTb IIPY 9TOM
3abonesanuu [11], [12].

ITocne orkpeitua rena HFE, monmynALMOHHBIE JC-
CIefOBAHNS IPOEMOHCTPUPOBAIN Pas/INIHble OMOXN-
MU4YEeCKMe M KIMHMYECKME IPOSBIEHNSA IeMOXPOMAaTo3a.
IlepekpecTHbIE KOTOPTHBIE MCCNIEOBAHMA MTOKa3aay, YTO
reMOXpPOMaTo3 He CBA3aH C IOBBIIIEHHO} CMEPTHOCTBIO.
Bonee mospgHme momynAnuoOHHbIE MCCIENOBAHMA IIOKa3a-
M, 9YTO MY>KUYMHBI, HO He JKEHIIVHBI, TOMO3UTOTHbIE IIO
p-C282Y, UMeI0T 3HAUNTE/IbHO MOBBILIEHHDIN PUCK CMEPTU
K BospacTy 75 net — 19,5 % no cpasHenuo ¢ 15,1 % B KOH-
TPOJIBbHOIL TpyIIIe. Boio 06HApyXeHO, YTO CIOXKHAS MU
IIpOCTasl TeTepo3UroTHOCTb mo p.C282Y u/umu p.H63D
He CBsA3aHA C IIOBBIIIEHHBIM PMCKOM IpeX/eBpeMeHHOI
cmeptu [13, 14]. TomosurotHocts p.C282Y 6blna cBsizaHa
C BBIP@)XEHHOIT IeMeHII1elt, OpellOBBIMM PAcCTPONICTBAMIA,
CapKOIIeHHell, CTabOCThI0 M XPOHMYECKOI OOTIBI0 Y MyX-
upH ctapute 60 net [15, 16].

Temoxpomaros, cBsisanHOM ¢ HFE, MoXeT mpoTeKaTh
6eccuMITOMHO B TedeHue >30 jeT (4acTo >40 y My>X4MH
u >50 y sxeHuuH). IIpn reMoxpomaTose, He CBsI3aHHOM
¢ HFE, cuMOTOMBI MOTYT IMOSBUTHCSA B BO3PACcTe OKOJIO
20-30 eT. B 1emomM cuMIITOMB pasHOOOPA3HBI, YTO 00B-
SICHSIET TO3[HIOI0 JMAarHOCTUKY [17].

IIpu remoxpomarose noKanusanusA >Kene3a B pasiamy-
HBIX TKaHIX OIIPefeisIeTCs] COBOKYIHOCTBIO (PaKTOPOB,
BK/IIOYAIOIIMX CTAfMI0 3a0b0/eBaHusA, OOIIYI0 BeMUYMHY
MIEPErpy3KM XKENEe30M U T€HETUYECKYIO TIPeIPacIIONOXKeH-
HOCTb OT/Ie/IbHbIX OPTaHOB K HAKOIUIEHMIO >Kenesa. JIs-
ObITOYHOE TKaHEeBOE XKeIe30 MOXKET XPAHUThCA B PETUKY-
JIO9H[OTEIMAIBHOI CUCTeMe [0 TeX IOp, HOoKa He Oymer
IIPEBBIIIEH OPOTOBBIl ypoBeHb. Korga sTo nmponcxommr,
ApyTHe OpraHbl BK/II0YasA eYeHb, CEPAILE, HOIKETYTOIHYIO
Xesie3y, Cele3eHKy U runodus, Takke MOIYT BBICTYIATh
B Ka4eCTBe MeCT XpaHeHusA M30BITOUHOro >Kernesa. Vcce-
TOBaHM:A HA )XMBOTHBIX MOJIEIIX IIOKA3bIBAIOT, YTO NCTOY-
HMK 1M30BITOYHOTO >Kele3a MOYKET YaCTUYHO OIpefeNATh
CTeIeHb OTIOKEHNA JKele3a B Cepalie.

Cpenn Hamboree pacHpOCTPAHEHHBIX CUMITOMOB —
YCTamoCThb 11 607D B CycTaBax. JlepMaToornyecKuMIm Ipu-
3HAKaMI ABJIAIOTCA B OCHOBHOM MeJIaHOZepMIUS (IIMTMeH-
TAIVs KOXKY), MHOTIA CYXOCTb KOXKI 1 M3MEHEHNs HOITell
(1, KaK 9TO HU IIapafjOKCAIbHO, KOVIOHUXMA — KJIaccuye-
CKUI cMITOM Xene3oneduimtHo anemn). OCHOBHBIMU
CYMIITOMaMM CO CTOPOHBI IIe4eHU ABJIAIOTCA TelaToMera-
NV ¥ He3HAUUTE/TbHOE MOBbIIIeHNe YPOBHS TPAaHCAMIHA3
IpY COXpaHHON (PyHKUMHU medeHn. [eMOXpOMaTo3 MOXKeT
BBI3BIBATh CAaXapHBIN [1abeT, TUIIOTOHA[V3M WIU THIIO-
IUTYynTapusM. YpesBbIYailHO BaXHO MMETb B BUJY, YTO
HFE-accouuMupoBaHHbII ~ I'€éMOXPOMATO3  BCTPEYaeTCs
y TIpeficTaBUTeNIell eBPOIEOUTHOTO MIPOMCXOXK/IeHN, a Te-
MOXpOMAaTo03, He CBA3aHHbll ¢ HFE, XOTA U TOpasfo pexe,
MO>KeT HabMIoaThCsA BO MHOTUX 9THUYECKUX Ipynmnax [18].

Hawn6ornee yacTbIMy 3HAYMMBIMY KIMHUYECKVIMU IIPO-
SIBTIEHVSIMI SIBJISIIOTCS 3a00/1eBaHMsI redeHn u apTpur [19].
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My>KunHBI, HO He >KeHII[MHBI, TOMO3UTOTHbIE 110 p.C282Y,
uMeloT 6oJsiee YeM B YeTbIpe pas3a BBIIIE PMCK Pa3BUTHA
3ab0/IeBaHMII IIeYeH 10 CPAaBHEHUIO C IuLamu 6e3 MyTa-
uuit B HFE. Tomosurorsl My>ckoro nomua p.C282Y raxxe
VIMEIOT MOBBIIIEHHDI PUCK PasBUTHUSA apTPUTA, KOOPEK-
TaJIbHOTO PaKa I caxapHOro fnabera. [OMO3UrOTHDIE XKeH-
mMHBL 10 p.C282Y TOXKe MMEIOT TOBBIIIEHHBI PUCK pas-
BUTUA ApTPUTA, KOTOPEKTAILHOTO paKa 1 paKa MOJIOYHOI
KeJIe3bl IT0 CPABHEHMIO C KEHI[MHAMN 0e3 MyTaluil B TeHe
HFE [13].

o IMTaromorms mewenu: IIporpeccupyrommii Gubpos
WIM LMPPO3 IIeYeHM IIpY TIeMOXPOMATo3e, CBA3AHHOM
¢ HFE, penxo BCcTpeyaeTca B BO3pacTe [0 45 JIeT Ipu OT-
CYTCTBUU [PYTUX COIYTCTBYIOLIMX 3a00JI€BAHUII IIeYeHN
[20]. daxTops! pucka pasButus ¢ubposa MM LUpposa
[IeYeH! BK/IIOYAIOT YPe3MEepPHOe yIOTpedIeHIe alKOros,
CaXapHbIil A1abeT, apTPUT, YPOBEHb (EepPPUTUHA B ChIBO-
porke kpoBu 6ormee 1000 MKI/JI ¥ KOHLIEHTpAaLVs >Kee3a
B nedenu 6onee 200 MxkMonb/T [21].

Y romosurorupix myxunH HFE p.C282Y puck passu-
THA NePBIYHOTO paKa IeYeHN B TeUeHIe SKM3HM YBeIndn-
BaeTCs B 12 pas 1o CpaBHEHUIO C My>KUMHAMU 6e3 My Tarmit
B reHe HFE. JKenmunbl, romosurotHele no HFE p.C282Y,
He ITOJBEpraloTcs MOBBILIEHHOMY PUCKY paka medeHu [13].
Hanbonpbimmit puck IMepBUYHOTO paKa IedeH) BO3HUKAET
y HaLMEeHTOB C LMUPPO30M IedeHu [22], UM JyIA CBOeBpe-
MEHHOJ1 IMarHOCTUKY CTIeflyeT peKoMeHoBaTh Y3V neve-
HI KaXkzple 6 Mecsres [23].

o Aptpur: ITopaxkeHue CycTaBoB IIpK reMOXPOMATO3€
BCTpedaeTca He MeHee 4eM y 24 % manuenTtos. Kmaccuye-
CKJ apTPOIATHS IOPAXKAeT ISICTHO-(ha/aHTOBbIE CYCTABEI,
3aTeM Ta300e/[pEeHHBIIl, TOJICHOCTOIIHBII, NTy4e3arsaCTHBIN,
JIOKTEBOII, I/IeYeBOI ¥ KOJIEHHBII CYCTaBbl, a TAKXKe I10-
SCHUYHBI OTHeN mo3BoHouHuKA. Otnuddepenimposarsp
apTpOIaTMIO HpYM TeMoxpomarode 1 JedopMupyromui
OCTEOapTPUT MOXKeT OBITh CIOXHO. HesicHo, movemy ap-
TpOMATHs MOPaKaeT TOIbKO YaCTb JIIOfEll C FeMOXPOMATo-
30M. APTPUT MOXKET PasBMBATbCs HA Pa3HBIX JTANAX Te-
yeHns1 3a60/IeBaHs, JaXKe TIOC/Ie YCIeUHbIX (1e60TOMUIL.
daxTopbl prcKa pasBUTUA aPTPUTA BKIIOYAIOT HMOXKMUION
BO3pacT, Iporpeccupyoumii ¢pudpos IedeHu, NIUTeNb-
HOe IIOBbIILIEHNE YPOBHS (eppuTHHA B CBIBOPOTKe Oosee
1000 MKr/m ¥ HacblleHe TpaHCdeppuHa CHIBOPOTKY XKe-
ne3oM =50 % [24].

