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HACNEOCTBEHHbIA FTEMOXPOMATO3: PEAIKAA BOJIE3Hb
WU TPYOHbIA OUATHO3 ONF BPAYA-TEPAMEBTA?

[eMOXpOMaTO3 — HaCNeCTBEHHO 0ByCIoBNeHHOe 3aboneBaHe 13 rpynnbl Oone3Hen HaKoMNEHMS, XapakTepuM3aytoLLeecs HapyLLeHneM
obMeHa Xene3sa C ero NaToNormyYeckUM HakomnmeHNeM B XXU3HEHHO BaXKHbIX OpraHax, B TOM Yncsie nedeHu. loMo3nrotHocTs no C282Y
B reHe HFE BcTpedaetcs y 90% naLmMeHToB C reMOXpoMaTo30M. 3aboneBaHne HeoOXxoanmMo anddepeHLMpoBaTh C CUHAPOMOM Mepe-
rPY3KM Xene3oM, NOCKOMbKY OTIIOXEHWE Xefe3a B NeYeHn CrocoOCTBYET MPOrpecCpPOBaHMIO YXKEe MMEIOLLErOCs XPOHUYECKOro And-
y3Horo 3aboneBaHMs neYeHn. Bo3MOXHOCTb NeYeHNs Ha CTafum CHOPMMPOBAHHOMO HACNeCTBEHHOIO reMOXpomaTosa, Koraa dep-
puTUH NpesbiwaeT 1000 Hr /M1, orpaHuYeHa, NOCKombKY reMOCUAEPVH NpeacTaBaseT cobon AerpaarpoBaHHbIN heppUTUH 1 yaanuTh
ero 13 TkaHen KpawHe TpyaHo. HeobxodvMa AMarHoCcT1ka reMoXpoMaTto3a Ha LOKAMHUYECKON CTauM, CKPUHUHE Y POACTBEHHMKOB
NepBoOn CTeneHV POACTBa 1 Y MAUMEHTOB C KMMHUYECKM heHOTUMOM 3aboneBaHms.

B cTaTbe 06CyKAatoTcs CoBpeMeHHble NMPeacTaBieHns 06 dTronatoreHese, KIMHNYECKMX NPOSIBIEHMSX, 1ab0PaTOPHOM N UHCTPYMEH-
TafbHOW AMArHOCTMKE, OCHOBHbIX METO[AaX fe4eHs reMOXpoMaTo3a.
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HEREDITARY HEMOCHROMATOSIS: A RARE DISEASE OR A DIFFICULT DIAGNOSIS FOR A GENERAL PRACTITIONER?

Hemochromatosis is a hereditary disease belonging to the group of storage diseases characterized by impaired iron metabolism with its
pathological accumulation in vital organs, including the liver. Homozygosity for C282Y in the HFE gene occurs in 90% of the patients
with hemochromatosis. The disease must be differentiated from iron overload syndrome, since iron deposition in the liver contributes to
the progression of an already existing chronic diffuse liver disease. Treatment options at the stage of established hereditary hemochro-
matosis, when ferritin exceeds 1000 ng/mL, are limited because hemosiderin is degraded ferritin and is extremely difficult to remove
from tissues. Diagnosis of hemochromatosis at the pre-clinical stage, including screening of first-degree relatives and patients with the
clinical phenotype of the disease, is necessary.

This article discusses current understanding of the etiopathogenesis, clinical manifestations, laboratory and instrumental diagnostics, and

basic treatment methods for hemochromatosis.
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Hacnez[CTBeHHbH‘/’I remoxpomaros (HI'X) — reneru-
yecKn 06yCJIOBIEHHOE 3a00/I€BAHNE, XapAKTePH3Y-
IoIeecs MOBBIMIEHHON caTypareii Tpacheppuna u me-
perpysKoil Te4eHN KesJe30M MPH OTCYTCTBUH aHEeMUMN
n/um perukyJaonnrosa [1].

