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r. Cymbl

B cTaTbe onucaH KIMHUYECKWIA cydail HeoHaTanbHOro remoxpomaTosa (HI).

HI - 3To pegkoe 3a6oneBaHue NepuHaTaNIbHOIO MEPUOAA, KOTOPOE XapakTepusyeTcs
BPO>KAEHHbIM LMPPO30M 1 MEYEHOYHOW HEeAOCTATOYHOCTBLID C MEeperpyskoii MeyeHW U Apyrux
OpraHoB >Kene3oM. HeoHaTasbHbli FEMOXPOMAaTO03 He WMEeT OTHOLIEHWS! K TeHETUYECKUM
fedekTaMm, CBSI3aHHbIM C  MeTabonmM3MOM >Kenesa. VIMEOTCH NPefnonodKeHus, 4YTO BO
BHYTPUYTPOOHOM MOBPEXKAEHUM MEYEHU Y4acTBYOT MaTepuHCKME aHTuTena. HeoHaTanbHbIiA
reMoxpomaTo3 - Haubonee 4YacTas NpUuMHa MEYeHOYHOW HeAoCTaTO4YHOCTW W MoKasaHue AN
TpaHCnAaHTauuu MeyeHn Yy  HOBOPOXKAEHHbIX. BHYTpPUBEHHOE BBEflEHWE  BbICOKMX 03
VIMMYHOTN06YNMHA 6ePEMEHHBIM >KEHLLMHAM, UMEIOLLIMM PUCK POXKAEHWS pebeHKa C HeOHa T albHbIM
reMOXpoMaTOo30M, SBNSETCS aHTeHaTalbHON NPOthUNaKk TUKOI 3a60neBaHuS.

KntoyeBble C10Ba: HOBOPOXKAEHHbIE, FEMOXPOMAT03, YKeneso.

Y cTaTTi HaBefeHO KNiHIYHWIA BUNAfoK HeoHaTabHOro remoxpomaTo3sy (HI).

HI™ — ue pigkicHe 3axBOpIOBaHHS NepUMHATaNLHOMO MepioAy, 4715 SKOro XapakTepHi Ypoa>KeHuit
LMPO3 Ta MeviHkoBa HeJOCTaTHITb 3 NepeBaHTaXKEHHAM MediHkY Ta iHWKX opraHis 3anisom.
HeoHaTanbHUil reMOXpPOMaTO3 HE Ma€ BifAHOLEHHA A0 TeHeTUYHWX YpadKeHb, acouiioBaHMX 3
MeTabonisMoM 3aniza. € nigcTasn BBAXKATW, L0 Y BHYTPILIHbOYTPOGHOMY Yypa>KeHHi neyviHku
6epyTb y4acTb MaTEpPWUHCbKI aHTUTIina. HeoHaTanbHUil reMoXpomMaTo3 — HalvyacTila npuynHa
MEYiHKOBOT HefOCTATHOCTI | MNOKa3aHHA [NA TpaHCmNaHTauil MNeYiHkn Yy HOBOHAPOAMKEHUX.
BHYTpILLHb0BEHHE BBEIEHHA BEAUKUX [103 iMyHOrN06YniHy BariTHAM >KiHKam, fKi MaloTb PU3MK
HapOMXKEHHA [OWTWHM 3 HeOHaTalbHUM [eMOXPOMAaTO30M, € aHTeHaTalbHUM 3anobiraHHaM
3aXBOPHOBAHHIO.

KntouoBi cfioBa: HOBOHAPOL KEHI, FeMOXPOMaT03, 3a/i30.

BBEAEHUNE

B npakTuyeckoin AesTenbHOCTU MeauaTpoB, OCOGEHHO HEOHATOMOroB, BCTPEYatoTCs
K/IMHNYECKME C/lydan, KOTopble SB/ISKOTCA 04eHb NPOGIEMATUYHLIMU He TOMbKO B NIEUEHNN,
HO JaXe B AWMarHOCTMKe. MpuuMHamMy JaHHOW CUTyauuu MOTYT CAYXWTb OTCYTCTBME
OnbiTa Bpaya B BEAEHWM HOBOPOXXAEHHOr0 C PEAKO NaTonoruein, OTCYTCTBME TUMUYHOW
CMMNTOMATUKN B KOHKPETHOM Cflyyae, MOJIHMEHOCHOCTb TeueHus 3aboneBaHusi. U, K
COXa/IEHMIO, TOMbKO (haTaNibHbIA  MCXOL C  MOCMeAyHOWMM  NaTOMOPgOIOrMYecknm
nccnefoBaHNEM MO3BOASET MPOSACHWUTL CUTyauuio. K pefkuM HO3010TMYECKMM (hopmam
NpUHaANeXnT TeMOXPOMaTo3 HOBOPOX/EHHOrO, KOTOpbI B 3apybexKHoli nutepatype
onpegenseTcs NOHATMEM «HeOHaTasbHbI remoxpomaTos» (HI).

HI - oueHb pefkoe, 4acTo (haTa/ibHOE, HapylleHve MeTabonuama >xenesa Yy
HOBOPOXJEHHbIX, KOTOPOE XapaKTepu3yeTcs Neperpy3Koil MeyYeHn XKenesom 1 pasBUThEM
NeY&HOYHOW HeAOCTaTOMHOCTM BO BHYTPUYTPOOHOM neproge. Kpome neveHu, opraHamm -
MULLEHSIMA MPW  AaHHOW MaToNOrMM  SIBASKOTCA MOMPKENYA0YHasA >Kenesa, Cepaue,
CceneseHKa, kopa Hafno4yeyHWKOB, TMNOGIN3, B MEHbLLEA CTeneHn, NMMdaTUYecKme y3afbl

[1].
LLE/Tb PABOTHI
Llenb paboTbl — 0606WWTL NMTEpaTypHble [AaHHble W MPUBECTN COBCTBEHHOE
HabMofeHre Cnyyas HeoHaTalbHOTO reMOXpoMaro3a Y HOBOPOXAEHHOro fns 6onee
LUIMPOKOro 03HaKOM/EHWS Bpayeli ¢ JaHHON Npo6neMoii.
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MATEPWAJIblI 1 METO/bI
MpoaHanu3vpoBaHbl NUTEPATYPHbIE JaHHbIE NMOCNEAHNX NET, MOCBSLLEHHbIE NPo6aeMe
HeoHaTa/IbHOro reMoXpPoMaTo3a, ONMcaH KNMHUYECKNIA Cydaii 3a6onesaHuns y pebeHKa.

