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Pesiome

Lenb. HpopmrpoBaTh Bpauen 06 06GHOBEHHbIX MOAXOAAX K BeAEHUIO MaLVEHTOB C re-
MOXPOMaTO30M Ha OCHOBaHUN pekoMeHAauuin EBponenckon accoymaumm no nsyyeHmnio
neyeHwu.

Marepuanbi n metoabl. [lpoBeaeH aHany3 NUTepaTypPHbIX aHHbIX AN 00beKTUBU3aLNUY
[0Ka3aTenbHOCTU peKkoMeHAauni. PekomeHaaumm pa3paboTaHbl FpYNno SKCNepToB, Bbl-
6paHHbIX 1 ogobpeHHbix CoBeToM ynpasnsawwWwux EBponenckoi accounaumm no usyye-
HUIO NMeYeHwU.

Pe3ynbraTbl. [eMOXpPOMATO3 XapaKTepu3yeTcs MOBbILIEHEM HaCbILeHUs TpaHcdeppu-
Ha W NPOrpeccrpyoLMM HaKOMJIEHMEM XeJle3a B OpraHvu3me C NPenMyLLeCcTBEHHbIM Mo-
paxeHnem neyeHu. PaHHee neyeHne remoxpomaTtosa C NomMoLlblo GreboToMmin MOXKeT
npegoTBPaTTh Pa3BMTME LMPPO3a NeYeHu, renaToLesIioNAaPHON KapLuHOMbI, anabe-
Ta, apTPONATUN U APYrX OCNOXHEHWN. Lienbio neueHuns aenaeTcs ypoBeHb depputuHa
50 MKr/n Bo Bpems UHAYKLUMOHHOW ¢pa3bl 1 100 MKr/n BO Bpema nogaepxveatoLleii Gpasbil.
BbiBoAbl. PaHHee neyeHre reMoXpomaTo3a MOXET NPefoTBPaTUTb GopMrpoBaHMEe Lup-
pO3a nevyeHu, renaToLeNoNAPHON KapLMHOMbI, ArabeTa, apTponaTim 1 Jpyrux OCinox-
HEHUN.
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Abstract

Purpose. Inform physicians about updated approaches to the management of patients
with hemochromatosis based on the recommendations of the European Association for
the Study of the Liver.
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Materials and methods. An analysis of the literature data was carried out to objectify
the evidence of the recommendations. The recommendations are developed by a panel
of experts chosen and approved by the European Association for the Study of the Liver
(EASL).

Results. Haemochromatosis is characterised by elevated transferrin saturation and
progressive iron loading that mainly affects the liver.

Early treatment of hemochromatosis with phlebotomy can prevent the development
of cirrhosis, hepatocellular carcinoma, diabetes, arthropathy, and other complications.
Treatment goal are 50 ug/L ferritin levels during the induction phase and 100 pg/L during
the maintenance phase.

Conclusions. Early treatment can prevent cirrhosis, hepatocellular carcinoma, diabetes,
arthropathy and other complications.

Keywords: hemochromatosis, transferrin, diagnosis, testing

B BBEJAEHWE

lemoxpomaTos — reHeTuyeckm obycnosneHHoe 3aboneBaHue, Hacegyemoe o ayTo-
COMHO-PeLLeccCBHOMY TUMY, CBA3aHHOE C M30bITOUYHBIM BCAaCbIBaHUEM XKenesa B XeNnyaou-
HO-KMLUEYHOM TpaKTe, UTO MPUBOAUT K YBENNYEHNIO LIMPKYIMPYIOLWEero nyna »enesa u
OTpakaeTcA B NaTONOrMyecKom Aeno3numm ero n3bbiTka B neveHn 1 gpyrmux opraHax [1].

OCHOBHbIM METOOM JIeueHUsi reMoxpomaTo3a aBnAlTca ¢pnedbotomun [2-4]. Maunen-
TaM C Neperpy3Kon opraHM3ma »*ene3om, He CBA3aHHbIM C FeMOXPOMaTO30M, KPOBOMYCKa-
HUA He pekomeHaytoTcA [5, 6].

B cTaTbe paccmaTpumBatoTCa Noaxohbl K neveHunto kKnaccnyeckoro HFE-remoxpomatosa,
pernameHTUpoBaHHble 06HOBNEHHbIM B 2022 I. pyKoBOACTBOM EBponeickoi accolmaLmm
no nsyyeHuto neveHu (aHrn. European Association for the Study of the Liver (EASL)).

W LIEJIb
NHbopmmpoBaTb Bpaueli 06 06HOBMIEHHbIX NOAXOAAX K BEAEHMIO MaLUEHTOB C remo-
XPOMAaTO30M Ha OCHOBaHMK pekomeHaaumi EASL.

B MATEPWAJIbl U METO/bI

PykoBogAwme npuHUMnbl pa3paboTaHbl rpynnon 3KCNepToB, BblOpaHHbIX U 0Ofo-
6peHHbIX CoBeToM ynpasnaowmx EASL. [lokasaTenbCcTBa 1 pekoMeHJaLmMmn pyKoBoAs-
LMX NPUHLMNOB 6bInKn KnaccudurumpoBaHbl B COOTBETCTBUM C CUCTEMO paboyelt rpyn-
nbl OCEBM (Oxford Centre for Evidence-Based Medicine) no ypoBHAM [OKa3aTenbcTs
(tabn. 1) [7, 8].

MNMomrMOo loKa3aTenbCTB Npu Knaccudurkaumm peKomeHaL M TakxKe yunTbiBanuch no-
r’MYHOCTb NPOBEAEHHbIX NCC/IeNOBaHWIA, COOTHOLLEHME PUCKA W MOMb3bl, STUYECKne 061-
3aTenbCTBa U OCYLLEeCTBUMOCTb pEKOMEHAAUNI (Tabn. 2).

Cuna pekomeHpauUun oTparkaeT CTeneHb Nexalymx B OCHOBe AoKa3atenbcTs (1, 2, 3,
4, 5). YTBep)KAeHUAM 1 onpefeneHnsam rpynna 3KCrnepToB OLEHKM He NprcBanBana.
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Ta6nuua 1

YpoBeHb fj0Ka3aTeNbHOCTN Ha OCHOBe AaHHbIX OKc$OPACKOro LieHTpa foKazaTeNnbHON MegULHbI
(apanTupoBaHo u3 The Oxford 2011 Levels of Evidence [7, 8])

Table 1

Level of evidence based on the Oxford Centre for Evidence-based Medicine (adapted from The Oxford
2011 Levels of Evidence [7, 8])

CreneHb Mpoctasa mopenb AnA Bbi-
AoKasa- Tun gaHHbIX COKWX, CPeAHNX 1 HU3KNX
Te/IbHOCTU AoKasaTeNbCTB
1 CuctemaTtyeckmne 0630pbl (C roMOreHHOCTbI0) PaHAOMU3NPO-
BaHHbIX KOHTPONMPYEMbIX NCCeA0BaHNIA
PaHAOMM3MPOBaHHbIE KOHTPONMPYyeMble nccienosaHna unn | JanbHenwre nccnefosaHna
ob6cepBaLMOHHbIE NCCIE[OBAHUNA C ABHbIMM (BNevaTnAowm- | BPAL MM USMEHAT yBEPEHHOCTb
2 M) 3pdeKTamMu; cuctemaTmyeckme 0630pbl cCnefoBaHNm B OLIeHKe Nonb3bl N pUCKa
60nee H3KOro KayecTBa (HepaHAOMMN3NPOBaAHHbIE, PeTPO-
CNEeKTUBHbIE)
3 Cuctematnueckme 0630pbl ccneoBaHNin Gonee HN3KOro JanbHenwme nccnefosaHna
KayecTBa (HepaHAOMM3NPOBAHHbIE, PETPOCNEKTUBHbIE) (ecnv oHu 6yayT NnpoBeaeHbl),
BO3MOHO, MOB/IMAIOT Ha
4 MccneposaHua cepum ciyyaes, UCCNeA0BaHUA «CilyYal — KOH- | YBEPEHHOCTb B OLIEHKE NONb3bl
TPOJb» WU UCCNIEAOBAHUA C UCTOPUYECKUM KOHTPONEM 1 prcka n MoryT N3SMEHUTL
OLIEHKY
JTio6as oueHka apdekTa ABna-
5 MHeHwe 3KcnepToB (Cy»KAeHUA Ha OCHOBAaHUM MeXaHN3MOB) .
eTCA HeonpeaeneHHon
Ta6bnuua 2