Brepsbie 3a6osieBanne 6b10 onucano B 1886 romy
Kak <«OpoH30BbIH guabers. OTKpbITHE TeHeTHYeCKOn
ceasu HI'X ¢ anturenamn HLA mnosBosmsio ycraHo-
BUTD, 4TO HACJIEIOBAHNE TIPONCXO/IUT TT0 AyTOCOMHO-pe-
I[ECCHBHOMY THITy M TeH HaXOAWTCSI Ha XpoMmocoMe 6.
BoisBiennniii ren HFE o6o3HaueH Kak reH TeMOXPO-
Marosa, romMo3urotHoctb 1mo C282Y u H63D Obum
NACHTHUIIIPOBAHB! KaK BAPUAHTHI, CBSA3AHHDBIC C Pa3-
BUTHEM 3Toro 3aboseBanus. [ledeKT B reHe TpeicTaB-
JgeT co6oit 3aMeHy THPO3WHA Ha IMCTEHH B ITTOJIOXKE-
HUW aMUHOKHNCJIOTHEI 282. MyTrarmsa rena C282Y BcTpe-
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qaeTcst B xpomocomax Gombabix HI'X B 85% ciydaes,
TO BpeMsI KaK B KOHTPOJIbHBIX XPOMOCOMAX €€ YacToTa
cocraBuia 3%. B 83% ciayuaes Gosbabie HI'X okasa-
JINCH TOMO3UTOTHBIMH IO ATOM MYTAITHH.

Bropas wmyraius, kotopas cBg3aHa C Pa3BUTHEM
HI'X — 3amena acnaprarta THMCTH/MHOM B TOJIOKEHUN
63 (H63D). Tomosuroraocts 110 H63D cpean naruen-
TOB C TOMO3WTOTHBIM T€MOXPOMATO30M, OTJUYHBIM OT
C282Y, BcTpeuaercd He daie, 4eM B OOIIel TOITYJIs-
un [2]. Tereposurotaocts mo C282Y u mo H63D wme-
JocTraTtodHa i BosunkHoBenus HI'X, no 3abosieBanne
MOJKeT Pa3BUTHCS, €CJU ITH TAIUEHTBI CTPAIAIOT JIPY-
TUMW TATOJIOTHSIMU, COMTPOBOKIAIONINMUCS HAPYIITEHN-
aMu oOMeHa jKejie3a, TAaKUMHU KaK TeMOJIUTHYecKasl aHe-
MU, TaJacCeMus, alacTHUecKas aHeMus, Cuaepos-
JIACTHAST aHEMUSI.
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3soynorpebJieHne ATKOTOJIEM MOKET YCKOPHUTH Ha-
KOILJIEHNUE KeJie3a y Jull, npeapacnosoxeHHprx kK HIX.
Y Goupabix ¢ HI'X ymorpeb/ieHne agKkoToJst yTsIKes-
et mopaxenne medenn [3]. Camas BbicoKas dacToTa
HTX (no 8 cyuaes na 1000) mpeanosiaraer reteposu-
rOTHOE HOCHUTENbCTBO MaTojorndeckoro reda y 10-13%
HaceJieHusT  Berpevaercst B Vpaananu, pexe B IOxHOI
Epomte, Adpure, Azmm [4]. B Poccun gmarnos HI'X
Ha paHHeHl CTa[uN yCTAHABJIMBAETCSI KpailHe peKo,
Jin6o HE YCTAHABIUBAETCSI BOBCE, UYTO OODSICHSIETCST Pas3-
HOOGpasneM KJIMHUYECKUX MPOSBIEHI 3a00I€BaHUST 1
OTCYTCTBUEM TTATOTHOMOHWYHBIX CUMITOMOB [J3].