PE3YJ/IbTATbI 1 OBCYXOEHWE

emoxpomaTo3 (M) (B aHrNOS3bIYHOW NMTepaType 4acTo BCTpeyaeTcs «iron storage
disease» — (MUIMEHTHbIA LMPPO3, BPOH30BbLIN AMabeT)) - MOAUCUCTEMHOE 3aboneBaHue,
pasBUTUE KOTOPOrO CBA3AHO C M3ObITOYHLIM HAKOMNJIEHWEM Xenesa B opraHusmMe. Briepsble
cuHApoMm 6bin onucaH M. Troisier (B 1865 r.) Kak CMMNTOMOKOMNJIEKC, CBSI3aHHbIW C
HakonfieHMeM )kKenesa B OpraHM3Me, XapakTepusylowwmics caxapHbiM —[uabeTom,
NUrMeHTaUMen Koxu, UMppo3om nedeHn. B 1889 r. F.D. Reclinghausen BBen TepMuH
«FeMOXPOMATOo3», OTpaXKaloWmMiA 0fHY K3 O0COGEHHOCTell 60Me3HW:  HEOObIUHYHO
(6pOH30BYI0) OKPACKY KOXW 1 BHYTPEHHUX OpPraHoB.

G.H. Sheldon B 1935 r. nepBUYHbIN T OblA BriepBble WAEHTUPULUMPOBAH Kak
HacneACTBEHHOE HapylleHMe MeTabonmsma >xenesa. B 1976 r. Simon wu pgp.
MPOLEMOHCTPMUPOBANIN, YTO TFEeH, AETEPMUHMPYIOWMIA BO3HUKHOBEHWE TEMOXPOMaTO3a,
pacnonoxeH Ha 6-i xpomocome. B 1996 r. 3TOT reH 6611 naeHTU(MLMpPOBaH Feder n ap. 1
nonyynn HassaHuwe HFE-reHa. Bbino ycTtaHOBMeHO, YTO OH KoaupyeT npoTtenH HFE. B
JalbHelwem 6Obina fOKaszaHa npsMas cBA3b Mexay 6enkom HFE u TpaHcheppuH-
onocpesoBaHHOW perynsauvein MeTabonmnsmMa xxenesa B opraHusmMe. bl Takke 06HapyxeH
elle OAMH MPOTEWH, YYacCTBYIOLLMIA B MpoLecce UMPKYNALUM dKenesa B OpraHvsme, —
rencmanH. FencuauH cuMHTE3MpyeTca B nedeHU. OH MHrmMbupyeT abcopbuumio kenesa B
XENYAOUHO-KMLLIEYHOM TPaKTe ¥ TOPMO3UT MOBUIN3ALMIO 3TOF0 MUKPO3/IEMEHTa M3 Aeno
B neyeHun. MyTalun reHoB, NPUBOAALLMX K AeUUMTY rencuguHa, SBSTCA MPUYMHON
(heHOTMMMYECKOR 1 TEHOTMMMYECKOW BapuabenbHOCTU HaC/eACTBEHHOrO reMoXpomMarosa
[2].

"emoxpomaTo3 HoBOpoXAeHHoro (neonatal hemochromatosis (NH), neonatal iron
storage disease) BrepBble Obln onucaH B 1957 rogy Kak (heHOTMMMYECKMIA BapuaHT
Hac/eiICTBEHHOr0 remoxpomatosa. K Havany 21-ro cTonetus 6bl10 npeacTasneHo 6osee
100 cnyvaeB 3aboneBaHWs, KOTOPOE 3KCTPEMaIbHO paHO MPUMBOAUNIO K PasBUTUIO
MeYeHOYHOW HeAOCTaTOMHOCTU Y HOBOPOXAEHHbIX MMaAeHLEB W XapaKTepu30BasoCh
ype3MepHbIM HaKOM/IEHWEM Xefie3a B UX opraHusme [1,3].

B yeM 3ak/04aeTcs TOKCUYECKOe AeCTBME N30bITOYHOIO KONMYECTBA Xenesa?

Mpyn XpOHMYECKOIA Neperpyske opraH13ma >ene3oM Bo3pacTaeT CKOPOCTb NEPEKUCHOIO
OKUCMEHUS UMUAOB, BXOAALMX B COCTaB KOMMOHEHTOB K/IETOK, TaKMX Kak mMemb6paHbl
opraHenn. YBe/MYeHWe CKOPOCTU MEPEKUCHOTO OKWUCMEHUA NWNWAOB MPMBOAUT K
NoBpeXAeHNo opraHenn. Kpome Toro, CTUMyAMpyeTcs CUMHTE3 KofiareHa Jmnouutamu
NeYeHn — KNeTKamu, OTBETCTBEHHbIMU 33 CUHTE3 COEAMHUTENbHOW TKaHU (MeXaHW3m 3Toro
npouecca HenssecTeH) [3,4].

B OTeuecTBeHHON nuUTepaType Mbl He HawayW paboT, MOCBALLEHHLIX 3TUONOTUM
HeoHaTafbHOro remoxpomatosa (HI) v Boobwe paHHOW npobneme. B 3apy6excHbix
nctouHnkax HI  npeactaBneH Kak 3abofneBaHvie, He MMeOLlee OTHOLEHUA K
Hac/efCTBEHHOMY  remMOXpomaTo3y. HeoHaTa/lbHbIi ~ reMOXpoMaTto3  OT/MYaeTcs
NaToreHeTUYeCcKn OT HACMeACTBEHHOrO, XOT 06e NaTonorvn UMEKT CXOXWe HapyLleHWs
MeTabonm3mMa Xenesa.

HacnefcTBEHHbI reMOXpoMaTto3 — ayTOCOMHO-peLieccMBHOe 3abosieBaHve, Mpw
KOTOPOM Meperpyska »ene3om cBA3aHa C Ype3MepHoi abcopbLuein ero n3 KuweyHuka. Uto
KacaeTtcs HIT, MexaHW3M ero YeTKO He npeacTas/ieH: abcopbLms xenesa y Takmux 60/bHbIX
He CTpafaeT; [0Ka3aHo, 4YTo nepeonpuyvMHa HIT KpoeTca B MmialeHTapHOM mepuoge v
MMeeTCs HECKO/IbKO BEPCUIA 0 NpUYMHAX AaHHOM naTtonorum [3,6].