Knacc pekomeHgauun

Table 2

Grades of recommendation

Knacc pekomeHgaumin

®opmynupoBKa

Kputepuii

CrnbHas pekoMeHaauma (AoKasaTenb-
cTBa y6eanTenbHbl)

[onxeH pekomeH0BaTbCA
He pekomeHpayeTca

Cnabas pekomeHaaLms (OTHOCUTENbHasA
y6eanTenbHOCTb)

nnm

HeonpepaeneHHas pekomeHaaums (go-
CTaTOYHbIX OKA3aTeNIbCTB HeT)

MoxeT npegnaratbca
He npepnaraetca

[lokazaTenbHOCTb, HeNnpoTUBOpe-
UYMBOCTb Pe3yNbTaTOB, COOTHOLLE-
HKe priCKa 1 Nosb3bl, Npeano-
YTEeHUA NaLNeHTOB, 3TnYeckne
06s3aTeNnbCTBa, OCYLECTBUMOCTb

B PE3YJIbTATbI N OBCYXXOAEHUE

Femoxpomartos n 6epeMeHHOCTb

PekomeHnpauunm:

= KeHLMHaM C YCTaHOBMIEHHbIM AVAarHO30M reMOXPOMaTo3a, MiaHnpYLWnM 6epemeH-
HOCTb, CleflyeT U3beraTb COCTOAHUIA, CONPOBOXAAIOLUXCA AePULUTOM XKenesa B opra-
HM3Me (YypOBeHb AOKa3aTeNbHOCTM 4, CUbHAA pekoMeHAaLUWA, CUMbHbIA KOHCEHCYC).

= PelleHuie o npoBeaeHnn GpreboTomuii GepemeHHbIM C IErKO U YMePEHHOW CTeMeHbIo
neperpysKu enesom 6e3 NpuU3HaKkos BblparKeHHOro ¢p1bpo3a neyeHy NPUHMMAETCA B
KaXkAOM KOHKPETHOM CJlyyae MHAMBUAYANbHO; Y 60MbIUNMHCTBA XXEHLWWUH NPOoBeaeHne
¢dneboToMUin BO BpeMsi 6epeMeHHOCTU MOXET ObITb MPUOCTaHOBNEHO (YPOBEHb A0-
Ka3aTenbHOCTU 5, cnabas pekomeHaauus).
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3anaBneHune:

BepeHre nauneHTOK C reMOXpoMaTo3oM A0 M BO Bpema 6epeMeHHOCTU YacTUYHO
onpegenaeTca cTaguein 3a6oneBaHNA NeyeHn U BHENEYEHOUYHbIMU MPOABAEHMAMN re-
MOXPOMaTO3a (KOHCEHCYC).

CneumnanbHbIX NCCNEROBAHNI A1 YTOUHEHNA UCXOA0B reMOXpoMaTosa Ans Matepu 1
nnofa He NnpoBoannocb. OAHAKO N3BECTHO, YTO HOpMasibHas 6epeMeHHOCTb cama no cebe
MOXeT HeraTUBHO B/IMATb Ha GanaHC Kenesa B OpraHyM3Me XeHLWmHbI [9], a BO3HUKAIOLW M
npu 3Tom AedULMT Kenesa Kak pas 1 ABIAETCA BaXKHbIM GaKTOPOM prCKa NpexaeBpemeH-
HbIX POIOB, NOCNEPOAOBLIX MHOEKLIMI, 3aAePKKIN POCTa NNoAa U Ap. [o3TOMY XKeHLWHaM,
NAAHUPYIOLWMM 6ePeMEHHOCTb, U 6epeMeHHbIM pekomeHayeTcA 13beratb GopMUpoBaHms
aHeMuUu 1 fake naTeHTHoro geduunTa xenesa [10]. MaumeHTKN ¢ reMOXPOMaTO30M He AB-
nATcA nckniodeHnem. CornacHoO MHEHMIO SKCMEPTOB, Y KEHLLVH, MIaHPYoWmX 6epeMeH-
HOCTb, C/leyeT PacCMOTPETb BO3MOXKHOCTb YMEHbLIEHWA TepaneBTUYeckx pnedbotomui
npu ypoBHe GeppuTMHA KPOBU =45 MKI/A, UTO ABAETCA NOPOroBbIM 3HaUeHMeM NoKasa-
Tens, NPeasioKeHHbIM HeflaBHUMK pekomeHaauuamu [11]. Mo MHeHUIO SKCnepToB, npe-
KpalyeHvie npoBefeHnsa ¢pneboTomuin BO Bpemsa 6epeMeHHOCTH, YUNUTbIBAs eCTeCTBEHHOE
TeyeHne reMoXpoMaTo3a, BpsAgd /N MOXKET METb HeraTMBHbIE NOC/IEACTBUA. B TO e Bpems
3KCNepTbl YKa3blBalOT Ha HEOOGXOANMOCTb UHAMBUAYANbHOMO NOAXOAA B NPUHATAN pelue-
HVA MO TePaneBTNYECKON TaKTUKE Y KaXKAON KOHKPETHOM NaLUeHTKMU.

Ewe ogHVMM GpakTOopoM pUcKa HeGNaronpuATHBIX UCXOAOB ASIA MaTepu 1 niogda npu
remMoXpomaTo3e ABMSETCA Hanudne y 6epeMeHHbIX BblpaXkeHHOro ¢prubposa nnm uupposa
neveHu. Mo3ToMy, MO MHEHMIO SKCMEPTOB, BCEM MALMEHTKAM C FeMOXPOMATO30M, NiaHu-
pylowmm 6epemMeHHOCTb, PEKOMEHAYETCA YCTaHOBUTD CTaZMI0 XPOHU3aLMmM 3ab6oeBaHms
neyeHn 1 onpegenaTb TaKTUKY NleYeHns UHAVBUAYANIbHO, PYKOBOACTBYACh B TOM umcie
AaHHBIMN NPU3HaKaMM.

Tepanus Bbi6Gopa ANl NaLeHTOB C reMOXPOMaTO30M

PekomeHpaums:

MauneHTbl C reMoXpoMaToO30M 1 MPU3HaKaMmn NeperpysKmn »enesom AOMKHbI Nony-
yaTb JleueHre, CHXKaloLLLee 3amnachl »efesa B opraHm3me (ypoBeHb [JOKa3aTeNnbHOCTH 2,
CUSIbHaA peKoOMeHAaLUUA, CUMbHbIN KOHCEHCYC).

3anaBneHune:

Tepanueli Bbi6opa AnA NaLMeHTOB C reMOXpPoMaTo30M ABNATCA GpneboTomuu.

SpuTtpounTadepe3 npeacTaBnAeT anbTepHaTMBHYK TepaneBTMUECKYlo CTpaTeruio.
SputpounTtadepes 3dpdeKTMBEH U IKOHOMMYECKM OnpaBaaH B ¢pase NHAYKLUMM, MOCKONb-
Ky COKpallaeT KonnyecTBO MOCNeayloWwnx TepaneBTMYecknx BMeLaTesibCTB. Y HeKoTo-
pbiX MauneHToB 3puTpounTadepes ABNSETCA NPEANoYTUTENIbHbIM METOAOM JieUeHUs
(koHceHcy«).

®neboTomMuUn Npy remoxpomaTtose — caMblil NPOCTON N Hanbonee 3dPeKTUBHDBIN Me-
TOA yAaneHusa n3bbliTKa »enesa u3 opraHuma [12, 13].