ITATOTEHE3

BcacbiBanue yxesie3a MpoMCXO/UT IJIABHBIM 06Pa3oM
13 JBeHajuaTuIepcTHoll u Toumedl kuiku. omeocras
JKeJIe3a HaXOJUTCS I10JL BJIUSHUEM FeHOB, KOHTPOJIUPY-
101X (QYHKINIO OeJTKOB-peryJsiTopoB. Lencuann npes-
crap/sier co60i NUPKYJIUPYIOMUI B KPOBH AHTHUMU-
KPOOHBIN TIENTH/, KOTOPBIH CEKPETHPYETCS IeYeHbIO,
peryaupyer TPaHCIOPT >KeJe3a Ha KJIeTOYHOM YPOBHE.
B ycaoBmax o6miero gedurmra skeaesa ypoBeHDb TelC-
IMHA CHIDKaeTcs. B TO BpeMs KaK TPaHCIOPTHBIN Oe-
JIOK (DepPOIIOPTHH CHOCOOCTBYET (oJiee aKTHBHOMY IIe-
PeHoCy skeJjie3a OT JyO/eHaJbHbIX SHTePOLUTOB B KPOBb
n 3 MakpodaroB B 1miasmy. B ycioBusx u36bITOUHOTO
coJlep>KaHus JKesle3a YPOBEHb IellCU/MHA [IOBbIIIAeTCs,
a (eppoIopTHH TMOABEpPraeTcs JeTPaaIlii, MOTJIOMe-
HUe jKeje3a U3 IIPOCBeTa KUIIEYHUKA yMEHbLIAeTCH.
Mytauun resa HFE BeayT K CHIDKEHHUIO aKTHMBHOCTH
TENICU/INHA, TT03TOMY (DYHKINS SHTEPOIUTOB MO abCop-
OLHN sKeJle3a COXPAHSETCS BBICOKOH aHATOIMYHO TaKo-
BOIl B COCTOSHUN JedUIINTA KeTe3a, HeCMOTPS Ha BBI-
COKOe COfiepsKaHne IIPKYJIIPYIONIero xesue3a. M36bTok
JKeJle3a JellOHUPYeTCs B Pa3JIMUHbIX OpraHax U TKaHAX:
HevyeHHN, TT0/PKeTy/I0YHON XKeJlese, THIodu3e, KoXe, Cy-
CTaBax, YTO B KOHEYHOM cueTe TIPUBOJNT K TOBPEXK/IE-
HHUIO OPTaHOB W HapymeHnio nx (ynkuuit [6].

ITATOMOP®OJIOTUSA

Ie 6bI HU OTKJIA(BIBAJIOCH JKEJI€30, OHO BbI3bIBAET
peaknmio B Buze ¢pubpos3a. B meuenn Ha paHHUX CTa-
JIISIX OTMEYAETCsT TOJbKO (PUOPO3 TOPTAIBHBIX 30H C
OTJIO’KEHHEM JKeJie3a B MepPHIIOPTAIbHBIX TeNnaToInuTax
C TIOCJIEAYIONINM PAa3BUTHEM KPYITHOY3JOBOTO IINPPO3a.
B nojkenyiounoii skenese BoisiBasieTcss ¢Gpu6pos u Jie-
reHepaiusi MapeHXUMbl C OTJIOKEHUEM JKeJe3a B alli-
HApHbBIX KJeTKaX, Makpodarax, octpoBkax Jlanrepramca
n B (pu6po3Hoil Tkanu. BoipakeHHble N3MEHEHUS Pas-
BUBAIOTCS B MBIIIIE CEP/IIA, B BOJOKHAX KOTOPOH OT-
MeYaeTCsl CKOIJIEHWE JKEee30CO/epIKAIero MUrMeHTa.
Yacto HaOMIOMAETCsT CKJIEPO3UPOBAHUE KOPOHAPHBIX
aprepuii. Or/okeHne >xeje3a OObIYHO OTCYTCTBYeT B
rOJIOBHOM MO3Te, HEPBHOW TKaHHU, ceJe3eHKe, KOCTHOM
MO3re, AHUTEJUN JBEHAIATUIEPCTHON  KUIIKH.
Arpodust anujepMuca MOXET BbI3BaTb HCTOHYEHHE
KOkM. XapaKTepHO MOBBIIMIEHUE COEPIKAHMS MeTaHu-
Ha B 6GasaapbHOM cioe. OTioxenne sxeiesa n Hpuoépos
BBISIBJIEHBI B HHJOKPUHHBIX JKeJe3ax, B TOM 4HCJE B
KOpPe Ha/III0YEYHIKOB, TIepeHeil 1oe runodusa u mm-
TOBUHOM skesese [7].