Bonpoc B TOM, cBfA3aH M HIT ¢ nepBMYHLIM HapyLUeHWeM HaKOM/eHWUsa Xefesa uaun
ABMIAETCA  Pe3y/NbTaTOM Kakoro-nnbo 3abonieBaHMs MeuveHwn, (U3NONOTUYECKM  YXKe
HaCbILLEHHOIA »Kene3om?
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Mpegnonaraetcsa, 4T0  MHOrwe cnydyau HIC o6ycnoBfieHbl  MaTePUHCKUM
aNNOMMMYHUTETOM, HanpasfieHHbIM Ha nedveHb nnofa [3,5]. ANNOVMMYHHBIA MexaHWU3M
naTofiorMn  NOATBEPXKAAeTCA HabMtofeHWeM, 4TO MpedblayliMe 1 Moc/iegyrouwme
bepemMeHHOCTM y Takux Matepeii B 80-90% cny4yaeB 3aKaHYMBAOTCA POXAEHUEM
mnageHues ¢ HI [2].

F.  Whitington (2006) onucbiBaeT BO3MOXHble  3TMONIOTMYECKME  MPUYUHBI
BO3HUKHOBeHUA HI™: a) (heTanbHas annoMmMMyHU3aumnsa — MaTepuHCKUe aHTUTeNa BOMYaHKW,
MaTepuHCKMe aHTWTena npoTme RO/SS-A  u  La/SS-B  puBOHYKNIEONpPOTENHOB;
6) (heTanbHble BUPYCHbIE MH(EKLMMN - BHYTPUYTPO6HAa CMV-uHMeKUmMs; B) (eTabHble
bakTepmanbHble WH(EKUUW; T) HeonpefenieHHas CceMeliHas naToforms ¢ ayTOCOMHO-
peLeccrBHbLIM  HacnefoBaHWEM, MWUTOXOHAPUAIbHLIM HACNef0BaHUEM WU TOHAAHbIN
MO3auLIM3M; ) 0CTpas MvenonponugepaTBHas 601e3Hb Npu Tprcommm 21,

MaToreHe3 remoxpomaTo3a. M36bITOYHOE HAKOMIEHUE XKefe3a B K/IETKaxX MeYeHn u
JPYrviX BHYTPEHHMX OpraHax BefeT K AereHepaTMBHbIM U3MEHEHWSIM B HUX U K (hMbpo3y B
COYETaHMN C HE3HAYMTEeNbHO BbIPaKEHHOI BOCMANUTENbHOW peakumeld. KoHUeHTpaums
Xenesa B neyeHn (B Hopme 7-100 mkr Ha 100 Mr cyxoil maccbl) y BcCex 60/bHbIX
remoxpomaro3om npesbitaetT 1000 MKr Ha 100 Mr (To ecTb cocTaBnsieT 1% Cyxoit Macchbl
neyeHn). KonmuyecTBo >kenesa B MEYEHU W MOLKENYAOYHOW >Kenese YBEMUYMBAETCA B
50-100 pa3, B cepaue - B 5-25 pa3, B CeneseHke, Moykax, HaAMOYEYHMKAX W KOXe -
npvmepHo B 5 pa3. [MepBOHa4Ya/lbHO >Kene3o OTKMafblBaeTCs B KEeTKaxX BHYTPEHHMX
OpraHoB B BOJOpacTBOpMMOI hopme, cogepxkalleli 23% >xenesa n 6enoK ¢eppuTuH. B
JanbHelilem, NO Mepe MPOrpeccupoBaHMs 3ab0/MeBaHNs, KEe30 HakanameaeTcs BO
BHYTPEHHUX OpraHax B BuAe rpaHyn 6enka remMocuMaepviHa, cogepxalimx 35% >kenesa,
OKPY>KEHHbIX OfHOCNONHOM Memb6paHoii. emocmaepuH C TPYLAOM  Mo6uamsmpyetcs,
COCTOMT M3 MOJEKY/T (PEPPUTVHA W MPY OKPaLLUMBaHUM HAeT MOSIOKMTENbHYIO Peakumio C
6epnunHcKoli nasypbto (peakuus Mepnca).

B pe3ynbTate M30LITOYHOrO HaKOMMEHWA Xefesa NPOUCXOLMT MOBPEXAEHNE TKaHe.
3TOT NpoLecc CBA3aH C paspbiBOM MEPErPYXKEHHbIX Kee30M /IM30COM W NEPEKUCHBIM
OKWCNEHMEM NNMUAOB CYOKNETOYHbIX opraHenn [1].

MaTomopdonorns remoxpomaTosa. OZHUM U3 XapaKTePHbIX MOPGONOrUYECKUX
MPU3HaKOB reMOXPOMaTo3a SAB/SETCH PXaBO-Oypas OKpacka OpraHoB W TKaHeil 3a cuet
HaKoMeHnsa B KNeTkax remocuiepuHa. Havbonee 4acto Npu reMoxpomarose ropaxaroTcs
KOXHble TOKPOBbl, CYCTaBbl, MeYeHb, MOMKENYA0UHaA >Kenesa, CIHOHHbIE >Kenesbl,
runogus, cepaue. Y 60/bHbIX TeMOXPOMAaTO30M MeYeHb U MOSKeNy40HHAA XKenesa XenTo-
KOPWYHEBOro LiBeTa, YBe/MYeHbl. BO BHYTPEHHWMX opraHax, OCOO6EeHHO B MeYyeHu U
NOMKeNyA04HOM xenese (B MeHbLUER CTeMeHN B APYrvX SHAOKPUHHBIX Xenesax 1 cepaue),
Npy TMCTONOrMYECKOM UCCNIe0BaAHNM OBHAPYXXMBAETCS Xeneso.

MpumepHo y 60% HOBOPOXAEHHLIX ¢ HIT amarHocTUpyeTcs HapylueHuwe (yHKUUU
runogusa [5]. N36mpaTensHO NOPaxKaroTCA KNETKW, BbipabaTbiBatoLiMe roHafoTPOMHbIE
FOPMOHbI. 3MUAEPMUC KOXM OO/MbHBIX FEMOXPOMATO30M 4acTO WMCTOHYEH, B K/ETKax
6a3abHOr0 CNos YBE/IMYEHO KOMMYECTBO MenaHuHa. CKOM/EHUS JKefesa OKpYXaroT
KNETKK, BbICTU/IAIOLLME CUHOBUANIbHYIO 060/104KY CYCTaBOB, B KOTOPbIX BUAHbLI KPUCTaN/bl
nupogocdarta KanbLms, MOrpyXXeHHble B CUHOBMANbHYIO TKaHb. >Kesnie3o, BbiSB/ISIEMOe B
napeHxvMme neyeHN Yy O6OMbHBIX TEMOXPOMATO30M, HAxXOAMTCA B (hopme (eppuThHa U
remocufepvHa. Ha paHHUX cTaguax 6GONe3HW ero OTNOXKeHUs O06HapyXuBatoTCa B
MepunopTaNibHbIX KNeTKax MapeHXmMmbl, OCOOEHHO BHYTPWU /IM30COM Ha nepudepun
LMTOMa3Mbl FenaToLuTOoB.