B HacToAlee Bpema He cyulecTByeT ybeaMTeNnbHbIX JOKa3aTeNbCTB MONOXKUTENIbHO-
ro BNmAHMA ¢pneboToMUA Ha KaYeCTBO KM3HM NaLNEHTOB C FEMOXPOMATO30M, CHUMEHNA
Yy HUX pucka bopmmnpoBaHUA paka neuyeHu, guabeta n 3abonesaHuii cepgua [14]. Og-
HaKo B OTAEeNbHbIX MCCNefoBaHNAX ObINO MPOAEMOHCTPUPOBAHO, UTO KPOBOMYCKaHUA
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YMEHbLUAT YTOMAAEMOCTb, 60NN B CycTaBax, YNyullatoT NeyeHoUHble NnokasaTtenu, npu-
BOAAT K perpeccum BblpaxkeHHOro ¢prbposa 1 ynyyluatoT BbKMBAEMOCTb NaLMEHTOB [2,
15]. Kpome TOro, nokasaHo, 4To ecim Tepanua reMmoxpomarto3a Hayata CBOEBPEMEHHO
(mo pa3BuUTMA UMpPpPO3a N/MNKN caxapHoro anabeTa), NporpeccupoBaHne 3aboneBaHns n
CMepTHOCTb NaLMEeHTOB yaaeTca cCHU3uTb [14, 16, 17].

JleyeHune remoxpomarto3sa cocTouT 13 AByx $as: HayanbHOW, NN UHAYKLMNOHHOMW, Ha-
npaBfeHHON Ha NCTOLLEHME 3aMacoB Xene3a B OpraHn3mMe, 1 nogaepxuBatoLLein, Hanpas-
JIEHHOW Ha NpefoTBpaLLeHne NOBTOPHOro ero HakonneHus [18, 19]. Bo BpemA neyeHuns
NPOBOAATCA perynAapHble OCMOTPbI MNALMEHTOB M MOHUTOPUHT MX NabopaTopHbIX MOKa-
3aTenen. Heob6xoaMMo MOMHMWTb, YTO NPK FreMoxpomaTo3e napameTpbl obLero aHanmMsa
KPOBM XapaKTepun3yloTcA MOBbIEeHNeM remornobriHa, remaTtokpuTta, cpegHero obbema
3PUTPOLNTOB, CPeAHEro CoaepaHuA reMornobrHa B 3puTpoLmnTax U HacbIWEeHNA 3pu-
TpouunToB remornobuHom [20, 21]. Mpy obHapyeHW y NaLMeHToB aHEMUK, B TOM Yncie
npu NpoBefeHN KPOBOMYCKaHWI, clieflyeT MpoBeCcTU TLaTeslbHoe JOMNONHUTEIbHOE 06-
cnefoBaHue AnA BblABNEHNA ee NPUYMH.

Kak npaBuno, nepeHocnmocTb dnedbotomun yaosnetsoputenbHaa. OfHaKo HEKOTO-
pbiMM 3KCMepTamMn BbICKa3blBalOTCA OnaceHusa No noBogy NoABNeHMA Y NauneHTOB BO3-
MOXKHbIX OCJIOXHEHUIN /AN HaPYLLEHUA NX KauyeCTBa XN3HW, yUNTbIBaA NHBA3UBHbIN Xa-
paKTep npouenyp v CBA3aHHYI0 C 3TM HEOOXOAUMOCTb YacTOro noceLeHus nauneHTamm
MEeAULMHCKMX yupexpaeHui [22]. Ha sTane nogaep:kusatowennt Gpasbl NaumeHTbl C HeOC-
NOKHEHHbIM reMOXPOMaTOo30M (6e3 NoBpeXAeHNA OpraHOB-MULLIEHEN) MOTyT CTaHOBUTb-
CA JOHOPaMM KPOBW.

Ewe ogHUM MeTogoM KoppeKumn U3BbITOYHOIO COAEpP)KaHMA Xefle3a B OpraHu3me
npu remoxpomatose ABnAeTcA sputpoumntadepes. PesynbraThl MCCnefoBaHWUIA Npofe-
MOHCTpUpOBanNy, YTo Nocsie NPoBefeHUA 3puTpounTadepesa y naunMeHToB yMeHblUa-
nacb yTOMNAEMOCTb U BblCTpee CHMXKaNcA yposeHb pepputmHa. B 1o e Bpemsa Lenesble
3HauyeHUA NokasaTena AOCTUraNnncCb He paHblUe, Yem Nocne perynapHbIX KPOBOMYCKaHNIA
[23]. B He6onblIOM paHAOMU3NPOBAHHOM UCCNELOBAHUN MPOAEMOHCTPUPOBAHO, YTO B
noaaepxmpatowlern ¢pase sputpountadepes No cpaBHeHNO ¢ GpredboToMUAMM CoKpaLlan
KONIMYeCTBO npoLenyp, HeoO6XoANMbIX [NA CHMKEHWA 3aMacoB »efne3a B opraHusme [24],
1 NPOJOMKNTENIbHOCTb NleYeHNA, a Ha 3Tane UHAYKLMN CnocobCcTBOBaN yMeHbLUEeHMo 06-
LMX MaTepmanbHbIX 3aTpaT Ha fieyeHwne [7].

[Jpyroe nccnegosaHne NPoAEMOHCTPUPOBANO, YTO NP NHAMBUAYAIbHOM noaxoae K
naumeHTam C reMoXpomaTo30M, OCHOBAHHOM Ha yueTe rnona, Maccbl Tena, obbema Uup-
Kynupytowlen Kposu 1 GpakTMuyeckoro reMmaTtokpuTa, sputpoumTadepes nossonan bonee
TOUYHO perynupoBaTb 06bem yaaneHHbIX SPUTPOLINTOB, OAHAKO CTaHOBMIICA Gonee CoX-
HOW, JOPOroW 1 MeHee KOHKYpeHTOCnocobHom npouenypolt [25]. PeaynbTtaTthl paHoOMU-
3MPOBAHHOIO NepeKpPecTHOro NCCeoBaHNA NOKa3anuy, YTo Ha 3Tane noaaepxunsaioLlen
dasbl spuTpouuTadepes cnocobCTBOBaN YMEHbLLEHUIO KONMYECTBa HEOOXOAMMbIX NPO-
Ledyp, HO He NMen NPerMyLLECTB B O0LLel CTOMMOCTY nedyeHuns 3a rog [26].

B oTaenbHbIX cnyyasax ana neyeHnsa reMoxpomatosa sputpouunTtadepes moxeT ObiTb
MEeTOAOM Bbl6Opa, MOCKONbKY B pe3ysfibTaTe ero BbiMOSIHEHNA Y NaLUeHTOB HabnodaTca
MeHee BbIpakeHHble reMoiuHaMnyecKmne HapyLeHna no cpaBHeHuto ¢ dnebotommamm 1
BO3BpaLLaloTCA Ha3aj LieHHble KOMMOHEHTbI KpoBM [25].

JInuam, noaBep>KeHHbIM PUCKY Pa3BUTUA NeperpysKm »ene3om (C reHoTMnaMum BbiCo-
KOro pUCKa M BbICOKMM KO3$OMLMEHTOM HacbIWeHWA TpaHCcheppuHa »xene3om, Ho 6e3
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MOBbILIEHHOrO YPOBHA deppuTHHA), MOXKET OblTb PEKOMEHA0BAHO PerynsapHoe [OoHOp-
CTBO KpOBM, 0COOEHHO eCnn HapyLLeHWsA NoKa3aTene 0OMeHa xenesa y H1UX BbiABJIEHbI B
mMonogom Bospacte [27-31].

AnbrepHaTuBHbIe MeTOAbI JIeYUeHUSA

PekomeHpaums:

K anbTepHaTUBHbIM MeTOAaM NeyYeHUA OTHOCUTCA MPUMEHEHMe XenaTopoB »Kenesa.
MNMoka3aHreMm K Ux Ha3HauYeHIo ABNIAETCA HEBO3MOXKHOCTb BbiMosIHeHNA dneboTomuia. Ha-
3HaualTCA xenaTopbl kenesa nocsie TWaTeNbHOro aHanmn3a PUCKOB 1 NOJb3bl OT UX NPK-
MeHeHMsA (ypoBeHb JoKa3aTenbHOCTM 4, cnaban pekoMeHaaLUus, KOHCEHCYC).