KINHUYECKHUE ITPOABJIEHUA

HTX o6bIYHO pa3BUBAETCA y MYKYWH CPEIHETO
Bo3pacta. B mocsemnee BpeMs HaOGTIOLAETCS TPaHC-
opmarus xanaMYeckoit kaptunsl HI'X. Pexe Betpe-
yaioTest GOJIbHBIE ¢ Kjaccudyeckoil Tpuanoii (iurmen-
Tl KOXKM, IIUPPO3 MEeYeHH U caxapHblii auader),
ommcannoil Dutournier B 1881 roxy. Yamie amarmo-
CTHPYIOT 3a60JieBaHne Ha JOKJNHIUYECKOl ctagnn. O
BosMmoskHoctu HI'X crenyer pymarb BO Beex CIydasx
6eCCIMIITOMHON TeaTOMeTaINN y MY’KYIH C TPaKTH-
YeCKH HOPMaJIbHBIMI GHOXMMUYECKIMHU TOKA3ATE SIMI
dyuxmmn medenn [S]. YunTpiBasg BBICOKYIO YacCTOTY
TeTepPO3NTOT B TOMYJIANNHN, TIPEANOJaraeTcs, 4To 3a-
6oseBaHIe pasBMUBAETCS dale, 9YeM eTo JUArHOCTHPY-
10oT. OT MOMeHTa TOSIBJIEHUS TEPBLIX CHMITOMOB [0
YCTAHOBJIEHNS AWArHO3a MPOXOJIUT B CpeHeM 5-8 JeT.
Kmmandeckne mpostaenns HIX y My:k4mH BcTpeda-
orcst B 10 pas game, yeM y skenmuu. [Ipu GeccuM-
IMITOMHOM TedeHUN 3a6oJeBaHne AMATHOCTHPYIOT HPH
CIy4YaifHOM BBIABJIEHNN BBICOKOTO COJAEp:KaHUA (dep-
putuna B kpou (Gomee 300 MKr/nm y MyK4mH U y
JKEHIIMH B ocTMenotayse u 6osiee 200 MKr/J1 y sKeH-
muH GoJsee Mosogoro Bozpacra). Omuako ¢eppu-
THH — 0cTpoda30BbIi 6EJI0K, €T0 YPOBEHb MOKET TO-
BBIIIATBCS 110 PA3JUYHBIM HpudnHaM (XpoHUYECKoe
ynorpeGjaeHe ajaKoroJisi, npu BOCHAJEHUU, CEICHUCe)
[8].

[l HTX xapakrepHbl BbIpaKeHHast c1a60CTh, 10~
BBINICHHAST YTOMJISIEMOCTD, alaTHs, THIEePIUTMEHTAIINS
KOKM, TO3JHASA KOXHAsA TOpOUpPHUA, KOHJIOHUXUH.
ApTponatns Mo)keT ObITh TepBBIM mposBieHneM HI'X
1 00YyCJIOB/IEHA OCTPBIM CHHOBUUTOM, BBI3BAHHBIM OT-
JIOKEHTEM KPUCTALTOB IpodocdaTa Kaabisa. MoryT
MOPasKaThCs TACTHO-(hasaHTrOBbIe, Ta300e/[peHHbIe, JTy-
4Ye3amnsACTHbIe cycTaBbl. [Ipm peHTTeHOJOTHYECKOM MC-
CJIeJOBAHNN BBIABJAIOTCS THIIEPTPOMITIECKIl 0cTeoap-
TPHUT, XOHIPOKAJBIINHO3 MEHNCKOB W CYCTaBHBIX IIIe-
seit [6].

ITpu Tsxxenom HI'X, nmpeuMylecTBeHHO IIPU IOBe-
HITBHBIX (pOpMax, dalie pasBUBAeTCA KapaMOMUOINA-
THS, 9HAOKPUHHAS HEJOCTAaTOYHOCTD, MPENMYIIeCTBEH-
HO TUnOdU3apHOro rumoroHauama. Y 2,/3 GoJbHbBIX
pasBuBalOTCs caxapHblii auaber 1 Tuma, AucQyHKIH
MUTOBUIHON JKeJe3bl ¢ pa3BUTHEM TUTOTHpeo3a [7].