3abonmeBaHus MMeYeHN U apTPUT, KaK IIPaBUIo, gebio-
TUPYIOT OJHOBPEMEHHO. BeposTHOCTD pasBUTUS apTpu-
Ta BbIIIe IIpu 6O/lee BBICOKON HATPy3Ke >KEIe30M N
Ha 0osee MO3fHelt cTaguy mopaxkeHus nedexu [17]. He-
JaBHee MCCIIeflOBaHNe TI0Ka3ajio, YTO apTPUT TECHO CBSI-
3aH C BBIpaXeHHBIM p1bpo3oM meueHu, u y 84 % romo-
surotr HFE p.C282Y ¢ BbIpakeHHBIM (UOPO30M IeYeH!U
OB apTPUT, B TO BpeMs Kak y 34 % romosuror p.C282Y
C apTPUTOM HAOJIIONA/ICS BBIPAKEHHBIN GUOPO3 MeYeHIt.
Ba)kHO OTMeTUTD, YTO TONBKO y 5% MalueHToB 6e3 ap-
TpuTa Habmogancs Guopos medeHN Ha MO3IHEN CTAVIL
T.e. orcyrcTBMe aprpura uUMeno 95% OTpHULATEIbHYIO
[IPOTHOCTUYECKYI0 IIEHHOCTb JJIS1 IIPOTPECCUPYIOLIEro
¢ubposa neyenn [25].

o JIpyrue KnuHm4ecKne nposasnennsa: JIpyrue cocro-
SAHMA, XapaKTepHbIe /I TOMO3UTOTHOTO IeMOXPOMAaTO3a
HFE p.C282Y, BKIIIOYAIOT CaXapHbII A1abeT, INIepIINTMeH-
TaIVIO, TUIIOTOHAJOTPOIHBIN IMITOTOHAJM3M U KapAMOMM-
OmaTHio. OTU COCTOAHNUA OOBIYHO /IeYaT B COOTBETCTBUU
C OOLIeIPUMHATHIMU KIMHNYECKUMY PeKOMEeHIALAMY
B COYeTaHMM C JIeYeHMeM Ieperpysku >xenesoM. Kappauo-
MUOMATUA ABNAETCA PESKUM OCIOXKHEHMEM, KOTOpoe IOo-
TEHIMA/IBHO 0OPATMMO C IIOMOLIBIO TE€PAINY HEePErPy3Kn
Kenmesa [14].

o JIMarHocTuKa reMoXpomMaTo3a

CoBpeMEeHHBII AMAarHOCTUYECKUII TOJXOX, K IeMOXpo-
MAaTo3y SIB/ISETCS HEMHBA3MBHBIM, T.e. OMOICHS IeYeHn
6onbuie He Tpebyercs. [eMOXpOMAaTO3 MOXKHO AMATHOCTH-
POBaThb TOJILKO Ha OCHOBaHMYM KOMOVMHALMM KIMHIYECKIIX,
7TabOPaTOPHBIX 1 JAHHBIX BU3Ya IM3ALVIL.

1. JTaGopaTopHbIe TeCThI

Hawubornee pacipocTpaHeHHbIe fUAaTHOCTIYECKYE O10-
XVMMUYECKIe TeCThI COCTOAT U3 CIefYIOUINX MapaMeTpoB
IUIa3MBI: JKeie30, K03 UIMeHT HachlleHus TpaHcdep-
puna sxenesom (KHTJXK) u cpiBOopoTOYHBI (eppUTUH
(CD). Iospiuennsiit KHTXK sBnsercs caMbiM paHHUM
OMOXMMIYECKUM HapylIeHeM IIPY TFeMOXpOMaTo3e, OTpa-
JKAIOLIVM IOBBILIEHHYI0 abcopOimio xenesa. OH cocTas-
nser >45% (qacto >60% y MyxuuH 1 >50% y >KEHIIVH)
U JIO/DKEH OBbITb IOATBEPXJIEH IIOBTOPHBIM aHAIN30M.
C® (>300 MKT/m y MY>XYMH U )KEHIIMH B OCTMEHOIIay3e
u >200 MK/ y >KeHIIUMH B IIpeMeHOIlays3e) XapaKTepeH
IJIS1 TeMOXPOMATo3a, HO TAaK)Ke MOXKeT IIOBBIMIATHCA IPU
BOCITIA/IUTEIbHOM IIpoliecce, MeTaboMNIeCKOM CUHAPOME
(ocobeHHO mpy caxapHOM Ayabere), yoTpeOIeHUN A/IKO-
TOJIsl ¥ IOpayKeHnN Tedenn [26].

2. Ienernyeckoe recTMpoBaHue

TeHeTNYeCKOe TeCTHMpPOBaHNUE NPOBOAUTCA IAIVIEHTaM
¢ BoicokuM KHTK, mpu ycnosum, 4To MCK/II0OUEHbI ApyTrye
MeXaHM3MbI, KpoMe M30BITKA >Kele3a B opraHusme (0co-
6eHHO runorpanchepprHeMMs 13-3a [I€YEHOUYHO-KIETOY-
HOJl HeJOCTATOYHOCTM, HePPOTUUECKOrO CHMHAPOMA W/IN
HEJOCTAaTOYHOCTY NMUTaHusA). [eMoxpomaTos crenyer pac-
CMATpUBATh He KaK MPOCTOe MOHOreHHOe 3abojeBaHue,
a KaK CJIOXKHBIN pe3y/IbTaT B3aMMOJIEICTBUS OKPY Kalollei
cpenbl, 06pa3sa >KU3HY 1 FeHeTUYeCKIX PaKTOPOB, KOTOPBIE
elle He IOMHOCTbIO MueHTHuumpoBansl. llupoko pac-
IPOCTPAaHEHO MHEHMeE, YTO B C/Iyyae TOMO3UTOTHOCTH II0
myranym p.C282Y B rene HFE ¢opmupyercsa HeoOxonu-
Masi OCHOBA /ISl PasBUTHMSA M30BITKA XKee3a B OPTaHM3Me.
Yro KacaeTcs KoMIayHp-reTeposurotrHoctu p.C282Y/p.
H63D, To ona MOXeT IpefpacronaraTb TOIbKO K JIETKON
HeperpysKe Skefie30M, U Bpady ClefyeT OBITh OCTOPOXKHBIM
npy MHGOPMUPOBAHMM IALVIEHTa, IOCKOIbKY YIIOMMHA-
HIfe O FeMOXPOMATo3e MOXKET BbI3BATh HEHY>KHOe OecIo-
KOJICTBO IAIJ€HTa I er0 CeMbI.

Korpa renernyeckoe TecTMpoBaHUe Ha MyTalMM TeHa
HFE maeT OTpUIjaTeIbHBIN Pe3y/IbTaT, MOIYT ObITh IPOBe-
IeHbl JajIbHeille FeHeTUdecKye MCCIefOBaHMsl, CBA3aH-
Hble C [PYTUMI TeHaMM, YIaCTBYIOLMMHU B MeTabomusme
JKejle3a U CHMHTe3e TellcujiuHa. [eMoXxpoMaros, He CBsI3aH-
HblII ¢ reHoM HFE, MeHbllle IIOJBEP)KeH BIMAHUIO KOdak-
TOPOB ¥ XapaKTepn3yeTcst 60jiee TSHKEIBIM U OGHOPOSHBIM
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K/IMHIYECKIM COCTOSIHIIEM, IIPOSIB/IAIONMCS B Go/tee MO-
nofoM BospacTe. CoBpeMeHHbIe ITOJXO/bI, OCHOBAHHbBIE HA
CeKBEHMPOBaHMM HOBOro nokonenus (NGS), pacumpsior
BO3MOYXHOCTM IMATHOCTUKY PeAKMX 06pasoBaHMIL, HO B TO
e BpeMs CO3JAI0T NMpoONIeMbl I MHTepIpeTaluy pe-
3ynbraroB. Iys rexuonornu NGS tpebyroTcst axcriepTHbIe
LIeHTPBI, KaK TOCYapCTBEHHbIE, TaK )1 YacTHbBIE, ee CTOU-
MOCTb OCTAeTCs BBICOKOII, HO MeeT TeHIEHIINIO CO BpeMe-
HEM CHIDKAThCS [26].

CnemyeT uMeTb B BMAY, YTO B OOJBIIMHCTBE KIIM-
HUK BO BCeM Mupe uccnefoBanue resos HJV, HAMP,
TFR2 n SLC40A1, n paxxe HFE moCpeicTBOM IPSIMOTO CEK-
BEHMPOBAHMA He ABJIAETCA MMPOKOJOCTYIHBIM. JledeHne
OOBIYHO He 3aBUCUT OT MOJIEKY/LAPHOI AuarHocTuku. ITos-
TOMY Ba>KHO IIOMHUTb, YTO B YC/IOBUAX 3aTPYLHEHHOrO JI0-
CTYIa K TeHeTUYeCKOI MAeHTUGUKALIMY ITaljIeHTaM C K-
HIYECKUM JMAarHO30M IeMOXpOMaTo3a He CIefyeT >KJaTh
pesynbraroB ananusa JHK mns Havana nevenus [27]. Tem
He MeHee, pe3y/IbTaTbl T'eHeTUYeCKUX TeCTOB Ba>KHBI JUIA
IPOTHO3a TeYeHNs 3a00/IeBAHNUS U OLIEHKM PIUCKA POXJe-
HIs OONBHBIX JleTell B ceMbe.

3. buoncusa Tkaneii

buoncusa nevyenn — my4immnit MeTOR, 11 KOIMYECTBEH-
HOJI OLIeHKH IIeperpysku xenesoM. Ho xoppensaunn Mmexy
OT/IOXKEHIEM >KeJle3a B IIeYeHN U MUoKappe HeT. OTioxe-
HIe Xele3a B MUOKapfie IPOUCXOAUT MefiIeHHee, YeM II0-
IJIOLIEHMe JKele3a ITeYeHbI0. DHIOMIOKapAuaabHas O1ol-
CMsl MOXKET MOTPeOOBAThCs MAI[MeHTaM C KapAMalTbHbIMU
npossieHnsAMy. IloBbIllIeHHas KOHIIEHTpAIMA >Kerlesa
Bcera OOHAPY>KUBAETCS IIPU HAOMUOKAPAMAIBHON 6u-
OIICHM y HALMEHTOB C AMCQYHKIIME TeBOTO XeTyA0uKa,
00YC/IOBIEHHOJ TeMOXPOMATO30M CeppLia.

4. Busyanusupyrouie MeTOAbl

MarnutHo-pe3oHaHcHass tomorpadpus (MPT) moxer
OBITD ITOJIe3HA JI/ISI BBIABJICHNSA VM KOMMYECTBEHHO OLIeHKI
Heperpy3Ku JKelle30M B OpraHmaMe, OCOOEHHO B IIEUEHIL,
cereseHKe (KOHTPACT MEXJY 3HAYMTEIbHBIM M3OBITKOM
JKele3a B IIEYEHV VM OTCYTCTBMEM IIePerpy3KM >Kelne3oM
Ce/me3eHKM 4acTo ObIBaeT mpy remoxpomatose). Jlabopa-
TOpHBIe UCCaefoBanys B codetannu ¢ MPT B HacTosmee
BpeMsA BO MHOTOM 3aMEHIIN OMOIICHIO IIeYeH.