Mpn nporpeccvpoBaHUM pasBuMBaeTCs (MOPO3 MeueHW: B MEYEHOYHON TKaHM
BU3Ya/IM3NPYIOTCA  (DMOPO3HBbIE  THXKW,  OKPYXalolwime  [ONbKM  MeuveHn.  XKeneso
OTK/afblBAETCA TaKXKe B 3AMUTENIMN XKENYHbIX MPOTOKOB, KYM(epoBCKUX KNeTKax W B
(hMBPO3HbIX Meperopofkax. BocnanntenbHbIX KNETOK Maso, HO BblpaXeHa nponvdepaums
MENKMX OKeNYHbIX MPOTOKOB. Ha no3gHeid cTagum  3aboneBaHus  pas3BMBAETCS
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MaKpPOHOAYNSPHbLIA WM CMELIaHHbIA (MaKpo- M MUKPOHOAY/SAPHbINA) LMPPO3 NeYeHu.
OTNOXKEHWS XKenesa B COYeTaHWM ¢ PUGPO30M 06HAPYKMBAKOTCS Takke B MOKapae.

Knaccudmkaumst 1 npuynHbl pasBuT s BPO>KAEHHON neperpysku >kenesom (IMeTep
depeHcn, ABcTpust, 1998 1.).
1. BpoxaeHHblin HFE-accoumMmMpoBaHHbI/ reMoXpoMaros;
romo3uroTHocTtb no C282Y;
CMeLIaHHasA reteposurotTHocTb no  C282Y/ H63D.
2.  BpoxpaeHHbIi HFE-HeacCoLMMpPOBaHHLIA reMoXpoMaTos.
3. AyTOCOMHO-OMMWHaHTHbI reMoXpomMaros.
4.  HOBEHW/bHbIA FEMOXPOMATO3.
5. TlMeperpy3ka >ene3omM y HOBOPOX/EHHbIX (FeMOXPOMATO3 HOBOPOXAEHHOIO, UMK
HeoHaTa/lbHai reMOXpoMaTo3).
B gocTynHoli nnTepaType Mbl He Hawnm knaccudmkauum HI.

KnuHuyeckme nposisneHuss HIC. 3aboneBaHne HabnwogaeTcs Yy  HeAOHOLLUEHHbIX
(43,8%), pexe - y [OHOLUEHHbIX U MEPeHOLLEHHbIX HOBOPOXAEHHbIX, Y 50% MnafeHLeB
OTMeYaeTcs 3afepXkka BHYTPUYTPOOGHOro pas3sutua. Cpean poavTeneli NauMeHToB C
HeoHaTa/lbHbIM reMOXPOMATO30M POACTBEHHBLIX OPakoB He O0TMeyaetcs. OnucaHbl ciyyau
MOBTOPHOI0 pOXAeHWst eTeil ¢ HIM OfHOWA XEHWMHON OT pasHbiX OTLOB. CyllecTByeT
YyeTKoe ybexfaeHwe, UTO MaTepuUHCKMe aHTWUTena HecyT OTBETCTBEHHOCTb  3a
BHYTPUYTPOOHOe nospexzaeHue nedveHn [8]. MosTopHble cnydan HIM npu nocnegytoLmx
6epeMeHHOCTAX BbISBAAKTCA, MO pasHbIM MCTOYHWMKAM, B 25-90% cnydyaes. B 37,5%
CNy4aeB y maTepell B aHaMHe3e OTMEYaloTCs BbIKMABILIM MU CyYan MEePTBOPOXAEHUS C
HEYCTaHOB/IEHHOW  MPUYMHON  CMepTW. BepeMeHHOCTb MOXET ObITb  OC/I0XHEHA
MasioBOAVEM, BOASHKOW MALEHTbI, MHOTAA PEFUCTPUPYETCS MOAUTMAPaMHUOH. Junana3oH
Maccbl Tefla nNpu poxkaeHum coctaenseT 1520-4200 r. Y HOBOPOXAEHHbLIX Ma/ibYMKOB
naTosnorma ONUChIBAETCA B 2 pasa yalle, YeM Yy feBoueK. CUMNTOMbI 60/1€3HU OTMeYaroTes
B TeyeHWe 21 AHA nocne poxaeHus (MOXeT MaHW(eCcTUpoBaTh B MepBble Yacbl XKU3HU B
BME MO/ITHMEHOCHOMO Pa3BUTUSA NMEYEHOYHOW HEAOCTATOYHOCTM), PEXKE - B TEYEHUE MEPBLIX
Hepenb [3,5].

MepBble KMHWYECKME NPU3HAKU HecreLndunyHbL: BO3BYXIeHWEe, NIOX0e COCaHue,
runornmkemus, onurypus, B 40% cnyyaeB — HeoHaTa/lbHad >xentyxa. OHW MOTyT
HabnJaTbCA Kak B MepBble CYTKM XXM3HU, Tak 1 no3xe. HI MOXeET accoummpoBsathbes C:
MHOXXECTBEHHbIMW NOPOKamMu  pa3BuTKS; fenbta-4-3-okcuctepouns, 5-6eTa-pefykrasa
AenUMTOM; BHYTPUYTPOOHOIM LMTOMEraioBMpPYCHOM WHGeKumeld, «amnion infection
syndrome»;  XpPOMOCOMHbLIMW  aHOManuaMu  (Tpucomua 18, Tpucomms 21); ¢
KapamoBacKyNapHbIMM aHoOManmnsMu (BPOXAeHHbIE MOPOKY cepAua, patent ductus venosus,
MeYyeHoYHass reMaHruoma); ¢ remaronoruyeckumu npobnemamm (Rh-HeCOBMECTUMOCTb,
ABO-HeCOBMECTUMOCTb, BPOXAEHHLIA reMonn3, aHTUOCHONMMUAHBIA CUHAPOM); C
MEKOHWabHbIM WEYCOM, FacTPOLUM3UCOM; C CUHAPOMaMK Manbgopmauuii, ¢ peHanbHbIM
TyOynspHbIM An3reHesncoM; ¢ hypocalvaria - BPOXAEHHOW TrUMNoniasvein YepenHbix
KOCTell; C BPOXAEHHbIM FeHepasM30BaHHbIM MUO(OPOMATO30M; C reModaroLuTapHbIM
CMHAPOMOM; C HEOHaTa/IbHOW runepdeHnNaNaHeMUeRn U peHanbHoWM Ty6ononatueit [3].