Haxomienne sxenesa B MIHOKap/e BbI3bIBACT Pa3BU-
THEe PECTPUKTHBHON KapANOMHONATHN C paHHel ana-
CTOMYecKOll AUCYHKINEH I MPOrpeccHpoBaHUEeM J10
AUIATAIMOHHON KapAMOMUOTATHH C HapylIeHHeM
cucrosmueckoil ¢pyuknnu. Ilopaxxenne cepima xapax-
TepusyeTcs HeJOCTATOYHOCTHIO MPABBIX OT/AEJIO0B Cepll-
ua, HapymenueM purMa (Opagukapiusi, Taxukap/us,
CYTIPaBeHTPHUKYISAPHBIE W JKEJyJTOYKOBBIC ApUTMHUM,
ATPUOBEHTPUKYJIAPHAs GJOKaIa), MHOrJa MPUBOLUT K
BHe3amHoit cMepti. Cep/lle YacTo MMeeT MapOBUAHYIO
dopmy («xemesnoe cepaue») [9].

[Topaskenue mnedeHn BKJIOYAeT B ceOsl M3MEHEHUS
6MOXNMHIYECKIX TEYCHOYHBIX TECTOB, TeIaTOMETANNIO,
IUPPO3 TIEYEHN U TemaTOIe/IIONSIPHYI0 KapIITHOMY.
Cpeau Goabubix ¢ HI'X ¢ 1cxo0M B nuppo3 nedeHu
B 70% ciryyaeB pasBUBAETCSI TeNaTONETIONSAPHAS Kap-
IITHOMA.
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AUATHOCTHUKA HTX

Jnarnocruka HITX Bkiouaer B ceOs moKasaTesn
ofMeHa Kejie3a: CbIBOPOTOUHOE Kese30 Kposu (ypo-
BEHb ’KeJie3a MOBbBIIIEH B OOJIBIINHCTBE CJIyYaeB, HO He
Beerga), hepputun, TpaHcdepput, o6Iast KeAe30CBI-
spiBalomas  cnoco6rnoctb  chrBopotkn (OYKCCC)
(< 28 MKMOsIB/ 1), cTenenb Hachimenus TpaHcdeppu-
Ha JKeJge30M/carypainsi TpaHcheppuHa KeJe30M
(CHTJK). B cpeanem CHTIK cocrasiser 30%, ecau
CHTIK mocrosinno cocrasisier 6osee 50% y MysKUUH
u Gosiee 45% y xenmun, Beposren HI'X [10, 11].

DYHKIMOHATbHDIE TIEIEHOYHDBIE TECTHI: TOBDINIEHNE
AKTUBHOCTU TIEYEHOYHBIX (DEPMEHTOB OTMEJaeTcs y
1/3 marmmenroB HI'X. BceMm marentaM MPOBOAUTCS
UCcJIeIOBaHNEe TPOTENHOTPAMMBI, O0IIero OUInpyOuHa,
raMMa-TJIyTaMIITpancdepassl, meaodHoil ¢pocdarasol.

IlepBbIM U paHHUM GHOXMMIYECKUM MAapKepOM CHI-
JKEHUS YPOBHS IHPKYJNPYIONIETO TETCHINHA SBJISCTCS
HoBbIIEHKe cartyparuu Tparcepputa Gosee 50% y
MYSKUIH U 45% y sKeHmuH. Jlnmam ¢ GHOXUMIYeCKIMA
[pU3HAKAMU [eperpy3ku skeje3oM (carypaius TpaHc-
dbeppuna > 45% u Geppurus cbrBopoTku > 200 MKr/ 71
y JKeHIUH; HacbleHue Tparcepputa > 50% u dep-
putun > 300 MKr/ 1y Mmykunn [7]), crexyer mpoectn
reHoTunIpoBanne. CaMOCTOATENLHOTO TNATHOCTIYECKO-
TO 3HAYEHUS, IPU OTCYTCTBUN OMOXUMUYECKUX TTPU3HA-
KOB TIEPETPY3KHU KeTe30M, TOMO3UTOTHOCTh 1o C282Y
rena HFE ne umeer. 'enernueckoe TectupoBanue Ha re-
MOXPOMATO3 HEOOXO[UMO TIPOBECTU JIUIIAM:

- ¢ KJIMHUYECKUMHU 1 OHOXMMUYECKUMH MPU3HAKA-
MU JaHHOTO 3200JIeBaHNS;

- ¢ TIOBBINIEHHON carypareii TpanchepprHa CbIBO-
POTKH KPOBY;

- C BBICOKOIT KOHIeHTpaluell (eppuTUHa B CHIBO-
POTKE KPOBH;

- C TIOBBIIIEHHBIM COJIEPXKAHUEM >Kesle3a B MeUeHH,
BBISIBJIIEMBIM TIpu Ouoricun nedenn wian MPT B cayuae
TOBBITIIEHNST YPOBHS CBIBOPOTOUHOTO (PeppUTHHA U Ca-
Typaluu TpaHcdeppuHa;

- ¢ HeOODICHUMON CepedHON He0CTaTOYHOCTLIO;

- ¢ AuCcQYHKIMEH MOJI0BOTO PA3BUTHA Y MYXXUIWH
W aMeHopeeil y JKeHIINH;

- C OTATOIIEHHBIM CeMEWHBIM aHaMHE30M TIO Te-
MOXPOMATo3Yy;

- POJICTBEHHUKAM TMEePBON JUHUH OGOJBHOTO Te-
MOXPOMAaTO30M.

Anamz HFE mpoBoanTcst BceM GONBHBIM € HesIC-
HBIM XPOHWYECKNM TOPaKEHNEM MEeYeHU U TIOBBIIIEH-
upiM CHTIK, a Takske y JmIl ¢ mo3HeH KOKHON MOp-
¢upnedl, XOHAPOKATBLIIMHO3E, CAXapHBIM [nabeTOM
1 tumna u paspurneM ['I[K mpu oTCyTCTBUN OTYETINBBIX
¢axropos pucka. [narnos HI'X M0oXHO cuuTaTh ycra-
HOBJIEHHBIM, KOT/Ia TIAIIMEHT SBJSETCSI TOMO3UTOTHBIM
HocutesaeM C282Y naM CIOXKHBIM TeTePO3UTOTHBIM HO-
curenem C282Y/H63D. B stux caydasx mpoBeeHme
6noricnu edenn He TpeGyercs. VccregoBanue cepama:
IXO-KTI, MP-uccaenoBanme cep/iiia BbISBJASET HU30bI-
TOYHOE OTJIOJKEHNE JKeTe3a B Cep/ile u/ Wik TPH3HAKN
kapanomuonatin [12].

bBuoncusa neuenn. M3oampoBanibie TeTEPO3UTOTHBIE
mytaiun C282Y m H63D B couetannm ¢ mpusaHakaMu
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MEPErPy3KN JKeJIe30M, TeNaTO[EPECCUH, MTOBBIIIEHHOIT
AKTUBHOCTH CBIBOPOTOYHBIX aMuHOTpaHcdepas Tpely-
10T MPOBEIEHNS TIYHKIINOHHONW GHOICHU TI€Y€HU C MOP-
osoruvyeckuM mccae0BaHneM OWONTATA W OKPACKOMN
peaktusoM Ilepaca (GepanHCKas Jasypb) Ha COmepsKa-
HUE JKeJie3a B TernaToInTax.

Ognna u3 npo6seM muddepeHnuanbHOl HaTHOCTH-
KU CHHIPOMA TMEPErPy3KH >KeIe30M — YCTaHOBJIEHUE
MEPBUYHOTO XapaKTepa HaKOILUIEHUs jKeje3a. Bropmu-
HBI TeMoxpomaros jauarHocrupyercss y 20% mereit
BCJIE/ICTBIE TeMOTPAaHCHY3Ull U JIUTETHHOTO JIEUEHUsT
mpenapatamu jkejesa, a takke y 40% OonbHBIX aud-
dbysubiMu 3a6oneBanusivu nevern [13, 14]. Cungpom
MEPETPY3KU JKEIe30M yCyTyOIisieT TedueHre 3a00eBaHmil
MeYeHH, K KOTOPBIM JKEJIe30 MMeeT TPOIU3M: BUPYCHO-
rO TenaTuTa, MUPPO3a MEeYEHN 1 TTOPTATHHOII THIIEPTEH-
3UH, AJIKOTOJBHOTO W HEAJIKOTOJbHOTO TemaTHToB, 60-
sne3nn Bumbcona [12, 14, 15].