YnbTpa3sByKOBO€ CKaHMPOBaHIE MTeYeHN YacTO ABJIAET-
Cs1 TIepBBIM AMATHOCTUYECKUM 3TAIIOM, KOIZja Y MallMeHTa
HaO/II0aeTCsl MOBBILIEHHBII YPOBEHDb II€YEHOUHBIX (ep-
MEHTOB WM eCTb HOAO3peHMe Ha 3abo/leBaHNe IeyeHI.
VIIBTPa3ByK He MOXKET OOHAPYXXUTH XKe/Ie30 B TKAHM IIede-
HI 1 I09TOMY He MOXKeT OBITb MCIIO/Nb30BAH J/Is JUArHO-
CTUKM IIepPerpys3Ky >Kele3oM IIpY reMOXpoMarose, HO IIO-
neseH B guddepeHIanbHO-AMArHOCTIIECKUX LeMAX /I
UCK/IIOYeHNA APYTUMX INPUYMH IOBBIIIEHUSA YPOBHA Iede-
HOYHBIX (DEPMEHTOB ¥ HEa/IKOTOJIbHOIL KVPOBOII 00/Ie3HN
nedenyu (HAJKDBII). YipTpasByk Takke MOXKHO MCIIOTIb30-
BaTb JUIA JUATHOCTYKY IMPPO3a MeYeHN U TeraToleNIio-
nsipHoit KapumHomsl (I'TIK).

YnbrpasBykoBas amacrorpadmsa (Pubpockan) mede-
HY JUIA OlleHKM ¢16posa y MalMeHTOB C TeMOXPOMaTO30M
IIPUMEHA/IACH JIVIIb B HECKOJIbKIX McClefoBaHyAX. Heo6-
XOIMMBI JajbHelilllee M3y4eHue BOIPOCA, MOXKHO JIM VC-
II0/Ib30BATh 3TOT METOJ, /L UATHOCTUKIA Y HAOJTIOfIeH N 3a
¢ubposom meyeH, BbI3BaHHBIM MyTateil B rene HFE [28].

Kommnbiorepras Tomorpadusa (KT) meuenu mossorser
0OHAPY)XUTb )Kelle30 B IapeHXMMe IeYeHM, OfHAKO Me-
TOf, TpebyeT CIelMaJbHOrO IIPOrPaMMUpPOBAHUA CKaHe-
pa, SIB/SIETCA MOMTYKOMNYECTBEHHBIM U MIMEET HECKOJIbKO
nctoyHMKoB ommbok. ITocne BHeppenus MPT, KT penko
VICIIONb3YeTCs IJIS OLpefie/IeHNs COflepyKa A JKerle3a B IIe-
JeHN, OfHAKO MOXKET IIOMOYb BY3Ya/lTU3MPOBATh OYaroBble
rmopakeHust nevenn [29].

PenTreHorpadus cycTaBoB MCIIONb3yeTCA [yIA OLEHKU
crenenu aprputa. CucreMa peBMaTOMOTMYECKOI OICHKIL,
OCHOBaHHAs Ha PEHTTeHOIpaMMax KUCTell, 3aILCTUl, KO-
JIeHeIl 11 JIOAbDKEK, Obl/Ia IIPOBepeHa Ha TPYIIIe MaI1eHTOB
C TeMOXPOMATO30M 1 apPTPUTOM.

JIByXaHepreTndeckasi PEHTIEHOBCKasi abcopbOimome-
tpust (DXA) ncnonbsyercst Ajsi ONpeneeHns IIOTHOCTH
KOCTHOJI TKaH) ¥ BBISBJICHUSA OCTEOHEHUY U OCTEOHOPO-
3a [30].

o JleyeHue reMoxpomMaTo3sa

1. uerndyeckoe reyeHne

[TarmeHTaM ¢ reMOXpPOMATO30M He C/ieflyeT IIPUMHMUMATh
BHYTPb IIperaparhl Kene3a. YiorpebseHne 60/mbIIoro Ko-
nndectBa ButamyuHa C ObICTPO MOOMIM3yeT >Keme3o 13
CepaLa, yBeI4YyBaeT BHIPAOOTKY CBOOOIHBIX PaiMKajIoB
U BBI3BIBAET CMEPTE/IbHBbIE CePHeYHble apUTMMI. B cBA3M
C 3TUM, IIpU T€MOXPOMATO3e He CrefiyeT IPUHUMATDb CUH-
tetudeckuii BuTamyH C, OfHaKO oBouy U GPYyKTHL, Oora-
Tble BUTaMUHOM C, MOXKHO €CTb. AJIKOTO/b yBeINIMBaeT
yCBOEHMe Ke/le3a, a HeKOTOpble KpacHble BUHA COfiepsKaT
607IbIIIOE KOTMYECTBO SKemesa, 4To TpebyeT 0TKasa OT ero
ymorpebnenns. IlanyeHTaM ¢ KappuomuonaTueir u cep-
[eYHOJ HeOCTaTOYHOCTHIO IIOKa3aHa JiieTa C HU3KMM CO-
mep>xaHueM Harpus [31].

2. VYmaneHmue >kemesa

®dre6oromusa. KpoBomyckaHme ocTaeTcsi OCHOBHBIM
METO[OM JIeYeHUs TreMOXpoMmaTosa, cBssaHHoro c¢ HFE.
ITpu remoxpomatose, He cBsA3aHHOM ¢ HFE, KOTOpBbIit CBA-
3aH C JeUIUTOM TelCUANHA, IPEAIOYTUTEIbHBIM MeTO-
IOM JIeYeHVsI TaKKe siBsieTcs ¢preboToMMs, HO B Hambo-
Jlee TsDKETIBIX Cydasx (Hampymep, y AL C I0BEHNUIbHBIM
reMOXpOMAaT030M) MOYKHO MCIIOIb30BaTh JOIIOJTHUTETbHO®
nepopaibHOe XenaTuposaHye. Kposomyckanus taxke ag-
(eKTMBHBI 1A JIe4eHMs IalVeHTOB ¢ (HeppOIOPTIHOBOI
6071e3HBI0, HO MX CIIEyeT IPOBOANUTb pPeXe, YIUThIBAs
PUCK aHEMUM U3-32 IJIOXOJ PEIPKY/IALIMY JKee3a y 3TUX
ManyeHToB. MHOIMe Bpayy M MalJeHTbl HACTAaMBaIOT Ha
TOM, YTO BBICOKIIT YPOBEHD (heppUTUHA B CBIBOPOTKE COOT-
BETCTBYET IIeperpysKe ene3oM 1 4TO ero C/IefyeT JTeINTh
myTeM KpoBomyckannA. OTHaKo, KaK YIIOMIHAJIOCh paHee,
manyeHTsl 6e3 romosurotHocT C282Y He Bcerma MOTyT
VIMETD IIePETPY3KY JKeTe30M.

Ienbio drebGoToMum ABIAETCA yhaneHNe n30bITKA XKe-
ne3a Jyid IpefjoTBPaIleHMs HalbHeiIero MoBpeXIeHNA
tKaHell. [To aTndyecknm npuunHaMm, ¢pre6oTOMMSA He U3yda-
Machb B paHLOMM3VMPOBAHHBIX KIMHNYIECKNX UCCIeTOBAHN-
SIX, YTO 3aTPY[HAET NOHUMAaHMEe eCTeCTBEHHOTO TeYeHU:
HeJleueHbIX 3abomeBaHmil. XOTsA HEKOTOpPBIE JIIONM, XOTS
U PefKo, MO/MAraloT, 4To Tepanusa ¢reboToMueil He UMeeT
HOATBEP)KAAIOIINX TOKAa3aTeIbCTB, OONBIINHCTBO 9KCIIep-
TOB IOJIATAIOT, YTO 3Ta (OPMa UCTOLIEHNS 3aIIACOB XKerle3a
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MOXXET YIYYIIUTb XPOHIUYECKYI0 YCTAIOCTb U CepHeYHYIo
byHKIUIO, CTabUNIN3NPOBaTh QYHKLMIO IeYEHMN, TIPUBECTH
K oOpaTrHOMY pasBuTiio ¢pubposa IeYeHM ¥ YMEHDbIIUTD
NUTMEHTAIMI0 KOXM y MAaIJMeHTOB C IeMOXPOMAaTO30M.
OpHako cycTaBHBIE CHMITOMBI IUIOXO TIOAJAIOTCA Jiede-
H1I0 prie6oTOMMEI M MOTYT yXyAIaThcsa. IPPeKTUBHOCTD
KPOBOITYCKaHI XOpOIIas, eC/IY OHO HAyaTo JIO pasBUTHA
nypposa nedenu. [lo6ounsie apdexTsl Pprred6oToMmUM BO3-
HMKAIOT ¥ 37-50% mauueHToB M BKIKYAOT Qrebut, He-
TOMOTaHNe U YTOM/IAEMOCTb. B clyyae BOSHMKHOBEHMA
10604YHBIX 3} (HEKTOB MO>KHO pacCMOTPETh BO3MO>KHOCTD
yBeNMMYeHNs MHTEPBaIoB MEXTy poueaypamu [32].