OnarHocTuka. Y mnageHues ¢ HI onpegenstoTcs NOBbLILEHHbIA YPOBEHb eppuUTrHa
(142 r/n) n yBennuYeHmne HacbILEHHOCTM TpaHcdeppuHa (67-159%), CHMKEHHbIE YPOBHU
TpaHcteppuHa  (0,7-1,7 r/n). TloBbileHNe KOHUEHTpaumum C-peakTMBHOrO Gesika
oTMeuaeTca y 20%; y 63% nauneHTOB NOBbILLEHbI YPOBHWN acnapTatammHoTpaHchepasbl
(ACT) (82-560 Epg/n) n anaHMHamuHoTpaHctepassl (AJTT) (40-683 Ea/n). CofepxkaHue
6enka CHWKEeHO B cpefHem 0 26 mr/gn. MpusHaku runokoarynaumm (MpoTpoM6MHOBOE
Bpems - 0-53%). Y 87,5 % pfeTeit Habntogaetcsi runepamoHnemus (60-341 mmonb/n) ¢
KMHUYECKMMU CUMMNTOMAaMM NeYeHOYHOR sHUedanonatum [7].

Y 87,5% 0TMeyaeTcs 3Ha4MTe/bHbIA CuAepo3 renatoumToB; y 25-60% MnageHUeB —
[OMNOMHUTE/bHOE AENOHNPOBaHNE XXese3a B CIIOHHBIX XKenesax, NompKenyA04HON Xenese 1
cepaue [9, 10].
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PucyHok 1 - MNeyeHb 60MbHOMO reMoXpoma-To30M
npuobpeTaeT YepHblli LBET M3-3a CKOMNEHUS B
Hell remocueprHa

PucyHok 2 - B 6uonTaTe NOAXKeNyA04HOi
>Kenesbl BM3ya/n3npytoTCa rpaHynbl
reMocuieprHa KOpMYHeBOro LseTa

PucyHok 3 - bBuonTaT neyeHn 6GONbHOrO
reMoxpomMaTo30M (nocne OKpaLL1BaHus
no Mepncy, GepAMHCKOIA nasypbio):

BU3ya/M3NPYIOTCA  OT/IOXKEHWs  >Kenesa B
renaToLuTax (CUHEro LpeTa)

PucyHok 4 - buonTaT MMUOKapha nauueHTa C
reMoxpomaTo30M: BU3yann3upyoTCa
VHTEPCTULMabHbIA  (IMBpP03 1N OTNO>XKEHNS
remocugepnHa (KopuyHeBoro LBeTa)

PucyHok 5 - OTNOXKeHUs >Kenesa B CMIOHHOM
>Kenese (okpaluvsaHwe o lMepncy)

PucyHok 6 - AxcuasibHas MarHmTOo-pesoHaHcHas
Tomorpadus BEpPXHeli yacTu >K1BOTA
[LeMOHCTpUpyeT Anddy3HOe NopadkeHne neyeHn B
BALE MNOTepu CcurHana (CnnowHas CTpPenka),
06yCnoBNEHHOE  OT/IOXKEHMEM  >Kenesa  Npw
remoxpomaTose. CeneseHka HopmanbHas  6e3
noTepu CUrHana, 4TO WCKIOYaeT U30bITOYHOE
OTNOXKeHWe >Kenesa (MYHKTWPHasA CTpenka).
HopmanbHassh  MHTEHCMBHOCTbL  CWrHana  OT
NOJ>KENyLOYHOI >Kenesbl UCKMYaeT reMocuiepos
(ToueyHas cTpenka)
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B 25% cnyuyaeB guarHo3s yctaHaBnvBaeTcsi ¢ nomollbio MPT. Tpu 3TOM BbISIBAsSETCA
YBE/IMYEHHOE HaKOMJIEHVe Xefe3a B MeYeHn, NoYKax, NopKenyA04YHON xenese n cepLe.

IXoKI -KpuTepmmn remoxpomarosa:

1)  yBennueHWe TONLLMHBLI MEXOKENYAOUKOBOIN MEPeroposLky 1 3aaHeli CTEHKV NeBOr0
XenyfoukKa,;

2)  HOpPMabHbIA UM YBENYEHHbI pa3Mep SIEBOMO XeNya0uKa;

3)  [unatauums neBoro npeacepaus;

4)  rnepTpodmMA 1 Aunataums NpaBoro Xenyaouka;

5)  neroyHas runepTeH3us.

[JwnarHo3 HI™ 6asmpyeTcs Ha Ha/IMYMW HeOHATa/IbHOW MeYeHOYHOW HeJ0CTaTOYHOCTU B
accoumaLn He MeHee YeM C ABYMS CefyoLWmMMn Haxoakamu [7]:

—  CeMeliHblA aHaMHe3 W/WaM npeHaTa/bHbIA aHaMHe3 (0NMFo-NOAUMMAPAMHIOH,
BOZAHKa NNaLeHTbl, 3aJepXKa BHYTPMYTPOGHOr0 passuTus);

—  BbICOKWI YPOBEHb (heppuTUHA B CbIBOPOTKE KpoBM (A0 142 r/n);

—  TUCTOMOTMYECKME W3MeHEHMS (BK/MOYeHWs [lepnca), CBWAETENLCTBYIOLME O
BHEMeYeHOYHOM AeNOHMPOBaHWN Xenesa (AMarHOCTUYECKUA KpuTepuii — AenoHUpoBaHWe
€ro B C/IOHHBIX >efesax) C OTCYTCTBMEM €ro B KAeTKax PeTUKYN03HA0TeNnanbHOM
CUCTEMBI;

—  MPT-np13Hakn NOBbILLEHHOTO COAEPXaHWs Xenesa B [pYyrux opraHax, Kpome
MeyeHu.