3aABneHue:

BoNbLIMHCTBO HaKOMMNEHHbIX JaHHbIX MO JIEUEHMIO FEMOXPOMATO3a XenaTopamm xe-
nesa oTHocuTCA K npenapaty gedepasmpokc (DFX), ogHako fokasatenbcTB ero addek-
TUBHOCTU BCe elle HepocTaTouHo. Mpu nprieme DFX MOryT BO3HUKaTb HexenaTenbHble
ABJIEHNA CO CTOPOHbI XeNTyAOUYHO-KULIEYHOro TpakTa, HapyLleHne dyHKUuK noyek. MNpe-
napat He cnegyeT UCMOMb30BaThb y NaLUEHTOB C TAXeNbIM 3abonesaHnem neveHun. DFX
He ogobpeH AnA neyeHNA reMoxpomaTto3a EBponenckum areHTCTBOM Mo NeKapcTBEHHbIM
cpepncteam (European Medicines Agency (EMA)).

XenaTupyioLan Tepannua OTHOCUTCA K anbTePHATUBHBIM MEeTOAaM NeYeHUs reMoxpo-
MaTo3a. [loKa3aHNAMY K ee HazHauyeHWIo ABNAKTCA CIIOKHOCTb BbINOSIHEHMA BEHECEKLWIA,
TAXKENasA YrporkaloLan Xn3HU neperpyska xenesom cepgua (06blMHO BO3HMKaeT npwu
I0OBEHUSIbHOM reMOXPOMaTo3e), COCTOAHNA, MPU KOTOPbIX KPOBOMYCKaHWA MOTYT HaHeCTu
Bpef NauneHTy, 1 HEBO3MOXHOCTb NpoBeAeHUA spuTpoLmTadepesa.

MaureHTam C TAXenbIM MPOrpeccrpyoLLM TeYEHNEM FEMOXPOMaTO3a, KOTOPbIE NI0X0
nepeHocAT Knaccnyeckue dnedbotomun (Hanprmep, N3-3a HU3KOrO UCXOAHOIO YPOBHSA re-
MOrnobrHa uam HecTabunbHOM reMogMHaAMUKU NPY HaNMuUKM CEpPAeUYHON HeloCTaTOUHO-
CTu), NeyeHne noabupaeTca MHAMBMAYANbHO: B KaUeCTBe afibTepHaTMBbI pacCMaTprBatoT-
CA TaK Ha3blBaeMbl MUHU-GIebOTOMMM B COYETAHUN C BBeAeHMEM AedepokcammHa (DFO).

B KnuHMYecKkon npaKkTnke xenaTmpyoLwme npenapaTbl JOMKHbI Ha3HaYaTbCA TONbKO
KBanUGMUMPOBaHHbIMMK CNeLManncTamm, MOCKONbKY OMbIT X MPUMEHEHMA BECbMa Orpa-
HuuyeH. ToT ¢akT, uto DFO sABnaetca 6e3onacHoi anbTepHatUBOW ¢neboTomuam, Hbin
YCTaHOBNEH Ha NprMepe 3 NauneHToB C reMoXpomaTo3om [32].

B opHOLEHTPOBOM peTpoCcnekTVBHOM KOFOPTHOM 06cepBaLMOHHOM UCCNefoBaHUM C
BKJ/IIOYEHNEM MaLMEHTOB C CMHAPOMOM MEePEerpy3Ku »ene3om 1M3yyanocb BANAHME Ha KOH-
LieHTpaLmio xene3a B nedeHn aedpepunpoHa (DFP). Mpenapat nonyyanu 32 nauueHTa. Pe-
3ynbTaThl UCCNef0BaHMA NPOAEMOHCTPUPOBaNM JOCTUXeHMe 6onee 3¢ PeKTUBHOIO KOHTPO-
NA YPOBHA Xene3a B NeyeHn 1 He nokasanu, 4to npumeHeHne DFP B gose >90 mr/Kr/cyT
6b1110 CBA3aHO C NMOBbILEHHBIM PUCKOM arpaHyfioumTo3a unu HentponeHuu [33].

Hanbonbliee KonMyecTBO UCC/IefOBaHWI NPU reMOXpPOMaTo3e NpoBefeHo C Npu-
MeHeHnem DFX. B nccnepoaHum I/1l ¢pasbl DFX HasHauvanca 49 nauyuweHtam C remo-
XPOMaTo30M 1 HOpManbHoW GyHKLMen NoYeKk B BUAE Ancneprupyembix Tabnetok [34].
Y yacTn nauueHToB npu gose 15 mr/kr/cyT Habnoganucb HexenartenbHble ABEHUA.
B pe3ynbTraTe aBTOpbI NcCnegoBaHNA pekomeHgosanu go3sy DFX 10 mr/kr/cyT, npu Ko-
TOPOW cpefHAA KOHUeHTpauua deppuTUHa B CbIBOPOTKE KPOBW CHM3MNACb Ha 75%
3a 48 Hepenb. MepeHocumocTb 1 3dpdekTuBHocTb DFX B go3e 10-15 mr/kr (B Bupae
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amcneprupyembix Tabnetok) y 10 naymeHTOB C reMOXpomMaTo3oM 6bina noaTBepKaeHa
B uccneposanuu Il dpaswl [35].

Y nauyueHToB C OBEHWU/IbHBIM reMOXPOMATO30M Tepanuel Bbibopa asnatoTca dnebo-
ToMMM [36]. OgHAKO NPK HANMUMK TAXKESbIX KIMHUYECKMX NPOABIIEHNA MOXeT noTpebo-
BaTbCA KOMOMHUPOBaHHAA UKW anbTepHaTMBHAA XenaTupyoLwwas Tepanusa. B 3aBncumoctu
OT TAXeCTN 1 cTagun 3aboneBaHnA, KNMHNYECKMX NPOABNEHNIA, CONYTCTBYOLWNX 3abone-
BaHMIN 1 NPOTMBOMOKAa3aHMIN K onpeaesieHHOMY NeUYeHno y NauneHTOB C I0BEHUbHbIM
reMoXpoMaTo30M MOXHO CoYeTaTb Ha3HaueHve GneboToMUI U XxenaTmpyoLWmx npenapa-
T0B [37, 38]. CyuiecTByeT HECKOJIbKO OTYETOB O CJTyYasX, B KOTOPbIX ONUCAHO feyeHue na-
LIMEHTOB C I0BEHMUJIbHBIM FEMOXPOMATO30M U YrpOXKatoLLel X1U3HW NeperpysKom xene3om
cepaua KomburHaumen xenatupyowmx xeneso npenapatos: DFP nepopanbHo B coueTa-
HUW C BHyTpMBeHHbIM BBeaeHnem DFO [39].

B TOo e BpemMsA B HefaBHMX WCCNeAOBaHUAX C BK/OYeHWeM nauueHToB ¢ HJV-
reMoxXpomMaTo30M, y KOTopbIX Habnoganocb nosgHee Havano n 6onee nerkaa ¢opma 3a-
6oneBaHua [40-43], nokasaHa 3¢deKTMBHOCTL ToNbKo GneboTomunin Kak B dase MHAyK-
Luwn, TaK 1 Ha 3Tane noaaepkusatoen dasbl.

lNMoka3aHnA K Ha3HaUYeHMIO XenaTocoAepallel Tepanmm 1 BO3MOXHbIE HexenaTtesb-
Hble ABNEHUA NPK NpruemMe NpenapaToB A0KHbI 06CyKAaTbCA ¢ naymeHTamu. o Ha3Ha-
yeHna DFX naumeHTam NpoBoAATCA ayamosnormyeckoe n obrTanbMonornyeckoe nccneno-
BaHWs, yTOUHAIOTCA NOKa3aTenu, xapaktepuayowme GyHKLNOHaNbHOe COCTOAHKE NeYeHn
1 noyek. B oMHamuke neueHna nokasatenn GyHKLMN NeYEHN 1N NOYEK MOHUTOPUPYIOTCA
He peke Of|HOrO pa3a B MecsLl, eXXerogHo NPoBOAATCA ayauonornyeckoe n opranbmono-
rmyeckoe nccnegoBaHus.