KpoBormyckauns 0OBIYHO TIPOBOAAT aMOymIaTOpHO
MeficecTpuHCKuUII nepconan. O6bpr9HO 06beM Kposu 400-
500 mn ymansetcs 3a 15-30 MUHYT B HOMOXeHUM OONb-
HOTO JIeXKa. DTOT TIPOIIeCC TIPOBOAAT eXKEHEeIETbHO 0 TeX
II0p, IIOKA YPOBEeHb (peppUTIHA B CBIBOPOTKE He JOCTUTHET
~50 MKr Ha muTp. TakKe OIlEHMBAIOT YPOBEHb IeMOITIO-
OMHa U M3MEHAIOT CXeMy KPOBOIIYCKaHMUsA, eC/IY YPOBEHb
remornobuHa <11 r/mn (Hampumep, go 400-500 M KpoBoO-
HyCKaHusA pas B iBe Helen). OIHOBpeMeHHOe Iepopab-
HO€ BBeJleHNe XIMAKOCTY (HalpyMep, COTeHOTO CIOPTUB-
HOTO HamnTKa) B 06beMe, IKBUBAJIEHTHOM 00beMY KpPOBI,
yHaneHHO mpy Gre60TOMMM, BaXKHO [JIA NMOAIEpXKaHUA
obbeMa IUTa3Mbl BO Bpemsi Ipouenypsl. [Ipopomxureis-
HOCTb MHIYKIIMOHHOM TepaIluy 3aBUCUT OT TAKeCTH Iepe-
TPY3KM XKe/Ie30M M MOYKeT COCTAaB/IATb OT MeCSIEB IO JIET.
[Toc/te MHAYKIMOHHOM (asbl MPOBOAATCS IOAAEPKUBAIO-
e ¢Gre6boTOMUM JUIA MOJifiepXKaHusA YPOBHA (eppUTIHA
B CBIBOPOTKE KPOBM Ha ypoBHe ~50 MKr Ha mutp. Ecmm
KPOBOITYCKaHNIA IPORO/DKAIOT IIOCIe TOTO, KaK YpOBEHb
¢deppuTuHa B CBIBOPOTKe CTaHeT <20 MKI Ha JUTP, MO-
JKeT BO3HUKHYTb HeUIMT >Kele3a. YPOBHM TeIICHUIVHA
B CBIBOPOTKE MOTYT CHUSUTBLCA NPU KPOBOIycKaHum [33].
[MoppepxuBarouye ¢re6OTOMUN IPOBOJATCA B CpefHEM
IBa-deThIpe pasa B TOfl, I 3TO 3aBVICUT OT CKOPOCTHU pe-
aKKyMYIALMY OKelle3a, KOTOpas BapbUPYyeTCsA Y pasHbIX
nmanyeHToB. IIpoBepka ypoBHA (eppUTHHA B CBIBOPOTKE
KpOBM) 4epe3 3—-6 MecALleB [10C/Ie OKOHYAHMA MH]YKLIVMOH-
HOJI Tepammy MOXKeT OBbITh II0JIe3Ha /IS OLIEHKU CKOPOCTU
IIOBTOPHOTO HAaKOIUIEHNA >kene3a. OLeHKy YpOBHA ChIBO-
POTOYHOrO (eppUTHHA MOXKHO IIPOBOAUTH €XKEMeCIIHO
BO BpeMsA MHIYKLVOHHO (re60TOMMU M eXEHENEeTbHO,
KOT/[a YPOBEHb CBIBOPOTOYHOTO (pepPUTIHA CHIDKACTCS O
100 mxr/n1. Kak TOJIBKO CbIBOPOTOYHBINT (PEePPUTHH TOCTUT-
HeT 50 MKI Ha JIUTP, MOXXHO PacCMOTPETb BO3MOXXHOCTD
OLICHKV YPOBHs CBHIBOPOTOYHOTO (hepPUTUHA €XKeTOJHO
WIN BO BpeMs KaX[oil Mopmep)kuBarolieli ¢hre6oToMum.
XoTA JOKa3aTenbCTBa, OATBEPKAI0NTNe MCTIOTb30BaHMe
HOJiflep>KMBalollel Tepalyy, OTCYTCTBYIOT, MHOTE Hal-
eHTBI LIeHAT 3Ty T€PAINIO, 0COOEHHO eC/IYl OHY MOTYT OBITh
ZOOPOBONBHBIMIY JOHOPaMu KpoBH [34].

Hecmotpss Ha ycremHoe MCTOLIEHME 3aracoB SKere-
3a, Y HEeKOTOPBIX INAIJMEHTOB HAaChILeHNe TpaHCPeppyrHa
ocTaeTcA IOBBILEHHBIM. IIpenmonaraerca, 4To moppep-
JKaHMe HOPMaJIbHOTO HACBIIeHMs TpaHCheppuHa MOXeT
Y/IY4IINTb CUMIITOMBI B OOJIbIIEIT CTEIIEHN, YeM CHIDKEHNE
¢depputuna. OnHAKO HaChIleHNMe TpaHCeppUHA MOXKET
He CHIDKATbCA IO TeX IIOp, II0Ka y MalyeHTa He OyneT jo-
CTUTHYT TOYTHU AePUINUT XKe/les3a, I0ITOMY IOAep)KaHMe

COOTBETCTBYIOIIVIX YPOBHe!l (peppUTMHA M HACBHIIIEHMA
TpaHcdepprHa MOKeT OBITh 3aTPyAHEHO [35].

Opurponuradepes npu reMoxpomMaTose. IpUTPOL-
tahapes — MeTOJ| CeMEKTUBHOTO Ya/IeHNUsI 9PUTPOLIUTOB
C BBEJICHIEM 9PUTOINOITIHA WM 6e3 Hero. TOT IpoIiecc
yHa/IsgeT U3 TKaHeil U3/IMIIKM XKele3a B Ba pasa ObICTpee,
4yeM KpOBOIlyCKaHuMe LienbHON Kposu. IIpum mccnemosa-
HYM GO/IbHBIX HACIeICTBEHHbIM IeMOXPOMATO30M je4ed-
HbII1 spuTponuTadepes mnokazan nouryu 70 %-e CHIDKeHMe
00111er0 KOMMYeCTBa U IPOJODKUTEIBHOCTI JIeUeHNsS 10
cpaBHeHMIO ¢ (eboromueri. TepMMHAIBPHYIO KapAUOMU-
OTIATMIO, BBI3BAHHYIO HAC/IEACTBEHHBIM I'€MOXPOMATO30M,
YCIIEIIHO JIEYM/IN C HOMOIIbIO0 SpuTponnTadepesa B code-
TaHNUM C TIOAIEP>KKOI BCIIOMOTAaTeIbHOTO YCTPOJICTBA Jie-
BOTO Xenynouka [36].

Xematupyromue mnpenaparbsl. KpoBomyckaHue He
AB/IAETCA BAPMAHTOM JIeYEHNA Y MAIMEHTOB C aHeMMeil
(BTOPMYHBIMU HapyLICHWIMH, CBS3aHHBIMU C Ieperpys-
KOJI JKeJIe30M), a TaK)Ke y MAIVIeHTOB C TSDKEJIOoN cepied-
HOJl HEeIOCTAaTOYHOCTBIO. Y 3TUX NALMEHTOB Tepamuen
BBIOOpA ABJIAETCA JIeYEHME XelaTopaMm >Kenmesa. Xerna-
TUPYIOIIVE areHThbl JKele3a YBeINIMBAIT CKOPOCTb BBI-
BeJIeHNs JKe/le3a 3a CYeT CBA3bIBAHMA JKelle3a B IIasMe
U TKaHAX, YA U3ObITOK sxenesa. Heobxomumo nepuo-
IVMYeCKU N3MEePATb YPOBEHb CBIBOPOTOYHOTO peppUTHHA.
Ecmn ypoBeHb deppuTuHa B CHIBOPOTKE KPOBU HajaeT
Hioke 1000 Hr/M7, Tepanuio XelmaTopaMy >Kejle3a He crie-
myer HasHadatb. [ledepoxcamuH, gedepunpon u pede-
pasMpoOKC — TpuU IpelapaTa, XelaTUPYIUX >XeIes30,
OIOOpeHHBIEe yIIpaB/IeHNeM 110 KOHTPOJIIO 33 IIPOJYKTaMU
u nekapctBamu CHIA pna neveHusa BTOPUYIHON XpOHUYe-
CKOIJI TIepeTPY3KI XKeTIe30M.

JedepokcamuH mpencTasisieT co60IT reKCajeHTaTHYIo
MOJIEKYITY, KOTOpPasi HAIPsMYIO CBSI3BIBACTCS C TAOVM/IbHBIM
JKe/Ie30M B IIa3Me M TKaH:AX, BKIodas cepaue. Jedepoxk-
CaMIH UMeeT HU3KYI0 OMOOCTYITHOCTD IPY IIePOPATbHOM
IIpueMe ¥ KOPOTKUIL IIepUOJ, IIOTyBbIBEfeHNA. DTOT IIpena-
par BBOJAT B BUJie IIOKOXKHOI VIV BHY TPUBEHHOI MHY-
sun. Pekomenpyemas nosa i B3pOC/IbIX cocTapisAeT 40—
50 mr/kr/meHb, BBOIUTCS B TedeHMe 8—12 yacoB 5-7 mHeit
B Hefermo. Jledenne gedepOKCaMIHOM CHIDKAET COfepiKa-
HIe Kelle3a B MUOKapfe NMpuMepHoO Ha 24 %, safep>KuBa-
eT Hayajo KIVMHMYECKOTO IIPOSB/IEHMS TI'eMOXPOMAaTo3a
CepAlia, IPUBOAUT K OOPATHOMY PasBUTUIO PAHHMX CTa-
IMiT TeMOXpOMaTo3a Ceppla, YIydlaeT GyHKINIO TeBOTO
JKETy0YKa U IOBBIIAET BBDKMBAEMOCTD ¥ TPaHC(Y3NMOH-
HO3aBMICUMBIX NAIIVIEHTOB C TanacceMueir. OfHaKoO JONTO-
CpOYHOe COOIoieHNe peXXMa JiedeH s fedepOoKcaMHOM
OCTAaBJIAET XKe/MaTb y4Iero [37].

Jedbepunpon — 9TO IepoOpanbHO aKTUBHBI OufeH-
TaTHBII Xe/IaTOp XKe/le3a, Of0OPEHHBII [/ IedeHNs Iepe-
TPY3KM JKE/Ie30M y 3aBUCHMMBIX OT IePeMBAHNUA KPOBU
IAIIMEHTOB C TajlacceMIuell, KOTfa CyIlecTBYIoIlee IeueHme
XeylaTopaMu HeafiekBaTHo. HavyanbHas o3a nedepunpoHa
COCTaB/IAeT 75 MI/KI/IeHb U BBOAUTCA B 3 mpuema. Mak-
cuMasbHasA fo3a AedepunpoHa cocTaBusgeT 99 Mr/KI/CyT.
HekoTopple mccrnefmoBaHusa IOKasamy, 4To AedepuIIpoH
nydire, yeM fedepOKCAMUH, CHIDKAET COfiepKaHMe xere-
3a B MMOKappe. bblio 06Hapy»XeHo, 4YTO KOMOVHIpPOBaH-
Hoe ieueHe fedepnapoHoM u fedepoKcaMIHOM OBICTPO
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CHIDKAeT IeperpysKy >Kele3oM ¥ YIydlraeT (GYHKINIO
CepALa y MalJMeHTOB C Ieperpy3Koil >Kelme3oM, CepAedHO
HENOCTATOYHOCThIO ¥ HECTAOU/IBHOI TeMOIMHaMUKOI [37].

Hedepasupokc — TpuAeHTATHBI Mpemapar, Xeja-
TUPYIOIIMIL JKele30, ¢ XOpOlueil 6MOZOCTYIHOCTBIO IIPH
[IepopasbHOM IpueMe, OfOOPEHHBIT J/Isl TeYeHNs Tepe-
TPY3KM >Kele30M, BOSHMKAIIIEN B pe3ylbTaTe IIOBTOP-
HBIX HepenuBaHnii KpoBu. HauanbHas mepopanpHast mo3a
medepasupokca, Ha3HaYaeMasi OfMH Pa3 B I€Hb, COCTAB-
nsieT 20 Mr/Kr/meHb, MakcuManbHas — 40 Mr/kr/menHsp. lle-
(dhepasupoKc cHIKAET YypoBeHb GeppUTHHA B CBIBOPOTKE
KPOBIU I CHYDKAET IePErpy3Ky CepALia U IeUeHN >KelIe30M.
HoBsle >kene30-xeaTupyrole areHTsl, MCCIefyeMble s
Tepanmy XpOHUYECKUX 3a00/IeBaHNIL, CBA3AHHBIX C TIEpe-
TPYSKOI JKe/e30M, BKIKYAIT CwbuH, Aedeputpun
M KOH'BIOTVMPOBAHHBI ¢ KpaxManoM fedepokcamut. Ype-
CKOXKHasI 9KCKpelysi ene3a 1 GeppuTMHA HOCPELCTBOM
Anp-Xumxambl (BbIfielieH1e ONpefe/IeHHOTO o6beMa Kpo-
B 4epe3 KOXY € IOMOIIBIO CIIELMaNIbHbIX OaHOYEK) SB-
JIsIeTCSL HOBBIM METOf{OM JIEYEHMsI HEPETPy3KM HKeIe30M
IpM reMOXpoMaro3e, [P-TajacceMuy M CUAEPOOTACTHOM
anemunu [38].