JNeuyeHne. KomnnekcHoe nedveHvie BKtOYaeT aedieppokcaMuH (30-40 MI/Kr B A€Hb),
ButTammH E (20 wmr/kr B fgeHb), ceneH (3 r/kr B fAeHb) MU
N-auetunumctemH (3 x 50 Mr/Kr B fAeHb) - aHTMOKCWAAHTHbIA KoOKTelnb [9].
APPeKTNBHOIO NeYeHUs HeOHaTalbHOTO FEMOXPOMaTo3a He cyllecTByeT. MpumeHseMas
MeAVMKaMEeHTO3Hasd Tepanus Ha CerofHsWwHuiA geHb ManoadektusHa (6onee 80%
MNafeHLEB NornobatoT B nepsble AHW XXU3HM). OpTOTONMYECKas TPaHCMIaHTaLMA NevyeHu
(Mpn gaHHOW natonorMn Bnepsble MpuMeHeHa B 2005 rogy) conpsbkeHa CO MHOTMMM
TPYAHOCTSMU (B NEPBYIO O4epefpb, 3TO CBA3aHO CO C/IOXHOCTLIO Mogbopa TpaHcniaHTaHTa
B MaKCMMaslbHO CXXaTble CPOKM). Takum 06pa3om, He06X0AMMO W3bICKMBATb NyTW 6Gosnee
3(PPeKTMBHOTO MELMKAMEHTO3HOIO JleveHMsi. YactoTa BbDKMBaHMS MaLMEHTOB MOC/e
OPTOTOMMYECKOW TpaHcnaHTaumm nedenn ¢ HIC ctapwe 1 roga coctasnseT 75%, nocne 2
net - 69,2%. [0 5 neT foXMBarOT 0K010 60% NpooneprpoBaHHbIX MAadeHLes [6, 7, 10].

MpodmnakTrKa. Tepanusa, HamnpasfeHHasa Ha KOPPEKUMI0O UMMYHHbIX MeXaHU3MOB
3a60/1eBaHMA, MOXET NpedoTBpaTUTL 60M1e3Hb BHYTPUYTPOOHO WM CMocO6CTBOBATHL
yAyuLLeHuo TeyeHus 7 MporHosy ee MocTHaTaibHo.
B KauecTBe aHTeHaTa/lbHOro fieveHms HIT 060CHOBbLIBaETCA BHYTPUBEHHOE BBEAEHWE
BbICOKMX [03 UMMYHOr/N06y/IMHA GepEMEHHbBIM JKEHLLMHAM, UMEIOLMM PUCK POXAEHWS
pebeHka ¢ HI" [6,8].

MpuBogMM cobCTBEHHOE HAabNOAEHNE.

PebeHok P., Manbuuk, popunca ot Il 6GepemeHHocTW, |l CpPOYHbIX POAOB
(I 6epemeHHOCTb 7 neT Hasaf - pofdpl, pebeHok 340poB; |l GepemeHHOCTb 2 rofa Hasaf —
BbIKMAbILL B 16 Hefenb rectaumu). Ha yyeTe »xeHLmHa coctosna ¢ 12 Hegenb 6epemMeHHOCTH
B CefbCKOW Y4acTKOBON 60MbHULE. BepeMeHHOCTb MpoTekana Ha (hOHe aHeMWU NIerkoin
cTeneHu, anddy3Horo 306a | cTeneHu, He3HauUNTeNbHOW apTepuabHOW runepTeHsun Ha 31-i
n 36-40-n Hegenax — 130/80 mm pT.CcT. B 37 Hegenb AMarHOCTUMPOBaH YMEPEHHbIN
NoAMruapaMHuoH. Y3 xeHLimHa npoxoauna Ha 12, 23 Hegene 6epeMeHHOCTM (MaTonorum
He BbISIB/IEHO); 3aKtoveHne Y3W B cpoke rectaumm 32-33 Hefenu: MaTepUHCKO-MN00Boe
nHLMpoBaHve. BepemeHHas 06cnegoBaHa Ha TORCH — MH(eKUMM (MON0XUTENbHBIA TecT
Ha LIMB «++»). HacneaCTBeHHbI aHaMHES XKEHLLMHbBI HE OTArOLLIEH.

Pogbl B 40 Hepenb rectaumv B pofawnibHoM otgeneduun LIPB. [dnutenbHocTb pofos: |
nepuog — 5 yvacos, Il nepuog — 30 muHyT, Il nepmog — 5 muHyT. OKOMIONIOAHBIE BOAbI
CBET/IblE.
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Macca pebeHka npu poxaeHun 3550 r, AnnMHa - 53 CM, OKPY>XHOCTb r0/10Bbl 35 CM,
OKPY>XHOCTb rpyau - 34 cm. OueHka Mo wkane Anrap - 9-10 6annos. MNMpeaBapuTebHbIN
[varHo3 — 340poB. MpuoxKeH K rpyAn B POAWIbHOM 3aU1e, Yepes 2 yaca rnepesefeH B nanarty
L1151 COBMECTHOTO NpebbiBaHMs C MaMOi.

Uepes 16 4acoB nocne poXAeHWS COCTOSHWME YXYALIWIOCH: OTKa3 OT  rpyau,
6ecrnokoincTBo, peoTa. KiMHUYecKuii aHau3 KpoBM — BO3pacTHas Hopma. OTmevanachb
runornMkemus. Pe6eHoK 0CMOTPEH HEOHATOIOrOM. [JMarHos - runoKCUYeCKM-NLEMUYECKOE
nopaxeHue LIHC cpefiHein cTeneHW TsHKECTW, OCTPbIA nepuof. ATpesus ypeTpbl? Pe6eHoK
Obln nMepeBedeH B OTAeNeHWE MATONOrMM  HOBOPOXAEHHbIX 00MaCTHOW  KNMHWUYECKON
60/bHULBI, OTKYZA B CBA3W C YXY[ALIEHWEM COCTOSHWA (HEBPOOTrMYecKas CUMMTOMATUKA,
JbIXaTeNbHble PAcCTPOICTBA) Yepes 2 Yaca nepeBeseH B OTAENEHNE UHTEHCUBHOW Tepanuu u
peaHyMaLmn HOBOPOXKAEHHbIX.