JEYEHUE HI'X

Henavmu nevennss HI'X saBaserca ynanenne u3 op-
ranuaMa u30bITKA KeJe3a U MPOPUIAKTHKA OCIOKHE-
HUil 3a60/1€BaHMsI, TAKUX KaK caXapHblil jnaler, mede-
HOYHAs HEIOCTATOYHOCTD, KapANOMHonaTud. BoabHbIM
PEKOMEH/IOBAHO OTPAHWYNTh IIpUEM MPOAYKTOB, Gora-
ThIX JKejie30M (MsICco, TpedHeBast Kpyna, sa6J10Ku) u Bu-
taMuHoM C, HCKJIOUNTD U3 PAIliOHA AJKOTOJDL, B TOM
qucye KpacHoe BuHo [5, 16].

@Jie6oromust (KPOBOILYCKAHUE, BEHECEKIIU) T103BO-
JISIET YJANNTb U30bITOK JKese3a 6e3 3HAYUTeJNbHbIX M0-
6ounbix adpdekros. JleueGuoe kposoryckanue (500 M
KPOBH), 1103BoJIstONIee BbiBecTu 250 MI sKeJe3a ¢ Ka-
SKJOM TPOIEeypoii, AOKHO TTPOBOANTECS €XKEHee b
Ho. IleseBoii ypoBeHDb CHLIBOPOTOYHOTO (heppHTHHA HA
(one seueHMsa MOKEH HAXOAUTLCA B HANa30He
50-100 Mxr/s1. JledeHne HOCUT MOXKM3HEHHBIN Xapak-
Tep, BeHeCeKIs mpoBoauTest 4-6 pas B rox [5, 13, 16,
17]. B pesyabTarte ¢1e60TOMUN yMEHDIIACTCS ACTCHU-
YEeCKU CHUHAPOM, TEeIaTOMETAI, TNTMEHTAINS KOKH,
yaydIraoTcs JabopaTopHble MoKaszaTenn (QYHKINN TIe-
YeHN.

Cpenn apyrux MeTOOB JICUEHUS MCHOIb3YIOT I1Ia3-
Mmadepes, nuradepes 1 reMocopOiuio. Ipurpormrodepes
BBI3BIBACT MEHDIIEe TeMOANHAMIYECKIX M3MEHEeHUIl 1o
CpaBHEHHIO ¢ KPOBOIYCKAHNEM, BO3BpalaeT HeoOX0In-
MbIe KOMIIOHEHTBI KPOBH M MOXKET PAacCMaTPHUBATLCS B
oTeabHbIX caydadax Tepanueil HI'X mepsoil jmHuu.
I'eMoryIo6MH CHIBOPOTKH CJIelyeT KOHTPOJMPOBATL BO
BpeMsI 06enx (a3 Tepanun I BO BPEeMS KasKIOTO CeaH-
ca KpoBomycKanus. Ecjii KOHIIeHTpaIus reMorjao6nHa
< 12 v/, cle[lyer yMEeHBIIUTb 4aCcTOTY KPOBOIYCKa-
HUH 1 B OTIPE/IEJICHHBIX CIyYasX CJIeAyeT PacCMOTPETDh
BO3MOKHOCTb YMEHBITeHNS o6beMa KPOBOITYyCKaHMWS.
[Ipu yposre TeMoriobuHa < 11 T/11 KpOBOMyCKaHMe
CIeIyeT TPeKPaTHTD.