I/ICCJ\CAYCMBIC METOADbI
ACYICHMA I€MOXPpOMATO3a

TencupmnoBas tepanms. Ha Mopensix mblmreir Obi1o
IPOAEMOHCTPUPOBAHO, YTO AHA/IOTY TEIICU/HA CHIDKAIOT
HeperpysKy >Kele3oM 1 M3OBITOYHYI0 TOKCMYHOCTb TKa-
Hell, BBI3BAHHYIO JKee30M. MUHUTEIICHVHBL IPeNCTaB-
JIAI0T co00i1 6ojee MeNKue TelCUINH-TIONO0OHbIe IEeITH-
JIbI, KOTOPbIe, KaK OBIIO ITOKAa3aHO, CHIDKAIOT COflepKaHIe
JKe/le3a B MUOKApA€ Y MblIlIell, HOKQyTHBIX [0 TelCULUHY.
MuHMTenICHANHBL IPEJOTBPAIIANN TIePerpysKy >KenesoM
Ha MOJIe/IM TSDKEJIOTO 'eMOXPOMATo3a MblIleil ¢ meduim-
TOM TeTICHANHA. MUHUTeTICUANHbI, BO3MOXKHO, MOTYT ObITh
HOJIE3HBI TIPM PACCTPONCTBAX, CBA3AHHBIX C IEPErpysKoil
JKeme3oM, 60 IpU UCIONIb30BAHUYU OTHENIbHO JUIA IIPO-
¢dumakTvky, mbO B KavuecTBe [JOIOMHUTEIbHOI TepaInm
C KPOBOIIYCKaHMEM WIN XeJaTVpOBaHUeM. IIpupomHbIil
TeTICYVIH U €TO aHAJIOTY UCCIeRYIOTCA [ JIedeHn Hepe-
TPY3KI >Ke/e30M IIPJ TeMOXPOMaTo3e.

Jleyenne amorpaHceppuHoM. B HexkoTOpBIX ¥C-
CIelOBAHNSX OBIIO OTMEYEHO, CHIDKEHNE 9SKCIPeccuu
sputpoupHoro rea Faml32b (sputpodeppoHa), HOBBI-
IIeHVe 9KCIPECCUY TeHa TelCH/VHA B IeYeHN U YPOBHEN
rerncupnHa-25 B IIasMe, a TAKXKe CHIDKEHJE KUIIEeYHOTO
¢depponopruHa-1 y Mblieii ¢ TajacceMyell, MOMTy4aBIINX
arnorpaHcgeppuH. Jledenne anorpancdeppuHoM Tpebdyer
[aJIbHEIIIero M3yYeHNs I HOPMaIM3aluy COflepXKa s
JKe/e3a B MUOKapJie U IPYTUX opraHax [39].

Iennas Tepamms. JledeHne TakMX OCHOBHBIX 3a0orte-
BaHMII, TAKUX KaK [-Ta/acceMus M CepIOBMUIHOK/IETOYHAS
aHeMUsI, C TIOMOIIBI0 TeHHOIT TePAINIl MOXKET IIPegOTBpa-
TUTh HEOOXOAMMOCTD IepeNuBaHUsA KPOBU 1 HMpPeJOTBpa-
TUTH [IEPETPY3KY XKe/Ie30M B TKaHSX. J[/Is1 IaIieHTOB C Ha-
CJIeICTBEHHBIM TEMOXPOMATO30M B Ka4eCTBE MIUIICHN /IS
TeHHOI1 Tepanuy ObUIM PEeKOMEH[[OBAHBI MHIMOUMpPOBaHIE
DMT1 u sxcnpeccunt reHa GpeppoIOpTIHA B SHTEPOLMUTAX.
JIpyruMu TeparneBTUYECKUMIM HOAXOLAMIL, KOTOPbIE MOTYT

OBITH MCC/IEIOBAHDI, SIB/IAIOTCS CBepXIKcIpeccust rena HFE
IMKOTO TUIIA B SHTEPOLMTAX M CBEPXIKCIIPECCUS Perys-
TOPHOTO HENTH/IA XKejle3a TencuanHa B nedenn. Hamrame
MyTauuii B reHe HFE MOXXeT BIMATh Ha BbDKMBAEMOCTb
HAI[eHTOB ¢ MMUETOAUCIUIACTUYECKUM CHHIPOMOM, Heo0-
XO[UMO IPOBECTU UCCIENOBaHNUA [ OTBETA Ha BOIPOC,
C/IefyeT M 9TUX MallYieHTOB I€YMUTh MOIIHO TepaIueii Xe-
naTopoB xernesa [40].

o IemoxpomaTto3 cepaia

TeMOXpOMATo3 cepylia WIM MEPBUYHAS KapUOMUO-
IaTuA C MEPETPY3KONM Ke/Ie30M ABJIAETCA BaXKHON U IIO-
TEHI[Ma/IbHO IPELOTBPATMMOIl IPUYMHON CephedHO
HefocTaTouHoCTH. Kapauomuonarisi, CBsi3aHHas C Iepe-
TPY3KOIT )Ke/Ie30M, OIPeReAeTC s KaK CUCTOMMYECKasT VN
muacronmnyeckas ceppeuHas puchyHkuusa [41], BbI3BaH-
Hasl MOBBIIIEHHBIM OT/IOXKEHMEM >Kejle3a U SIBJISIOIIAsACs
Ba>KHOII NPUYMHOI XPOHNYECKOI CEPJEYHOI HElOCTATOY-
HOCTY 13-3a YBEJIMYEHNUA YaCTOTBI 9TOrO 3abO0JeBaHuA,
Ha6/II0[[aeMOro y MAIEHTOB C Ta/lacCeMuUell U y malueH-
TOB C HAaC/eCTBEHHBIM reMoxpomaro3oM. depponoprun
KapAMOMMOL[UTOB PETY/INPYeT K/IETOYHBII TOMEOCTas3
JKerme3a, a MeCTO OT/IOXKEHVISI JKele3a B MIOKap/e ompene-
€T TSDKeCTDb HapylueHus gyHkuyu ceppua [42]. Kappu-
OMUONUTHI M3-3a MHTEHCUBHOIO MeTabonmsma 0cobeH-
HO YYBCTBMUTENbHBI K TOKCMYECKOMY [eMICTBUIO JKesesa.
CreoBaTe/IbHO, HaKOIICHVE >Kele3a B MUOKApJe MOXKeT
IPUBECTM K KAPAUOMUOIIATUN U CEPHeYHON HETOCTATOU-
HOCTH, YTO IIPefCTaB/IsieT co00/l OTHOCUTENBHO IO03LHee,
HO IOTEeHIMabHO (haTasbHOE NPOSIBIEHNE TEMOXpOMa-
To3a [43]. Muokapn 0co6eHHO YyBCTBUTENTEH K OKMUCIN-
TEJIBHOMY CTPEeCCY, BBI3BAHHOMY >Kele30M, u3-3a 60Jb-
IIOT0 KOJIMYECTBO MUTOXOHZPUIT ¥ HU3KOTO COTEPXKaHVIsI
AHTMOKCHU/JAHTOB.

JKene3zo u3 TpaHC}Y3MOHHBIX MICTOYHUKOB € OOJIbIIIEN
BEPOSATHOCTBIO HAKAIINBAETCS B CEpALie, YeM MOCTYIUB-
IIee BHYTpb. Bo Bpems HakKomIeHNs >Xele3a B CepaLe
JKeme30 IMpPeUMYIeCTBeHHO OTK/IAbIBAeTCA B MUOLUTAX
SMMKApPHa, a JANUIIb [I03Ke 3aTParuBaeT BCIO TOJIY CTEH-
kn. Ileperpyska cepplja >kefie30M IepBOHAYATbLHO IIPUBO-
[UT K YBEIMYEHNUIO [IEPUHYK/IEAPHBIX OT/IOKEHNIT JKere3a
C MOCTIeAYIOIMM OTIOKeHMeM M0 Bceit Kmetke. OTmoxe-
HUe Kkeie3a 0ojiee OOIIMPHO B XKENTyLOYKaX, YeM B Ipef-
cepnusix. YacTo BoBeKaeTCsl MPOBOAALIAs CICTEMA CEPT-
na. TsoxecTb AMCYHKIUYM MMOKapha IPONOPILOHATbHA
KOJIMYEeCTBY OT/IOXKEHUA >Kelme3a B Muokappe. Ilo mepe
yBeNTMYeHNsI OTIIOXKEHNUS JKelle3a B MUOKapHe 9TO IIPUBO-
[UT K YBEINYEHNUIO TOJIIVHBI CTEHKI JIEBOTO JKENyLOUKa.
9TO MOXeT IPUBECTY K CHIDKEHWIO TIOTATIMBOCTY JIEBOTO
JKETyRO4YKa, CHIDKEHNIO CYCTONNYeCKOM QYHKIMY U A1a-
Tanun [44].

daxTopamn, BAMSIOIMMY Ha IEHETPAHTHOCTD, SIBJIA-
I0TCSI TIOTI, BO3PAcT, (pM3Momorndeckas u naToaorndecKas
KPOBOIIOTePsI, TOHOPCTBO KPOBM, MOCTYIIEHNE C IININEN
Xermesa, ankorons, rematutoB C m B, oxupeHnue, npuem
6MOIOTMYeCK aKTUBHBIX O0OGABOK (Kemesa ¥ BUTAMU-
Ha C) [45].