HekoTopbiM NaLMeHTam C reMOXpoOMaTO30M JONOSIHUTENBHO B TePanmio MOryT BKIO-
yaTbCA MHrMOUTOPBI NPoTOHHON nomnbl (UMM), KoTopble 3a cueT noBbiweHWA pH xenyaka
6ynyT cnocobCTBOBaTb CHMXKEHMIO abcopbumm HereMoBOro »enesa. Tak, B OQHOM U3 UC-
cnepoBaHuiA coobuanock, yto npumeHeHne UMM y naymeHToB ¢ HFE-remoxpomaTo3om
3HaUMTENbHO YMEHbLUAN0 NOTPEOHOCTb B KPOBOMYCKaHUAX BO BpeMSA NoaaepXKmBatoLLel
dasbl neueHua [44]. dbdekTuBHocTb NpumMeHeHna UMMM B dase nHAYKUUN B KITMHUYECKMX
nccneaoBaHUAX He n3yyanach.

XenaTupyioLime ene3o npenapatbl NPOTNBOMOKa3aHbl BO BpeMsa bepeMeHHOCTU.

BapuaHTbl neyeHna reMoxpomaTo3a KpaTko NpeAcTaBneHbl Ha PUCYHKe.

Lienb neueHns remoxpomartosa
PekomeHpgauun:
" JleyeHne KpoOBOMYCKaHWAMYK BKOYaeT ABe dasbl: MHAYKUMOHHYIO U NoAnepuBato-
wyto. Bo Bpema MHAYKLMOHHON da3bl KpoBOMyCKaHue cneayeT NPOBOAUTL OAWH pa3
B Hefeno (U oanH pa3 B ABE Hedenn) Ao AOCTUMXKEHMA LieNIeBbIX NOKa3aTtenen ¢ep-
PUTWHA: CHUXeHWe J0 50 MKr/n (HO He HuXe, 4ToObl n3bexaTb pasBuTua aedrumTa
Xenesa) (ypoBeHb fjOKa3aTeNbHOCTA 4, CUIbHAA peKoMeHAaLUNaA, CUIbHbIA KOHCEHCYC).
® B nopaepxusatoLlen dpase yposeHb GeppuTUHa HEOOXOANMO COXPaHATL B iManasoHe
50-100 mkr/n (ypoBeHb foKa3aTenlbHOCTU 4, ciabaa pekomeHdauums).

PekomeHpaunn Hay4HbIX O6LLlECTB N rpynn skcnepToB no ueneBbiM 3HAYEHNAM NO-
KaszaTenell obmMeHa kenesa BO BpemMAa nevyeHnAa pasHATCA. Tak, PYKOBOACTBO EBpOI'IEI7I-

ckoro obuecta renatonoros 2010 r. (EASL 2010) pekomeHAOBano AnA NaLMEHTOB C
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FTEMOXPOMATO3 ———> KoHcynbTauusa nauveHTa
— Mogandukaums gueTsbl, neyeHvie
l — W36eratb ynotpebneHusa fo6aBok, copepaliyx ButamuH C

1 Xene30, ajiIkorosia, exxegHeBHOro yn0Tpe6neva MACa

JleueHwue, cHuXarwlLee (kpacHoro)

3anachbl Xene3sa

— [priem MHrMbUTOPOB NPOTOHHOW MOMHMbI (Ha3HAYEHHbIX

Mo conyTcTByloLemMy 3a601eBaHUI0) MOXET YMEHbLUATb
l NMoTpe6HOCTb B NpoBefeHnn dnebotomumn
— TMaumeHTbl € BbIpaXKeHHbIM GUOGPO30M 1 LIMPPO30M NeYeHN

Ectb nn npoTrBonoKasaHua
K pneboToMUAM
(apuTpounTadepesy)?

[OMKHbI BO3AEPXKMBATbCA OT ynoTpebneHns ankorons
— He ynotpe6natb B NULLY Cbipble MK NI0XO TEPMUYECKN
> [a 06paboTaHHble MOPenpPOAYKTbl
— W36eraTb KOHTaKTa C MOPCKOW BofoW (pPUCK MHGMLMpPOBaHUA

l Vibrio vulnificus)
Her i
OnebotomuA Sputpouutadepes

NHpyKumoHHan dpasza lpoBeageHne 3aBUCUT OT
BO3MOHOCTV BbIMONHEHUS,
JIOKaNbHOTrO OMbITa, MOKa3aHWii

1 NpefnoyTeHnn nayneHTa

1 pa3 B Hefeno unu
1 pa3 B 2 Hepenn

KoHTponb Hb nepep Kaxpon MeHee BbipaseHHble

gmemlfiTk())M:/I 1e . /dl remoarHammyeckune
cAnHibIS BIRg/al: HapyLUEeHNA MO CPAaBHEHUIO C
NPUOCTaHOBUTb NleYeHe dne6oTommeit

KoHTponb deppurTrHa nocne
Kaxgou 4-i1 pneboTomunn
[0 AOCTUXEHUWA 3HaUYeHUA
200 MKr/n, 3aTeM — KOHTPOJIb
Kaxgble 1-2 ceaHca neyeHun

MeHblue npoueayp 1 kopoye
NPOJOMKNTENBHOCTb JIeYeHUA
B UHAYKLVOHHOW dase no
CpaBHeHWIo ¢ pneboToMuamMn

LieneBon pepputuH:
NHayKuma: 50 mKr/n
MoppepkaHune: 50-100 mMKr/n

Lienesoi ¢pepputunH: 50 MKr/n

v

MopaepxuBaiowwan dasza

YacToTa BapbumpyeT, 06bluHO OT 2 10
6 ¢neboTomunii B rog,

KoHTponb Hb nepep kaxaon
dneboTommen

KoHTponb dpeppurtuHa n
K03 durLMeHTa HacbIWEeHNA
TpaHcdeppuHa Kaxaple 6 MecsLeB

Lieneson ¢epputunH: 50—100 MKr/n

MNMoXwn3HeHHOe HabnogeHne

JleyeHne remoxpomartosa
Treatment of hemochromatosis

MpumeyaHme: Hb — remorno6uH.
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l

Xenatupytowas Tepanus

TonbKo B OTAENbHbIX ClyYanax
nocne TwaTeNbHOW OLEHKMN
puUcKa cneuranncTom
(HebnaronpusATHbIE ABNEHWS)

MoxeT notpe6oBatbcs

Npw TAXKENOM I0BEHUIbHOM
reMoxpomarose, 0CO6eHHO B
dase nHayKumum

Bo3morkHa KoMbUHauus
npenapaToB

n/vnun pnebotommn/
spuTpoumnTadepes

LieneBoi ¢peppuTuH Bbile No
CpaBHeHwUio ¢ dpneboTommamm/
SpuTpoumTadepesom
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HFE-accounnpoBaHHbIM reMOXpOMaTo30M AOCTMXEHUE LieneBoro YpOBHA CbIBOPOTOU-
Horo depputnHa <50 MKr/n B MHAyKUMoHHON da3e n 50-100 MKr/n B nopgepkusato-
wen dase. B 1o e BpemAa AMepurKaHCKaa accoumauma no nsyyeHuno 6onesHern neveHu
B 2011 r. (AASLD 2011) pekomeHpoBana JOCTUMXKEHME LIeNEBOro YPoBHA deppuTmHa
50-100 mkr/n B obeunx dasax [45]. B ronnaHgckom pykosogctse 2007 r. pekomeHayeTca
B dase nHAYKUUM JocTurathb LeneBoro ypoBHA ¢epputimHa <50 MKr/n 1 nogaepxmsatb
ero B npefienax pedepeHTHOro 3HaueH A B fanbHewwem [46]. B 2016 r. rpynna skcnepTos
no reMoxpomaro3y onpefenuna ueneson yposeHb bepputHa 50-100 MKr/n ansa Bcex
naLneHTOB, HaXoAAWMNXCA Ha nedeHnm [47]. B 2018 r. BpuTaHcKoe 06LwecTBO remaTonornm
peKkoMeHAoBano focturatb B Gpase nHAYKUUn ypoBHa pepputimHa 20-30 MKr/n 1 HacblLle-
Hue TpaHcheppuHom <50%, 3aTeM NOAAEPKUBATL 3HAUEHUA deppUTMHA <50 MKr/n 1 Ha-
colleHmne TpaHchepprHom <50% y Bcex naumeHTos [48]. Mo Bepcun gaTCKoro pykoBoa-
ctBa 2019 r,, B dpase uHAyKUmm deppuTUH JomKeH 6biTb <100 MKr/n, B NogaepXuBatoLLei
¢daze - 50-100 MKr/n v HacblweHmne TpaHchepprHOM <60% [49]. AMEPUKAHCKUI KoNneax
racTpPO3HTEPONOrMm ANA NaunNeHToB C reMOXPOMAaTO30M HelaBHO ONpeaenu eanHbIn Le-
nesow yposeHb dpepputiHa Kposu — 50-100 mkr/n [50, 511.