Ecim kpoBomycKaHme HEBO3MOKHO, ITPIMEHSICTCS
Tepamnmns BTOPOH JUHNUH, C MCIOJb30BAaHNEM JKesle30Xe-
JATHPYIOMHNX CPEJCTB. XeJIaTopbl — Ipemnaparhl, CHO-
co6Hble BBIBOJUTH U3 OpraHuaMa u30bITOK KeJesa.
Jleuenue xenaropamu (gedepokcaMuna Me3uIaT) OKa-
3pIBaeT MeHbINiH apdexT npu mevenmm HI'X, geMm xpo-
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BOIyCKaHHE, U MOKET COIPOBOKAATHCS MOGOUHBIME
sddexramu. [Tedeporcamun ([lecdepan) mpumenser-
ca B go3e 1 r/cyr BHyTpuMbIiieuno. HauGosee parm-
OHAJIBHBIM CYMTAETCS UCIOJIb30BaHue mpenapara jgede-
pasupokca (Ikenmxana) B gose 10-15 mr/kr/cyr noa
KOHTPOJIEM YPOBHs (DEPPUTHHA B CBHIBOPOTKE KPOBU.
JedepokcaMiH — MepoOpabHbI Ipemapar, CeJeKTHB-
HO CBsI3BIBaIomuii xeseso [5, 13, 18].

3AKJIIOYEHUE

HI'X gBasgercsa mambosiee pacIpoOCTPaHEHHBIM Ha-
CJIe/ICTBEHHBIM 3a00JI€BAaHNEM Y TIPE/ICTABUTENEN €BPO-
HEeOU/IHOM pachl. DTN JAaHHble TPeGYIOT 06CIe0BaHus
KPOBHBIX poJcTBeHHUKOB IanuenTta ¢ HI'X na nannune
y mnx myrammn HFE. CBoeBpeMeHHas AMarHOCTHKA
HI'X ngaer BO3MOKHOCTb HadaTh [1aTOr€HETUYECKYIO Te-
paluio U He JOIYCTUTb Pa3BUTHUE TSKEJOW CTaAuu C
[Opa’KeHUEM OpPraHOB-MUIIEHEH.

Pannee HasHaueHne aleKBaTHOM Tepamnnn 06ecTedn-
Baetr GJIaroNnpHUTHBII IPOTHO3 U TT03BOJISIET JOCTUYD Jle-
CATUIETHEN BBIKUBAEMOCTH Y 77% TAINEHTOB.

HI'X caexyeT BKmodaTh B KPYT AuPdEpPeHIIaTIbHOMN
JMATHOCTUKY y JIMIT C HEsCHOW TemaToMerasmeif, HOpP-
MAJTBLHBIMI WM HE3HAUYNTEJIbHO MOBBIMIEHHBIMA aMHU-
Horpancdepasamu. /lmarnocTrka 3a6oeBaHNsA HaUMHA-
eTcsl ¢ WCCJIeOBAHUS YPOBHS (PEpPHUTHHA, caTypalfin
Tpancdepuna xenaesoM, garee HFE-renotnmmpoBanme.

[Moutn y 30% Gompubix HI'X pasBuBaetcst pak Te-
yenn. Puck ero mossienns y 6oapnpix HI'X B 200 pas
BBINIE, YeM B IONYJAINN, He KOPpeJUpyeT HU CO CTe-
MEHbI0 TMOPaXeHNS Te4eHN, HU ¢ 3(PEHEKTUBHOCTDHIO
ITPOBOIUMOTO JiedeHusi. B ¢BsI3u ¢ oTuM, HEOOXOMMO
TIPOBONTD CKPUHIHT TEMATONETIONAPHON KapITHHOMBI
oauH pa3 B 6 Mecsues (yIbTPasByKOBOE UCCJAEI0BAHUE
OPIOITHOMN TOJIOCTH, KOMIbIOTepHas ToMoTpadus, co-
nepxkanne anbda-heTonporenta B ChIBOPOTKE KPOBN).

Nudopmanus o punancupoannu u KoHpImKTe
HHTEPECOB
UccaenoBanne He nMes0 CIIOHCOPCKON MOIEPIKKN.
ABTODBI IEKTAPUPYIOT OTCYTCTBUE SBHBIX U TOTEH-
MUATBHBIX KOH(MINKTOB WHTEPECOB, CBI3AHHBIX C Ty-
OJIMKaLell HACTOSIIEH CTaThH.
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