MexaHn4eckye M3MeHeHVsI, BOSHUKAILIIE BCIeCTBIe
reMOXpOMaro3a MIUOKapfa, YCYTYOIAITCA LIUTOTOKCU-
4eCKUM [elICTBMEM >Kelie3a BHYTpu Muonutos. JKemeso
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B 9TMX KJIETKAX PE3KO YCKOPsIeT BBIPAOOTKY THAPOKCHIb-
HBIX JIOHOB, YPE3BbIYAITHO PEaKTUBHBIX CBOOOLHBIX Pajii-
KaJIOB KMC/IOPOJid, KOTOPbIE MOTYT Pa3pyLIaTh JMIVIHBIIL
OUCION KIIETKH, TM30COMBI, MEMOpPAHbI IPYTUX OpTaHe/I
¥ MOTYT IIPUBECTHU K AUCHYHKIUMY ¥ TMO/IN KIETOK.

o Kinmandeckie 0co6eHHOCTH reMOXpOMATO3a CEpAILIa

KnmHudveckme mposB/IeHNMs TeMOXpOMaTo3a CepAla
MOYKHO Pasfie/nTh Ha TPM KaTeTOpPMM, BK/I0Yas apUTMUM,
3aCTOIHYI0 HEJOCTATOYHOCTb M3-3a CUCTONMMYECKOI AMC-
(YHKIVM M 3aCTOMHYIO HETOCTaTOYHOCTD 13-3a AMACTOMNU-
weckoit guchyHkuny [43].

IemoxpomaTo3s 1 cepedHble apUTMUN. Y NalVIeHTOB
C TeMOXPOMATO30M Cep/lia YaCTO HAOTIONAIOTCS TIPEfCePH-
Hble U JKENYOUYKOBble apUTMuUM 1 670Kaga cephua us-3a
IMCYHKLMY MUOKapyia ¥ OT/IOXKEH XKeJle3a B aTPYOBEH-
TPUKYILAPHOM y37Ie ¥ IPOBOZAsAIel cucteMe. CUMITOMAaMM
MOTYT OBITH IPOCTOE CepplieOueHNe MU SIBHbIT 0OMOPOK.
Ceppuebnenne sBIAeTCA OOBIYHBIM SABJICHUEM Y BCTpe-
waetcst y 37 % maumenTos. Heperymsapraoe cepptiebuenne
MOXKeT OBITH CBsI3aHO ¢ GUOPMIIALETt IPefCepAnit, Ipe-
JKJIeBPEMEHHBIMI COKPAIIEHVAMY IpefcepAuil, IPeKIeB-
PeMEHHBIMM COKpaIlleHNAMHU XKeTYLOUYKOB UM CUHYCOBOII
aputMmueil. PerynsapHoe, yyaljeHHOe cepalieOueHne MOXeT
OBITH CIIEACTBMEM IAPOKCU3MAIbHON HAKETYZOIKOBOI
TaXMKap[uu, YCTOMYMBONM WM HEYCTOMYMBONM >KENTy[04-
KOBOJl TaXVKapiuu Wiy TpemetaHus npepceppuit. Cepp-
1je61eHne MOXET CONPOBOXKAATbCS TOTIOBOKPY>KEHUEM,
IMCKOM(OPTOM B TPYAM, IIOTOOTHENICHMEM U OJBILIKOIL.
Y HEKOTOPBIX MALMEHTOB MOTYT HAOMIONATBCS CHMITOMBI
npeno6MOpoOKa Man SBHOTO 06MOpOKa, CBsI3aHHBIE C Opa-
AMApUTMUAMMY, BKIIOYas HeaJjeKBaTHYI0 CUHYCOBYIO Opa-
AMKAPAMIO, ATPUOBEHTPUKY/IIPHYI0 610Kagy o Moburiy
IT crenenn wm paxe III crenenu. Hekoropble manyeHTbl
MOTYT VCIBITBIBATb T'OJIOBOKPY>KEHME Iepef IOoTepeil co-
3HaHUA, HO B APYIMX CIydYasX He BO3HMKAeT HUKAKUX
HpeyIpexaeHnit nepes o6Mmopoxkamu-puctymnamu CTok-
ca-Afamca. Y IanyeHToB ¢ CHHAPOMOM CTab0CTI CHHYCO-
BOTO y371a MOXKET HaOMIOaTbhCsl MPEPHIBUCTOE Cepriiedu-
eHJe 13-3a TaXVMKap/iuy, 33 KOTOPBIM C/IefyeT OLIYIeHe
FOTIOBOKPY>KEHNsI U3-3a OpaguKapany. ITOT CUHAPOM Ta-
XUKapAnu-OpafuKapauyl MOKeT OBbITh C/IeACTBMEM IIepe-
MexKaroeicst GuOpMUIIINK TpefCePnii ¢ OICTPOI IPO-
BOIMIMOCTBIO C TIOC/IEAYIOIEN CIIOHTAaHHONM KOHBEpCHUeN
B CHHYCOBBIJI PUTM C BBIPaKEHHOII CUHYCOBOIT OpajuKap-
Ioueil. Y manueHTa ¢ CepfiedyHol apUTMMell QUarHOCTude-
CKas OIleHKa OAVHAaKOBa, HEe3aBUCKMO OT TOTO, BBI3BAHBI
M ApUTMMU TEMOXPOMATO30M MM KaKMM-TINOO [PyruM
3aboneBanneM. OIieHKa BK/IIOYAET B CeOsl 9MEKTPOKAPAN-
OrpaMMYy C MOCIeAYOINM XOITepOBCKUM MOHUTOPUPOBa-
HIeM MM Jaxe 0ojee [IUTENIbHBIM 3/IeKTPOMOHUTOPVH-
TOM CepfedHbIX coObITuit. EC/M pesymbpraTsl 9THX TECTOB
He SB/ISAIOTCSA OKOHYATeIbHBIMM, MOXKET IHOTpe6OoBaThCs
KaTeTepusalusa cepila U 3N1eKTpopU3MOIOrniecKoe Jic-
crnemoBannme [43].

XpoHmyecKas cepAevyHas HeJOCTATOYHOCTh. K Mo-
MEHTY pasBUTHUSA XPOHMYECKON CepfieuHOl HefoCTaTod-
HOCTM Ha (OHe reMOXpOMaro3a Cepplla, AMArHo3 3TOrOo
3ab0eBaHNA B OONMBUIMHCTBE C/TyYaeB y>ke ObIBaeT Bepu-
¢uIMpoBaH Ha OCHOBAHMMU APYTUX MMEIOMINXCSA CUMIITO-

MoB. Ecmm xpoHmdeckas cepiedHas HeZOCTaTOYHOCTDb
ABNAACTCA  OCHOBHBIM  IIPOSIBIGHNMEM T'eMOXPOMATo3a,
B fieOloTe 3a00/IeBaHVA MOXKET OeCIIOKOUTD OfbIIIKA IIPU
¢busndIeckoil Harpyske C IOCTENIEHHBIM CHIDKEHUEM IIe-
peHocuMOCTY PUBNYECKMX HArPY30K, 3aT€M MPUCOCHVHA-
©TCs1 OfIbIIIKA B HOYHBIE Yachl — MapOKCU3Ma/IbHas HOUHAA
OfIbILIKA, IAL[VEHT IPMHMMAET BBIHY)KJEHHOE IIOJIOKeHNe
C IIPUIIOJHATBIM FOJIOBHBIM KOHIIOM (CITUT Ha BBICOKUX IO-
AYyIIKaX) — OPTOIHOI, II03[jHee — HauMHAEeT OECIIOKOUTD
OfIbIIIKA B TIOKOE, MOYKET PasBUTLCA OTek yerkux. [Tanuen-
TBI, Y KOTOPBIX HAaKOIUICHME >KeJle3a B IIPaBOM JKeNTy[0uKe
BBIIIIE, YeM B JIEBOM, MOTYT CTPAfIaTh IIPaBOXKETYFOYKOBOI
HEI0CTaTOYHOCTI0. IIpM M30MMpOBAaHHONM HpaBOXKeNy-
TOYKOBOJI CepfieYyHOll HeJOCTATOYHOCTY OJbIIIKA He BBI-
pa)keHa, 3aCTOJ B JIETKMX OTCYTCTBYET. Y 3TUX ITaLIMIEHTOB
CHUMIITOMBI BKJIIOYAIOT Iepudepudeckye oTeKn, cnabocTb
U YTOMJIAEMOCTb. 3aCTOMHAsA IellaTOMeTa/lis MOXXET BBI-
3bIBaThb AMCKOM(OPT, OOBIYHO ONMCBIBAEMbINl KaK TYyIas
00/b VIV TsDKECTb B IIPAaBOM BEpXHEM KBaJpaHTe WJIN
snuracTpun. Jta 60/Ib BBI3BAHA PACTSDKEHUEM II€UeHOY-
HOIT KAIICY/IBl I MOXKeT OBITb MHTEHCUBHOI IIPU OBICTPOM
YBEIMYCHNN Pa3MepOB II€YeH) IIPM OCTPOIl IIpaBOXKe-
Jy[OYKOBOI HegocTtatodHOCTH. K (usuMKanpHbIM Ipu-
3HAaKaM XPOHMYECKON CepfieyHOll HeJOCTaTOYHOCTU IpU
reMOXpOMaro3e CepAlja TaKKe OTHOCATCA IOBBIIICHHOE
TaB/leHMe B SIPEMHBIX BEeHAX, ITOJIOKUTE/IbHbIN IedeHOu-
Ho-sApeMHblT pedmiokc (cummnrom Ilacrepa-Pyno), mies-
PajIbHBI BBIIOT 1 acunT. KapauoMeramsa MO>KeT COIpo-
BOXK/IATbCsA  JIaTepa/ibHbIM CMEIeHMeM BepXyLIeYHOro
TOJTYKA, TOsABIeHeM maTonorndeckoro I11 (S3) mmm IV (S4)
IOIIO/IHUTE/IbHBIX TOHOB ceppala (puTMa rajaomna), CUCTO-
JMYECKMX IIYMOB MUTPAAbHON W/WIM TPUKYCIUAAID-
HOJI pEerypruTanyy, CBA3aHHBIMU C JUIaTalyel 1eBOro u
WUIY TIPABOTO >KeyA0YKa. YacTo 9T1 MIyMBbl YMEHbIIAIOTCS
VUIY VICYe3AIOT II0CJIe BOCCTAHOB/ICHUA CephedHoil (QyHK-
uuu [45].

o JlmarHocTuka

buoxuMmdeckue ananmmsbl. [eMoxpomaros cepaia cie-
IyeT IpenrosaraTb y a000ro malyeHTa ¢ HeoObACHUMON
CepIEYHON HEeZOCTATOYHOCThI0. HeoOXommmo IpoBecTn
CKPMHMHT Ha CUCTEMHYIO0 IeperpysKy >Xeae3oM C IIOMO-
IIbI0 CHIBOPOTOYHOTO (heppUTMHA Y HACBIIEHUs TpPaHC-
¢deppuna. Ecnmu pesynbrarsl STUX TECTOB COOTBETCTBYIOT
Ieperpyske >KenesoM, IOKa3aHO flajbHelllllee HeMHBAa3UB-
HO€ ¥ TUCTOJIOTMYECKOE MCCIeOBaHNe /A IOTBEpXK/e-
HIA MOPAYKeHM A OPTaHOB IIeperpy3KOoIl KeIe30M.