B 2018 . Ha oCcHOBaHUM ONY6NMKOBAHHbIX UCCEAOBaHUIA Y PYKOBOACTB TakKe Obinu
chopmynunpoBaHbl pekomeHgaLmmn no neveHuto HFE-accoummnpoBaHHOro remoxpomarto-
3a MeXyHapOAHOW rpynrbl SKCNepTOB: NpeasiaraeTca B MHAYKUNOHHYIO da3y gocTuratb
3HaueHun deppuTtmnHa 50 MKr/n, 3aTem noaaepkusaTb ero B AranasoHe 50-100 mr/n [52].
B 10 ke Bpems akcnepTbl rpynnbl Delphi npokommeHTpoBanu, 4to Bo BpeMs noaaep»u-
BatoLen dasbl LienieBble 3HaUEHWA NoKa3aTenen AOMKHbI ObITb 6051ee MArKMMN: OMYCTUM
ypoBeHb dpeppuTriHa <200 MKI/N y XeHLWKrH 1 <300 MKr/n y My»KuunH. CHuxKeHne deppu-
THa Jo 50 MKr/n Bo BpemA noppeprkusatowenn Gpasbl MIOXO NEPEHOCUTCA MOXKNUbIMU
nayneHtamu. OgHaKo 3T peKoMeHAaLUN He U3y4anmcb B KNMHUYECKNX NCCIefOBaHUSAX.

O6bem 1 yacToTa KpoBonyckaHuii B dase nHAYKLUUM obbluHO cocTaBnAT 400-500 mn
e)xeHefeNbHO UK Kaxkgble 2 Hegenn (B 3aBUCMMOCTM OT MaccCbl Tena U NepeHoCMMOocCTHr
naumveHToM npoleaypbl), 3aTeM, BO Bpema nopfepxusatowien dasbl, dnedbotomum npo-
BOOATCA KaxkAable 1-4 mecALa B 3aBUCMMOCTW OT NoKasaTtenel obmeHa enesa [18, 19,
52]. CKOpOCTb HaKoMNeHWs »enesa Npu remoxpomaTose nocne GnebOToMUIA y pasHbiX
nauneHToB BapbupyeT: B cpefHem 6e3 neueHra GeppuTUH B KPOBU MOBbILLIAETCA NPUMep-
Ho Ha 100 mKr/n B TeueHwue roga [53].

Bo Bpemsa nposegeHus Gnebotomuii 3a NnaumeHTaMu ycTaHaBAMBaETCA TLaTeNbHOe
HabniopgeHne. YpoBeHb remornobriHa KOHTPONIMPYETCA BO BPEMA KaXKAoro ceaHca Kpo-
BOMYCKaHMA Kak B da3e UHAYKLMK, TaK 1 B nogfepxunBatollen dase. MNpu KoHUeHTpaLmm
remornobuHa B obLiem aHanmse KpoBu MeHee 12 r/an yactoTa KPOBOMYCKaHWUA YMeHb-
LIaeTca; B OTAENbHbIX CAyYaAX MOMKET pacCMaTpuBaTbCA YMeHblUeHWe OAHOMOMEHTHO
yaansaemoro obbema Kposu. Ecniv nokasatenb ymeHblwaetca go 11 r/gn, KpoBonyckaHue
cnefyeT NPeKkpaTuTb, a aHann3bl KPOBU U KNUHNYeCcKoe ob6cnefoBaHne NnauueHTa KOHTPO-
NMPYIOTCA B AVHAMUKe.

YpoBeHb deppuTrHa uccnepyeTca ofivH pa3 B MecAl (unu nocne Kaxpon 4-n dne-
6oTtomum). Mpy cHUXKeHMM nokasatena <200 MKI/n M3MepeHUA MPOBOAATCA KaKapble
1-2 ceaHca fO AOCTMXEHNA LieNeBOro ypoBHA. B ganbHerwem, BO BpemMA nogaeprKusa-
towtent dasbl, MOHUTOPUHT OCYLLECTBNAETCA Kaxible 6 mecAues. Llenb MoHuUTOpMHra BO
Bpema nopfepxusaowen dasbl — noaaepkaHue LeNeBoro AmanasoHa nokasaTensa u
KoppeKums fanbHernwwero neyeHns. B uccnegoBaHuax 6bi10 yCTaHOBNEHO, UTO CHUMXEHNE
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bepputnHa <50 MKr/n y nauyneHtoB ¢ HFE-reMoxpomMaTo30M MPUBOAWUIO K CHUXKEHUIO
YPOBHA rencuivHa (gaxe B oThasieHHble CPOKKM nocsie nocnepHen énebotomun) [54].
70 yKa3blBaeT Ha COXpaHeHWe y NaumeHTOB C FeMOXpPOMaTO30M CMOCOBHOCTU MOayNA-
LUKN YPOBHA rencuamnHa 3a cYeT CHUXKEHUA 3aMacoB Xenesa B opraHusme. KpoBomnycka-
Hue, NpuBoALLee K YPOBHIO deppuTrHa <20 MKr/n, y NaLMeHToB C NANOMNATUYECKMM re-
MOXPOMATO30M 3HauMTeNbHO MOBbILWaNo abcopbLUmio HereMoBoro »enesa 13 nuwu [55].
Kpome TOro, y naunmeHToB C reMOXPOMAaTO30M MOKET Pa3BUTbCA CUMMNTOMATUYECKUN fe-
duunT xenesa [56]. HeoxunpaaHHble 3HaUNTeNbHbIE N3MEHEHMWA YPOBHeN deppuTrHa unu
HacbllweHna TpaHcpeppuHa Bo Bpemsa pneboTomMny He XapaKTepHbl AR reMoXpoMaTos3a
W JOMKHbI HABECTUN Ha MbIC/1b 06 anbTepHaTUBHOM JAMarHose.

OTKpbITbIM BONPOCOM OCTAaETCA MOHUTOPUHT HaCblLLeHWA TpaHChepprHa, NOCKOMbKY
LienieBble YPOBHM, OCHOBaHHbIe Ha loKa3aTenbHoM 6ase, B HacTosALLee BpeMsA OTCYTCTBYIOT.
YcTaHOBNEHO, YTO Y NaLMEHTOB C FeMOXPOMAaTO30M HacblleHne TpaHcheppuHa enesom
MO>KeT 0CTaBaTbCA NOBbILLEHHbIM, aXKe KOraa ypoBeHb GepputHa HaxXoaUTCA B Npege-
nax LieneBoro vanasoHa, N03ToMy nogaepaHve pepputHa B CbIBOPOTKE Ha YPOBHE
50 MKr/n nnm HuXKe He yKasblBaeT Ha KOHTPOJb HacbllweHnA TpaHchepprHa. JaHHble 06-
CcepBaLMOHHbIX UCCIefoBaHNI NpeAnonaraoT accoumaumio AANTENbHO CyLLEeCTBYIOLEro
NOBbILEHHOrO NokasaTena TpaHcpeppuHa (>50%) Npu 3HaueHUaX eppuTrHa <50 MKr/n
npu HFE-remoxpomatose ¢ 6onee TAXeNbIMM 06LWMMIY 1 CYyCTaBHbIMU cuMmiToMamu [57].

Bo Bpemsa npoBefeHna dpneboTomuin pekomeHayeTcA nepruoanyeckn NpoBepaTb 3Ha-
yeHna bonreBon KNCNOTbI U KobanammHa B Kposu. Mpn HeobxoanMocTy cnefyeT Ha3Ha-
yaTb BUTaMMHHbIe JO6aBKN.