PeGeHOK 06cnieqoBaH N1abopaTOpHO U KAMHUYECKW: KAMHUYECKMA U BMOXMMUYECKNME
aHanmsbl KpoBM — 06e3 0COBEHHOCTE; NpU  HeMpPOCOHOrpaduueckom 06CcneaoBaHUN
MaTofiornm He BbiBNEHO; Y3 opraHoB GpPHOLLHOM NOMOCTY U 3a6PIOLLMHHOIO MNPOCTPaHCTBa
— 6e3 nartofiormy, YypoaMHaMMKa He HapylleHa; axokapauorpagus — 6e3 naTosoruu.
HOBOPOX/AEHHBI KOHCY/NbTUPOBAH HEBPOSIOrOM W OKYIUCTOM. K/MHUYECKMiA AguarHos -
FMNOKCUYECKU-MLLEMMYECKOe MopakeHne LIHC, ocTpblii nmeprog, TsKenoe TeueHue,
CVMHAPOM LiepebpasibHO BO36YAMMOCTH, CUHAPOM BEreTo-BucLEepasibHbIX paccTpolicts, CAP
NerKovi CTeneHu.

MnageHeL, nonyyan CUMNTOMATUYECKOE NeYeHue.

B OTAeneHWW WHTEHCMBHOW Tepanuu Haxoguncs 3 [HS, MOocne YAydlleHus W
cTabunmsaumm cocTosHUs Bbl1 CHOBA MNepeBefieH B OTAEe/EHWe MATONOMMN HOBOPOXAEHHDIX.
Bblno BOCCTAHOB/IEHO TPYAHOE BCKapMVBaHWE, OTMevanachb MOMOXMUTENbHaA AWHAMUKA
macchl Tena. Yepes 4 gHs (B Bo3pacTe 8 CyTOK) B YA0BNETBOPUTESIBHOM COCTOSHWW BbINMcaH
fjomoii. Macca Tena coctasnsna 3750 r. Haxogwunca Ha rpygHOM BCKapMAMBaHWK, MO
HabMIo4EHNEM MaTPOHAXKHOM MepacecTpbl. Yepes 3 AHA Nocie BbINUCKW U3 CTauyvoHapa
pebeHoK Oblfl OCMOTPEH MNeAMaTpoM — COCTOSHWE YAOBMeTBOPUTEbHOE, Macca Tena 3750r
(oedmumt Mmaccol Tena 100Tr). [JaHbl peKOMeHAAUMW MO YXO4Y W BCKapM/IMBAHMIO
HOBOPOXJEHHOT 0.

B Bo3pacTe 18 CYyTOK BHe3arnmHO YXYALIWIOCL COCTOSHWE MabumKa: CTan BASbIM,
anaTu4HbIM, MepecTan cocaTb FPyAb U pearnpoBath Ha pasgpaxunTeni. Kakux-nnoo npuynH
L7191 yXYALIEHWS COCTOSIHUSA Mama He oTMevaa.

3a MeAMUMHCKOM MOMOLLb0 MaTb obpaTwiack 4epe3 12 4yacoB nocne CAy4ymBLUErocs
(MawwmHoin «CKopoii nomoly» pebeHOK 6bll  JOCTaBfeH B CEMbCKYKD Y4aCTKOBYHO
60/bHULY). CocTosHMe 6blNo pacLeHeHO Kak KpaiHe Tskenoe, Oblfa Bbi3BaHa Bble3AHas
peaHMMaLOHHas HeoHaTonoruveckas 6puraga. Mpy OCMOTpPe HEOHATO/IOTOM Bble3AHOM
6puragbl COCTOSHME PacLEHEHO KaK arOHa/IbHOE: AbIXaHne OTCYTCTBYET, KOXa U CM3NCTbIe
LIMaHOTUYHBI, TOHbI cepaua rayxue, YUCC - 15-20 B MuHyTy, SaO, — o 25%. [llocne
MPOBEAEHHBIX PEaHNMALMOHHBLIX MEPOMNPUATUIA B PEXWUME WCKYCCTBEHHOI BEHTUNALMM
Nerknx pebeHoK Obin JOCTaBfieH B OTAENEHWE WHTEHCMBHOA Tepanuu W peaHuMaumu
HOBOPOX/EHHBIX C [AMarHO30M «ArOHa/lbHOe COCTOAHMe». Yepes 5 MuHYT nocne
rocnuTanM3auuyM HacTynuia OCTaHOBKa CepAaua, peaHVMMauvoHHble Mepbl B TeueHue 10
MUHYT 3thheKTa He fanu.

3aK/THUNTENbHBIN KMHWYECKUIA AMarHO3:

OcHoBHO: BpoxaeHHas WHeKUMs wanm  napasutapHas 60ne3Hb, HeyTOUYHeHHas?
LlepebpasibHas koma HOBOPOXEHHOr0?

OcCnoXHeHVe 0OCHOBHOTO AuarHo3a: CepfeyHo-NneroyHas HeoCTaTO4YHOCTb.

MaTonoroaHaTOMMYeCKUiA AUarHo3:

KoM61HMpoBaHHOEe OCHOBHOE 3a00/1EBaHUE:

1. BpoxAeHHbIi MOPOK CepALa: YaCTUYHBIA aHOMaJTbHbIN APeHaX SIErOYHbIX BEH.

2. ['emoxpomaro3 HOBOPOXAEHHOTO.

OcnoxkHeHWs:: BblpaXkeHHOe 3aCTOMHOE MOMHOKPOBME M LMAHOTMYECKas WHAypaums
BHYTPEHHWUX OPraHOB — MEYEHW, MOYeK, CeneseHKW, serkvx. epunopTanbHblii hrbpos
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neyeHn ¢ nponudepaTUBHLIMK M3MeHeHMAMU. CnieHoMeranms. MacCyBHOe KpOBOM3NUSHIE
B MpaBblii HagnoveyHUk. OTeK Nerkux, AunataumoHHas rmnepTpodus npaBoro npeacepaus.
OcTpasi cepae4HO-cocyancTas HefJOCTaTO4YHOCTb.

MaKkpOoCKONMYeCK: MeyeHb C OTTEHKOM «pXaBoro» upeta; macca — 200 T;
rOpU30HTa/IbHbIN pasmep (aamMHa) — 12,5 cM, BepTHKa/bHbIA pasmep — 7,2 CM, TOMLLMHA — 3 CM.

'McTonormyeckoe nccnefoBaHme (OKpawuvBaHue no Mepncy):

1) neyeHb — TemMOCMAEPVH B BUAE 3ePHUCTbIX BK/KOYEHUIA B  renaTouuTax
nepugepnyuecknx fonek, anddysHoe yeenmyeHme rUOpo3HOM TKaHW, HaKOMNIEHUS XKenesa B
nepunopTaNbHbIX KNETKax;

2) MWOKapL -  WHTEPCTMUMa/bHbIA  (mbpo3,  Audpy3HbIi  FeMocKaepo3
KapAMOMMOLMTOB.