B pyxoBopcTBax peKOMEHAYeTCs, 4YTOOBI YpOBEHb
HACBILEHNsT TpaHCheppuHa B IUIasMe mpessiman 55 %,
a ypoBeHb eppuTHHA B CBIBOPOTKe IpeBbiiian 200 Hr/Mi
Y >KeHIUH mayu npesbiman 300 Hr/MI y My>KYMH /IS BbI-
SBJIEHNSA TALIMEHTOB C IIEPETPY3KOIi JKene3oM. II0CKombKy
CBHIBOPOTOYHBIN (PeppUTUH SBIAETCS PEareHTOM OCTPOIl
¢da3pl, OH HeHaJjeXKeH IIpU 3ab0/IeBaHMAX C aKTVBHBIM
BocmajeHreM. VlccieoBaHMA CBIBOPOTOYHOTO JKeesa
HOJIe3HBl I CKPVHMHIA OOLIeil IeperpysKu >Kelne3oM
B OpraHM3Me, HO HEHafle)KHbI JId NMArHOCTUKM Opra-
Hocrenuuueckoil Ieperpysky, TaKoil Kak cephedHoe
JKelme30. YpPOBHU CBIBOPOTOYHOIO (eppUTHHA He KOp-
PenupyIoT ¢ TAKECTDIO IEePEerpysky MMUOKapHa >Ke/Ie30M.
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OB3OPHBIE CTATbHU

HecmoTpss Ha HU3KMe YPOBHU CHIBOPOTOYHOro eppu-
TMHA, MOXKET HaOJIOJaTbCs BHICOKOE OTIOXKEHME >Kere3a
B Muokappe. CylecTByeT CibHas CBA3b MEX/Y YPOBHS-
M1yt N-KOHIIEBOTO HaTPUIypeTUYECKOTO IMeNnTuja npo-B-
tuna (NT-proBNP) B nasme u nokasartensiMi reperpys-
KU 3Kee30M [46].

buoncua Tkanei. broncusa meyenu — 5TO TydILNiA
MeTOJ OMOIICUM /IS KOMMYECTBEHHOI OLeHK) IIeperpys-
K1 >kenmesoM. OTHAKO KOPPEIALMY MeXAy OTIOXKEeHUeM
)Kelesa B NeYeHM ¥ Muokapzie HeT. OT/IOKeHMe >Kemesa
B MMOKap/ie IPOMCXOANUT MeJIeHHee, YeM IOITIOIeHIIe Ke-
J1e3a TeYeHbl0. JHAOMUOKAP/AMATIbHAS OMOIICHsT MOYXKET I10-
TpebOoBaThCA MAIMEHTaM C CepPAEYHBIMU MPOSBICHUAMI.
MuokapayanbHOe >Kele30 IIOCTOSHHO OOHAapY>KMBaeTCs
B OMorTaTax 9HAOMMOKAPHa Y TALMIEHTOB C AUChYHKIIEN
JIEBOTO YKeTy[OYKa, BOSHUKILE B pe3y/IbTaTe reMOXpoMa-
TO3a Ceppla.

AnexTpokapauorpadmyeckne gaHHbIE. JIEKTPOKap-
prorpamma (IKI') 0ObIYHO He MMeeT AMArHOCTMYECKOTO
3HA4YeHN IIpU paHHeM reMOXpoMmaro3oM ceppua. Ilpu 3a-
IyIleHHOM reMoxpoMarose ceppiiia Ha OKI mpucyrcrsytor
Hu3KMit BonmbpTax komiuiekca QRS m Hecnenmduyeckne
anomanuu 3y6uos ST u T. HacTo BcTpedyaroTcs mpefcepr-
Hble TaXMapUTMUY, 0COOEHHO MapoKcusMabHas GpuopuI-
Ay npepcepauii. JKemymoukoBble apUTMUY BO3HUKAIOT
npu cHkeHun OBJDK. OtnoxeHne kenmesa B IPOBOfAs-
Ieli CYICTeMe MOYKeT BBI3BaTb aTPMOBEHTPUKYILAPHYIO OJ10-
KaJy IIepBOJi, BTOPOJ CTETIEHN) U TIO/IHYI0 aTPUOBEHTPUKY-
JISIPHYIO O7IOKafy.

Oxokappuorpadudeckue gaHHble. Ha paHHux cra-
AMAX HOPaKeHMA Cepflia IpU TeMOXpOMaTo3a 9XOKapau-
orpaduyeckoe MCCIefOBaHNe MOXKET BBIABUTbH JUACTO-
NIMYECKYI0 AUCHYHKIUIO JIEBOTO SKETYOYKa, CBI3AHHYIO
C HapyllIeHueM CIIOCOOHOCTH IeBOTO XKeMyfj0uKa K paccra-
OIeHMIO WM eTo pecTpuKLMell. B OonblIIMHCTBe Crydaes
CO BpeMeHeM pasBUBAeTCA KapTUHA, XapaKTepHas /I O1-
JIATAIMOHHOM KapayoMyonarun (ee (GeHOKOINA) CO CHU-
skeaueM OBJDK. Y manmeHTOB ¢ reMOXpOMaTO30M CepAlia
MO>XKeT HaOMIOfjaThCs AUIATALVS JIEBBIX U IIPABBIX KaMep
ceppua u Huskasg OBJ/DK wmmm pgumaranms neBoro mpep-
cepys ¥ IPaBOTo JKeMY/04YKa C IIOBBIIIEHHBIM JaBIeHIEM
B JIerO4HOIT apTepyn 1 HopmanbHoit PBJIK. Taxoke moxer
PpasBUBATbCA SKCLEHTpUYeCKas IUIepTpodus JIeBOro xe-
nypouxa. TKaHEBYI HOMIUIEPOBCKYIO 3XOKappmorpaduio
MO>KHO JICIIOJIb30BATh JUIA JVATHOCTUKM JIACTONMMYECKOI
AUCQYHKIUY JIEBOTO XKeMy[OYKa Ha PaHHMX CTaMAX Te-
MoxpomaTosa cepzaua [29].

MarHuTtHo-pe3oHaHCHasA ToMorpadusa ceppna. Xots
9XOKapuorpadysl MOXKeT MCIONb30BaTbCA [JIA BbIABIIE-
HUA IeperpysKy MUOKapfa SKele30M, OHa He faeT TOod-
HOTO IIPOTHO3a COfep)KaHuA >kenme3a B Mumokapge. MPT
II03BOJIACT KOMMYECTBEHHO OLICHNUTb HATPY3KY JKelesa Ha
MMOKapy. Y GONbHBIX ¢ TeMOXPOMATO30M Cepiilia B Iiepe-
TPY>KEHHOM JKe/Ie30M MIUOKapjie HabO/II0jal0TCA MI3SMEeHEeHV
VMHTEHCUBHOCTY CUTHAJa 1 BOCIPUMMYMBOCTU C Oornee
KOPOTKMM BpeMeHeM pelakcanuy 1 6osee OBICTPBIM IIO-
TeMHEeHUeM U300paXKeHs1, 9T0 00YC/IOB/IEHO [TaPAMarHuT-
HBIM JIeiiCTBMEM >Xe/esa. Bpemsa penakcanyy MOXKHO W3-
MEpUTD C IIOMOIIbIO METO/ja CIMTHOBOTO 3Xa, IIPY KOTOPOM
CUTHATIBL T1epeOKYCHPYIOTCSI C TIOMOIIBIO CIEIMATbHOTO

PaaNoOYaCTOTHOTO MMITY/IbCA, W/IN C IIOMOIIbI0 HeGOIBIINX
MAarHUTHBbIX II07Iel1, Ha3bIBaeMbIX IpaiueHTaMu (TpajieHT-
HOE 9X0), B OIpeJie/IeHHbIe MHTEPBajIbl BPeMEH!U, Has3bl-
BaeMble BpeMeHeM 9Xa. IlocTossHHaA BpeMeHN 3aTyXaHUs
BpPEMEHU peJakcalyy OoOpaTHO MPONOPIMOHANbHA CO-
Iep>KaHUIO JKele3a B MuoKapye. UeM 6osbliie copjepskaHime
Ke7iesa B MuoKapje, TeM kopode T2 u T2* — mocTtosHHasA
BpeMEeHM 3aTyXaHMs CIMHOBOTO 3X0 U BpeMs pe/laKcalun,
VHIYUMPOBAHHON TI'PaJiIeHTHBIM 3XOM, COOTBETCTBEHHO.
CnuH-2X0 MeHee YYBCTBUTE/IBHO, YeM TpajIMeHTHOE 3XO,
711 OLIEHKY COfiepyKaHMsA JKele3a B Muokapge. Merop T2*
6oree IyBCTBUTENEH 1 BBICOKOCHEIM(UUEH /IS KOMUde-
CTBEHHOTO ONpeNleNIEHNs U IPOJONbHOTO OTCEKMBAHNA
OT/IIOKeHMsA >Keme3a B Mumokappe. CyllecTByeT Xopolmas
obpaTHas Koppemauus MeXny T2* MmMuoxappa mamyeHTta
n O®BJDK, a Takxe 3HauMTeNbHAA KOPpeANNA Mexay T2*
MMOKap/ia MAIeHTa I HeOOXOAMMOCTDIO TEPANN IeMOX-
pomarosa cepaua [47].