PekomeHpaLumn no nutaHuio:
®  /I3MeHeHVA B NUTaAHUU He 3amMeHsAoT 6a3nCHY0 Tepanuio reMoxpomaro3a (ypoBeHb

[0Ka3aTenbHOCTN 5, cunbHaA pekomeHAauuaA, CUNTbHbIN KOHCEHCYC).
®  [laureHTam Mo BO3MOXHOCTU crieflyeT usberatb ynotpebneHms B nuLy NpogyKToB v

nueBbix 106aBOK, oboralleHHbIX »ene3oM (ypoBeHb AoKa3aTeNlbHOCTU 5, cunbHan

peKkoMeHAaLUmA, KOHCEHCYC), a TakKe nprema BrTammHa C, 0co6eHHO 0 AOCTUXeHUA

LeneBblX NOKa3aTenemn, XapakTepmusyoLmx CHUXEHNE 3anacoB Xenesa (YpoBeHb A0-

Ka3saTenbHocTu 4, cnabas pekomeHAauma, KOHCEHCYC).
®  JlomKHO 6bITb OrpaHuyeHo ynoTpebneHue B Nu1LLy KpacHOro Maca (ypoBeHb 1oKa3a-

TenbHOCTY 4, cnabas pekomeHgaLms).
®  JlomKHO 6bITb OrpaHWyeHo ynotpebrieHne ankoronbHbIX HaMUTKOB BO Bpemsa ¢asbl

NCTOLLIEHNA 3anacoB xefne3a. MNauneHTam ¢ neperpyskom »enesom nu/vnn HapyLueHn-

AMn GyHKLMM neyveHun cnepyeT nlberatb ynoTpebneHnsa ankoronsa unn ynotpebnato

€ro B O4YeHb OrpaHUYeHHbIX KonmyecTBax. MaLmeHTam C LMPPO30OM neyeHu cregyet

BO3[epXMBaTbCcA OT ynoTpebneHms ankorona (ypoBeHb foKasaTenbHoCcTU 4, cnabas

peKomeHAaL A, KOHCEHCYC).

3aABneHus:

MaumneHTaM C reMoxpomMaToO30M B YMepEeHHbIX KonmuyecTBax crefyeT ynotpebnartb
bpyKTbl, 0COBEHHO LIMTPYCOBbIE, U UX COKU, 1 HE CoYeTaTb UX C APYrMMX NPOAYKTaMm Mu-
TaHWA (KOHCEHCYC).

Ankoronb npu remoxpomato3e ABnaeTcA GakTopoMm KaHLieporeHesa: CBA3aH C NoOBbl-
LUEHHbIM PUCKOM Pa3BUTUA HEKOTOPbIX 3/I0KaYeCTBEHHbIX HOBOOOPAa3oBaHMI, BKOYan
pak neyeHu.
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Y naumMeHTOB C reMOXPOMAaTO30M U Neperpy3Koi Xene3om B OTAeNbHbIX reorpaduye-
CKUX pervioHax yrnotpebneHue B NULLY CbipbIX UAN HEJOBaPEHHbIX MOJUTIOCKOB, a TakXKe
KOHTaKT paHeBbIX MOBEPXHOCTEN Tefla C MOPCKOW BOLOMN ObINK CBA3aHbl C peaKo, Ho ce-
pbe3Hol cucTemHON HGakTepranbHoln nHbekurein, BbiasaHHoM Vibrio vulfinicus n gpyrumm
cngepodunbHBIMM NaToreHaMu (CUSbHBIE KOHCEHCYC).

OCHOBHbIM MeTOOM feyeHUs MauMeHTOB C reMoxpomMaTo3om ABnATca ¢neboTo-
Muun. OfHaKo M3MEHEHMA B paLMoHe NUTaHMA 1 06pa3e XU3HU MOTyT MOMOYb NauuneH-
TaM YyMeHbLUUTb AEeNOHNPOBaHUE Xefle3a B OpraHM3me 1 nNpefoTBpaTuTb UK orpaHn-
UMTb NOBPEXAEHVE OPraHOB-MULLEHEN, a TaKXKe 0CIoXKHeHNA 3aboneBaHua. MauneHTam
cnepyeT 06bACHUTL MPenMyLLeCcTBa 300pPOBOro obpasa XM3HU U NUTaHNA (TAKOTo e, Kak
1y nuuy 6e3 remoxpomato3sa), n3beratb ynotpebneHusa ankorons, npenapaTos enesa u
BuTammHa C.

PekomeHpaLMn No orpaHMYeHUAM B NUTaHUKN 6a3NpPYOTCA Ha AaHHbIX, MONYYEHHbIX
B KJIMHNYECKMX UCCNefoBaHMAX. TaK, yCTaHOBMIEHO, YTO acKOpOUHOBaA KNCNoTa ABNAET-
CA MOLLHBIM YCUINTENIEM YCBOEHNA OPraHn3MOM HEreMoBOrO Xene3a, obnagaet ¢usmo-
NIOrNYEeCKON aHTMOKCMAAHTHOM U KOEPMEHTHONM aKTUBHOCTbIO [58]. B To e Bpema B
onpepeneHHbIX YC/IOBMAX aCKOPOMHOBasA KNCI0Ta MOXKET JeliCTBOBaTb Kak MPOOKCMAAHT
N NCTOYHVK CBOOOAHBIX pafunKkanoB. B3aumogenctauma mexay »enes3om 1 ackopbrHoBowm
KMNCNOTOW CIOXHbI, U BbITEKAIOLLME U3 3TOro B3aMMOAENCTBUA NOCNeACTBUA 418 300POBO-
ro opraHu3ma v opraHv3ma B yCIOBUAX NATONOMMN MOKa elle He A0 KOHLUA M3y4yeHbl [58].
OpHako 6bIno oNmMcaHo, YTO Y MaLMEHTOB C TAXESNION TanacceMmelt U neperpysKon »ene-
30M nepopanbHbli Nprem BuTammnHa C Hbl1 acCoLMMPOBaH C CepAeYHON HefoCTaTOUHO-
CTbl0, BEPOATHO, 3@ CYET MOBUIM3aLMK »Kene3a 13 ero 3anacoB B PeTUKYSI0O3HAOTenmasnb-
HOW CnCTeMe, yBeIMYeHUsA ero JOCTYNHOCTY 1 06pa3oBaHmA cBOOOAHbIX paanKanos [59].
B coobLieHnAX 0 cnopaguyeckrx cilyyasax npeanosaranoch, YTo NpU TAXKENOM reMoXpo-
MaTOo3e BbICOK/e A03bl BUTaMuHa C, NpyH/MaemMble C NULLEe NAn NUweBbiIMK JobaBKamu,
MOTYT YCKOPWTb OT/IOXKEHNE »Kefe3a 1 cnocobcTBoBaThb yxyaLleHuto dyHKumn cepaua [60,
61]. HecmoTpAa Ha TO, UTO AaHHble 06 3ddeKTax JONONHUTENBHOrO Nprema BuTammHa C
Y NaLMeHTOB C reMOXPOMaTO30M OFpaHuyeHbl, LienecoobpasHo pekoMeHoBaTb NaLneH-
Tam n3beraTb ero AONONHUTENbHOIO Npriema (0co6eHHO Npu NeperpysKe *enesom 1 Bo
Bpema MHAYKUNOHHON da3bl Tepanuu), a B cJlyyae HEOOXOAUMOCTI OrpaHNYNTbLCA [103U-
poBkou 8o 500 Mr B AeHb.