O6Cy>KaeHMEe KIIMHUYECKOTO cydast. AHOMa/bHbIM ApeHaX NerovHbIx BeH (ALS1B) —
MOPOK, MPU KOTOPOM BCe (TOTabHbIA) WU OTAENbHblE (YaCTUYHbBIA) NIEroYHbIE BEHbI
BMajaloT B MpaBoe MPefCepAve WM Mosble BeHbl, Bedywe K Hemy. HapyuleHve
remognmHamukn npu AQJIB onpefenseTtca 4YMc/OM aHOMalbHO [APEeHVPYIOLUMXCA BeH,
BE/IMYMHOMA NEBOMPaBOro LUyHTa M pasMepaMu AedieKTa MeXrpeacepAHOn Neperopoaku,
COMYTCTBYIOLLMMU NOpPOKaMK cepaua. Ecnm apeHvpyeTcs OfHa flero4Has BeHa U HET
JetheKTa MeXnpencepaHoli Meperopofku, MOPOK OcTaeTcs 6eccumnTomHbIM. CepaeyHas
HEOCTaTOYHOCTb Pa3BMBaETCA Y €T 0UeHb PEAKO, 0ObIYHO, EC/IM aHOMA/TbHO APEHUPYETCA
6onee 50% neroyHbIX BeH. JleyeHue yacTuuHoro AZlJIB npoBOAWUTCA NMIaHOBO B Clyyae
NOSIB/IEHUs! CEPAEYHOM HEeA0CTaTOYHOCTM WM JIEFOYHON TUNEPTEH3NKM, KakK Mpaswsio, Mnocne
6 Mec. XX13HW.

Mpn neperpyske opraHu3Ma M/oja >ene3oM BO3pacTaeT CKOPOCTb MEPEKMCHOrOo
OKUCNIEHUA IMMUZO0B, YTO MPUBOAWT K MOBPEXAEHUIO MeMOpPaHbl K/ETOYHbIX OpraHess, a
TaKKe CTUMY/IMPYETCS CMHTE3 KOJTareHa MnoLuMTaMm neveHn - KNeTkaMmu, 0TBETCTBEHHBIMM
332 CWHTE3 COEAMHUTENIbHON TKaHW. Ha paHHWMX cTagmsx >eneso 0O6HapyXWBaeTcs B
NEPUNOPTaNbHBLIX — KNETKax MapeHXMMbl, HECKO/IbKO MOKe B MEYEHOYUHOW  TKaHW
hopMmMpyHOTCS IMOPO3HbIE TSHKW, OKPYXKatoLMe AONbKU NeYeHn. XKeneso OTKIafblBaeTcs
TaKKe B 3MNUTEIUM HKENYHbIX MNPOTOKOB, B KyM(EPOBCKUX KETKax W  (rU6PO3HbIX
neperopogkax. OTNOXEHNS Xene3a B COHETaHNM ¢ (rbPO30M 0OHaPYKMBAKOTCA B M1OKapSe.

Mbl cunTaem, 4TO OCHOBHbIM 3a00/€BaHVMEM B [aHHOM Cryvae 6bln  remoxpomaros
HOBOPOXJEHHOr0 (XOTA NaTo/I0r0aHaTOMUYECKOE 3aK/OUeHME OTPAXKaeT KOMBUHMPOBAHHOE
OCHOBHOE 3a60/1eBaHNE), KOTOPbINA, COrNACHO UCCneaoBaHUAM [3], MOXET accoLMMpPOBaTLCS C
BPOXAEHHLIMU MOPOKamu.

BbIBOAbI

1. Teperpyska >KenesoM Yy HOBOPOXAEHHbIX NpeACcTaBnsieT Ccoboii  pefkoe
3aboneBaHve, KOTOPOe Pas3BMBAETCA B MepuHaTasbHbIA MEpUod M 4acTo COMPOBOXKAAETCS
Npu3HaKamy LMppo3a MeyveHn 1 nopaxeHus cepaua. 3ToT CUHAPOM He MMeeT OTHOLUEHUS K
TMnuyHomy (HFE-accoummpoBaHHOMY) reMoxpomatosy. [epBUYHbIA  GUOXMMUYECKUIA
[lethexT B ;AHHOM C/ly4ae Hen3BeCTeH.

2. [lpegnonaraetcd, 4T0 MHOrve cnydam HI  06ycnoBneHbl  MaTepPUHCKUM
NOUMMYHMTETOM, HanpaB/ieHHbIM Ha MeYveHb Noja.

3. PaHHee neyeHve aHTWOKCUAAHTAMW W TpAHCMMAHTaLWS MeYeHW B [OMONHEHMe K
ONTUMANbHOMY MEAMLMHCKOMY OOCMY>XMBAHWIO MOTYT MNPUBECTU K  6G1aronpusTHOMY
pesynbTarty.

4. HI - peakas 60ne3Hb, HO B TO XXe BPeMs 3TO camasi YyacTasi MpuUynHa neveHoUHON
HELOCTaTOYHOCTY W MOKa3aHWi 4ns TPaHCMIaHTaLymn NeYeHN Y HOBOPOXKAEHHbIX.

5. )KeHLIMHaM Npy NOBTOPHOW GepeMeHHOCTW C OTArOLEHHbLIM aHamHe3oMm no HI
rokasaHa MMYHOMOZY/IMPYIOLLLAs Tepanus.
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SUMMARY
THE CLINICAL CASE OF NEONATAL HAEMOCHROMATOSIS IN NEWBORN

V.E. Markevich, E.K. Redko, A.N. Loboda
Medical Institute of Sumy State University, Sumy

The medical case of neonatal haemochromatosis (NH) is described in the article.

NH is a rare syndrome in which congenital cirrhosis or fulminant hepatitis in early infancy is associated with
marked iron deposition in the liver and extrahepatic tissues. Neonatal hemochromatosis is not associated with
genetic defects of known genes associated with iron metabolism. There is strong indication that maternal
antibodies participate in fetal liver injury. NH is the most frequent reason of hepatic insufficiency and indication
for transplantation of liver at newborns. Intravenous introduction of high doses of immunoglobulin to the
expectant mothers which have a risk to bring a baby with NH is antenatal treatment of NH.

Key words: newborn, haemochromatosis, iron.
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