Bpewmst penakcanyu T2* ornpenernsiercs sxene3oM B ¢hop-
Me TeMOCHU/IepPIHa, a He JKee30M B (popMe Tabm/IbHOrO Kie-
TOYHOTO >Ke/e3a WM (GeppUTHHA U TOYHO IPOTHOSUPYET
cofiep)KaHMe ene3a B MMoKapye. KnmHmaeckyo TsaxecTb
IIeperpysKu MUOKap/ia JKe/le30M TPy FeMOXPOMaTo3e Cepyi-
1]a OLIEHMBAIOT N0 3HayeHuAM T12%. [TanmeHTH ¢ BpeMeHeM
penakcanuy T2* 6onee 20 MC MMEIOT HU3KWUIL PUCK Pa3BH-
TUA 3aCTOMHONM CepHeYHON HeflocTaToOYHOCTU. IlanyenTsl
co BpeMeHeM penakcanyy 12* ot 10 go 20 Mc, BepoATHO,
MMEIOT OTTIOKEHME JKe/le3a B MMOKapfie U MMEIOT IIpoMe-
JKYTOYHBIN PUCK Pa3BUTUA 3aCTOVHONM CEpHEeYHON HeNOo-
cratoyHoCTH. IlanueHTel cO BpeMeHeM pemakcanmm 12*
MeHee 10 Mc TOfIBEPraroTCsl BHICOKOMY PUCKY PasBUTHA 3a-
CTOIIHOI Cep/IeYHON HEIOCTATOUHOCT U HY>XX/IAal0TCA B Xe-
naTHoOM Tepanun [47].

o JleueHme reMoXpomMarTo3a cepaua

Tepamms cocToAHMIT IeperpysKu Kene3oM BaKHa /s
HpefOTBPAIeHN VI YCTPAaHEHUA CepHiedHON AMCPYHK-
nuy. YianeHue M30bITKA Jele3a U3 TKaHell y 9TUX Halu-
€HTOB CBOAUT K MMHUMYMYy OO6pasoBaHme CBOOOFHBIX
PajiMKasoB, yMeHbIIas IOBpeXJieHNe OpraHoB. Tepamusa
I10 yHAJeHNUIO M3/IMIITHUX 3aI1aCOB JKe/le3a BKII0YAeT Tepa-
NeBTUYECKOE KPOBOIYCKaHMeE 1 IIPMMEHEHNeE IPeIapaTos,
XeJIaTUpPYIOIMX >Kele30. Tepamusa OCHOBHOrO 3aboeBa-
HIIsI, BBI3BIBAIOIIETO IEPETPY3KY XKeIe30M, U COOIofieHIe
IMETBI TAK)Ke BaXKHBI JIJIS JIEYEHMs TeMOXpOMaTo3a Cepfi-
na. JJueTndeckoe jiedeHye BKIIOYaeT B ces OTKa3 OT Jle-
KapCTBEHHOTO JKejle3a, MMHepPanbHbIX [0OaBOK, M30BITKA
BuTtaMmHa C U CBIPBIX MOPENPOJYKTOB. 3aCTOMHYIO Cep-
[EYHYI0 HEIOCTATOYHOCTh C/IefyeT JeYUTh C IOMOIIbIO
CTaHJAPTHOM MeAVKaMEHTO3HOI Tepaly CepfieuyHoll He-
pmocTaTouyHoCTH [48].

Jleue6Has KpoBomyckaHue «pre6oTOMUsI» MPY reMo-
xpomartose ceppana. One6oToMUA CHIDKAeT COfiep)KaHue
JKe7ie3a B MMOKap/ie M YAY4ILIaeT JUaMeTp IEBOTO Kemyf0d-
Ka, ppaxioHHOEe YKOpOUeHe 1eBoro xenynouka, OBIDK,
MacCy JIeBOTO JKeTyJo4yKa M pa3Mep JIeBOTO IpefiCepays
Y 9TUX IalMeHTOoB. Tepanus A/ nedeHNs 3acTOIHOM cep-
[e4HOI1 HEelOCTATOYHOCTH, BhI3BAHHOII Kap/IMOMIOIIaTHe,
U CePbe3HBIX CepAEeYHbIX APUTMUI Y MALNEHTOB C IeMOX-
POMaTo30M ceppla JO/KHA MCIO/Ib30BaTbCsA 10 TeX IOp,
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[I0Ka TepameBTHYecKast (preboToMus, BO3SMOXHO, B COUe-
TaHUM C Tepalnuell XelaTHPOBAHNUA JKeJle3a, He YMEHbUINT
U3OBITOYHOE COfiep>KaHye XKele3a B MUOKapJie.

TpancrraHTanusA cepiua Ipy reMOXpoMaTo3e cepy-
na. TpaHcrlaHTaMA cepplia ABAAETCA TepaneBTUYeCKUM
BapUMaHTOM [/ TALMEHTOB C IeMOXPOMAaTO30M CepAlia
C TSDKeJION CepevIHOI HefOCTATOYHOCTHI0, pedpaKTepHOIL
K ONTUMAabHOM MeIMKaMEHTO3HOI Tepalny ¥ CepAedHoi
PpeCMHXpOHU3MpYIOWeN Tepanun. V3 16 manmeHToB, nepe-
HECIIMX TPAHCIIAHTALMIO CEPALIa IO ITOBOAY KapAOMMO-
HaTVM C IIePerpy3KOIl >Kele30M, STUOJIOTHeNl OblT epBIY-
HBIJi TeMOXPOMaTO3 y 11 manmeHToB, 60blIas TaTacceMmsa
y 4 manuenToB u anemus JaiMonpa-biokdana y 1 mamm-
eHTa. 30-HeBHasA CMEPTHOCTb cocTaBuIa 12 %, pu sToM
3 NeTanbHBIX MCXOHA ObIIM 00YCIOB/IEHD! MHEKIVOHHBI-
MU OCTIOKHEHMAMU. AKTyapHble IIOKasaTelny BbIKUBae-
moctu 1o Kammany-Meiiepy depes 1, 3 u 5 y1eT coctaBum
81 %, 81 % m 81 % cooTBeTcTBEHHO. AKTyapHas BbDKMBae-
mocTb yepes 10 et cocrasuma 41 % [49].

3acToifHasA cepieuHas HeJOCTaTOYHOCTD IOC/Ie TPaHC-
IUTAHTALUY TIEYeHN MOXKET ITOTPe6OoBaTh MCHOMb30BAHMS
OUMBEHTPUKY/IAPHOTO  BCIOMOTaTeIbHOIO  YCTPOIICTBA.
KoMm6yHMpoBaHHas TPAaHCIUIAHTALMA CepAlia U IedeHU
IIOKa3aHa MalMeHTaM C TsDKeNnol KapiuoMuomnaTuei, cBA-
3aHHOV C TIEPETPY3KOIl >KeIe30M, U LMPPO3OM IEYEHI.
BceM aTuM nanyeHTaM caefyeT IpOfo/KaTh TePAINIO [
YMEHbIIEHNA ITIEPETPY3KM >Ke/le30M U IPeNOTBpalleHMs
reMOXpOMaTO3a TPAHCIUIAHTMPOBAHHOTO cepAila. Y Ianu-
€HTOB C BTOPUYHOII IIEPErPYy3KOIi KeIe30M, TAKOIM KaK MU-
€TOIVICTIZIACTUYECKUI CUHJPOM, CEPIIOBUIHO-KIE€TOYHAsA
aHemus, B-tamaccemus u cuHppoMm Jarimonga-biakdana,
TPaHCIVIAHTAlMA TeMOIIO3TUYECKMX CTBOJIOBBIX KIETOK
MOXKET CHU3UTb IIOTPEOHOCTD B IIEPETNBAHUN KPOBI I 3a-
MeJJIUTh CKOPOCTDb IIEPETPY3KM JKe/IE30M Y 3TUX IMallyieH-
TOB [50].

NccaepyeMmbie METOABI
A€YeHUsI TeEMOXpPOoMaTo3a

cepana

bnokatopsl KambuyeBbIX KaHanoB. Ca2+-KaHajbl
L-tuma » KajmbplMeBble KaHambpl T-Tuma obecrednBaioT
OCHOBHOJI IIyTh MOCTYIUIEHMS >Kelle3da B KapAMOMMUOLU-
TBI IIPY KapAMOMMONIATUM C IIEPETPY3KOI >Keme3oM. beio
IPOJIEMOHCTPUPOBAHO, YTO AM/IOUIIMH CHIDKaeT IIO-
I7IOIeHNe JKele3a U BBIPAOOTKY CBOOOJHBIX PafiMKajIOB
KIC/IOPOJa B Cepille MbIIIEi C XPOHMYECKOI IIePErpy3Koi
xKerme3oM. Tepamus 670KaTOpaMy Ka/bIVIeBBIX KaHAJIOB
(Hndepunmy, BepanaMmwI U 9(QOHMIMINH) U IIEpPEeHOC-
YMKOM JIByXBaJICHTHBIX MeTa/noB 1 (abcereH) mokasana
yYMeHbLIECHJe OTIOXKEHNS >Kelle3da B Cepplle, CepedHOro
MaJIOHOBOTO AMajIbJeruja U HeTpaHC(HepPUHCBI3AHHOTO
XKelesa B IJIasMe, a TakKe yIydlleHue BapuabenbHOCTU
CepHeYHOro puTMa U (QYHKIUY JIEBOTO JKeMy[0YKa Y MbI-
mIeif C TajacceMmeil M IEPerpysKoil skene3oMm. JoHuU-
IUIVH 1 90CeTIeH CHIDKAIM CMEPTHOCTb Y 3TUX MBIIIEIL.
HeoGxonymsbl mabHeNIIIe MCCIENOBAHMS, YTOOBI Ompe-
IeUTh, MOTYT M O/I0KATOPBI KaJIbLIMEBbIX KaHATIOB ObITh
3¢ eKTVBHBIMM B IPOPUIAKTUKE U JIEYCHUY Kap/OMIO-
IaTUY C IeperpysKoit sxene3oM [51].

JakaoueHue

TeMoxpomMaTo3 — 3TO MYIBTUCUCTEMHOe 3aboJeBa-
HHE, IPU KOTOPOM Ha4ajIbHbIMM CHMMIITOMAMM SIBJIAIOTCS
YTOMJIAAEMOCTb, aPTPANITUY, CHVDKEHUE TNOMTO0, SPEKTHIb-
Hasg AUCQYHKINUA, IPU3HAKY IIOPAXKEHNUA IIeYeHN, CepALa
U caxapHblit uabet. B manbHeiiieM BOSHMKAIOT OpraHHast
IMCYHKLMA U IOpaXKeHNe B BUE LVPpo3a IedeH, Kap-
myoMuonaTuy, Grbépo3a MOmKeTyIOYHOI Kele3bl I OCTe-
onoposa. CBOEBpEMEHHOE BBIABJIEHNE 3TOIO CHCTEMHOIO
3a60JIeBaHIA MOXKET IIPESOTBPATUTh MHOXKECTBEHHOE IO-
pakeHMe OpraHOB. broxmMmmdeckue rmoxasaTenu U Bpems
pernakcanyy T2* Ha MPT cepplia MMeIOT He TO/NBKO Aya-
THOCTUYECKYIO IIEHHOCTD, HO U IOMOTAI0T KOJIMYeCTBEHHO
orieHnTH 3¢ dexT nedenns. Jledenne cocrout us pre6oro-
MUU U XeJIaTMPOBAHUA JKejle3a, KOTOpble Ha JOKIMHIYe-
CKOJI CTafiMi ¥ Ha paHHeN KIMHIMYECKOil cTajuu obecre-
YMBAIOT HOPMAaNbHYI0 BbDKMBaeMocTb. Crenmbpudeckoe
XeJlaTMpOBaHue, spurponuradepes ¥ CTaHAAPTHOE JIede-
HIe CepievHOll HeOCTAaTOYHOCTY MOTYT IIPOJEMOHCTPU-
POBaTh 3HAYMTE/IbHYIO NO/Ib3Y JlaKe Ha ITO3[HEN CTaJuM.
IToCKONBKY CHMIITOMBI M IIOPa>KeHNe OPIaHOB YacTO HeoO-
paTuMbl, BAXXHO HayaTh JieueHMe KaK MOXKHO paHblle, [0
TOTO0, KaK pa3OBbIOTCS CYMIITOMBI 1 JYICYHKIIVS OPTaHOB.
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