M3BecTHO, UTO B OpraHm3me XOpoLLO YCBaUBaeTCA reMOBOE »ene30, 1 COCTaB NULWM Ha
ero 6mofocTynHocTb BAnAeT Mano. OgHaKo nauueHTbl C FreMOXPOMaTo30M nmetoT 6onee
BbICOKYI0 abcopbuuio xenesa (Kak reMoBOro, Tak U HereMoBOro) B KMLIEYHUKE 3 MULLN U
6onee cnabblii MexaHN3M perynauum obpaTHON CBA3M NPY BbICOKMX KOHLIEHTpaLuax dep-
pUTMHa B KPOBM NO CPAaBHEHMIO CO 300POBbIM KOHTponeM [62]. YcTaHOBNEHO, UTO Heremo-
BOE »kene3o Nnyue abcopbupyeTca 13 mMaAca, Korga oHo ynotpebnaerca B NuLLy COBMeCT-
HO ¢ oBoLwamu. [o3aTomy cylecTByeT pekoMeHAauma, COrNMacHO KOTOPOWN ANA CHMXKeHMWA
NOCTYyNNeHWA Xene3a B opraHn3m (CHUKeHue ero abcopbumm B KuweyHmke) ynotpebne-
HMe MACa C NuLern cnegyeT orpaHnunTb. OBoLwwm 1 GPYKTbl OFpaHNuMBaTb HE pEKOMEHAY-
eTcA. B 1o ke Bpema GpyKTbl C BbICOKMM cofiepaHremM BuTamuHa C (1M COKM 13 HKX) nydlue
ynoTpebnaTb B NuLly oTAenbHO (He coyeTaTb UX C APYrumuy npogyktamu). M Haobopor,
HeKoTopble NPOAYKTbl B pauMoHe NuTaHWA (Hanpumep YepHbli Yain) Y naumeHToB C re-
MOXPOMATO30M MOTYT OKa3blBaTb MHIMOMpyloLlee AeNCTBME Ha BCacbiBaHUE Xene3a u3
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KuweyHurKa [62]. Taknm obpaszom, mogndurkauma paumoHa NUTaHNA MOXET CTYXWUTb AO-
NOJSTHUTENbHOWN OrPaHNYUTENIbHON MepPOoN MNOCTYNNEHUA »Kenesa B OpraHn3m, NpeaoTepa-
TUTb €ro HakomnseHne N CHU3UTb YaCTOTY NPOBOANMbIX C NleyebHoN Lenbio nedoTomuii.
OpHaKo AaHHble 0 3HAYNTENIbHOW KNMHMYECKOWN NOoNb3e TakKUX pekoMeHZaunii 1 ynyulle-
HUWN KayeCTBa *KM3HW NaLMeHTOB C reMOXPOMAaTO30M OrpaHuYeHbl [62].

B HacToALee Bpema XOPOLUIO M3BECTHO, YTO Y MaLMEHTOB C XpOoHUYeckumun andaoys-
HbIMK 3a60/1eBaHNAMMU NeYeHn Ha NoKa3aTenn obMeHa »efesa 1 ero HakonneHue B neye-
HW BAVAET AnuTenbHoe 3510ynoTpebneHne ankoronem. MNocnegHee cnocobcTByeT 6onee
6bICTpOMY MporpeccMpoBaHuio Grbposa neuyeHu, yBennumBaeT puck GopmMupoBaHus
unppo3sa u MUK, a Takke cMepTHOCTb, CBA3aHHYIO C NaTonornen neyeHn [63-66]. OgHako
KNUHUYeCKne nccnefoBaHusA, Nokasaslumne BANAHWE afikorona Ha NporpeccupoBaHmne n
TAXKECTb XPOHMYECKMX 3aboneBaHWi NeueHn, UMetoT onpefeNieHHble orpaHnyeHus [66], a
LEeCTBUE YMePEHHbIX 103 afIKOroNs Ha NnokKa3saTenv obmeHa »efe3a Nnoka HeJoCTaToOuHO
nsyyeHo [64, 65].

YcTaHOBNEHO, UTO KaK CBA3aHHbIe C afikorosiem 3aboneBaHuA neveHu, Tak U neperpys-
Ka MeyeHU *ene3omM accoLMmMpoBaHbl C BbipaXeHHbIM OKUCIIUTENIbHbIM CTPeCccoMm, nepe-
KWUCHBIM OKMC/IEHNEeM NMnNuaos, npoueccamm ¢pubpo- n KaHueporeHesa. B metaaHanuse,
nposeaeHHom B 2010 ., coobLianocb 0 NOBbILLEHHOM PUCKe CMEPTHOCTY OT LMppo3a ne-
UeHW y MY>XUMH W >KEHLLWH, ynoTpebnaiowwmx 12-24 r 3TaHoNa B ieHb, a TakKe Y >KEHLLH,
ynoTpebnaioLmx 3TaHON B KonnyecTse meHee 12 1 B feHb. bonee Toro, 3noynotpebneHue
ankoronem 6bl10 CBA3aHO C MOBbILEHHbIM PUCKOM GOPMUPOBAHMA HECKONbKIMX 3110Ka-
yecTBEHHbIX HOBOOOPA30BaHWI, BKIOYAA paK NeyeHu, Mpuyem y otaenbHbIX NaLyeHToB
pucK HaunHanca npuw gose 10 r/cyT [63, 66]. Ha mogenu rpbi3yHOB NPOoAeMOHCTPPOBaHO,
YTO anKkoroJsb, Bbi3blBasA OKUCUTENbHbIV CTPeCC, NoAaBAAeT TPaHCKPUNUMIO rencnirHa B
neyeHy, YemM 3HaUMTENbHO YMeHbLIAeT 3alnTHbIA 3PdeKT nocnegHero, HanpPaBneHHbIN
Ha NpefoTBpaLLeHMe HAaKOMNEHWA Xene3a B opraHusme [67]. [loaTomMy y naumeHToB ¢ no-
[O3PEeHNEM NN ANAarHOCTMPOBAHHbIM CUHAPOMOM Meperpyskun »kenesom cnegyert Tlia-
TeNlbHO cO6MpPaTb aHaMHe3 C akLLeHTOM Ha 3n10ynoTpebneHue ankoronem.

YuunTbiBas npodpunbporeHHoe 1 KaHLueporeHHoe JeliCTBUE ankoronsa 1 enesa Ha ne-
UeHb, MauMeHTaM C reMoXpoMaTo30M cilielyeT peKkomeHAoBaTb m3beratb ero ynorpe-
61eHVA NN YMEHbLUNTb €ro KoNnyecTBo. B nocnenHem cnyyae cyTouHaa fo3a ankorons
[OMXKHa 6bITb HYXKe NOoPOoroBoro 3HaveHnsa GoOpPMUPOBaAHNUA CBA3AHHDIX C aJIKOroNieM 3a-
6onesaHuii neveHu [66].

Vibrio vulnificus — pacnpoctpaHeHHbI rpamoTpurLaTenbHbIA BO30yauTenb, ABNAETCA
npepcraBuTenem obbiuHON MOpCcKol Gnopbl (0OMTaeT rnaBHbIM 06pa3oM B TeMbIX NPU-
H6pexXHbIX BOAAX) U MOXET KOHTaMUHUPOBaTb MOPENPOAYKTbI. Y BOCMPUUMYMBBIX UL, B
TOM Umncsie NaLMeHTOB C CMHAPOMOM Neperpy3Km }ene3om, BUGPMOH Bbi3biBaeT TaXenble
UK yrpokarowme Xmn3Hu nHdekunn (MHOEeKLUN KOXNU N MATKUX TKaHe U NepBrYHYIO
CenTMLEMMIO) C YPOBHEM CMepTHOCTU >50% npu pa3sutun GynbMMHAHTHOIO cencuca
[68, 69]. B nccnegoBaHMaAX in vitro 1 in vivo 6b110 NPOAEMOHCTPMPOBAHO, YTO BbICOKMI
YPOBeHb CbIBOPOTOUHOTO Xene3a ABAAeTCA TpUrrepom ObICTPOro pocTa, penankaumm un
AuccemrHaummn Bo3byautena u, HA06opPOT, onocpefoBaHHasA rencUguHOM ocTpas rmno-
beppemna B OTBET Ha BHeApeHME B OpraHu3M B1UOPMOHa ABMAETCA BaXKHbIM 3aLLUUTHbBIM
MexaHn3MoM xo3anHa [70]. Takum obpazom, aedbnunT rencngmHa u BbICOKME YpoBHM LiUp-
KyNpyoLero »enesa, TUNmn4Hble 48 reMoxpomaTto3a, NofBepratoT nauneHTos (0cobeH-
HO NpW neperpyske »enesom) pUcky Taxenbix UHdekuUMK, Bbi3BaHHbIX Vibrio vulnificus.
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Y NayMeHTOB C HOPMAsbHbIM YPOBHEM GpeppUTIHA KPOBU U HOPManbHOM HACbiLEeHHO-
CTblo TpaHcheppuHa puck 3apaxeHus Vibrio vulnificus n taxkenoro TeueHms 3abonesa-
HWS, BEPOATHO, CHUXKAETCA.
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