. U. I'onuapux
HacaeacrBeHHBIH reMOXpoOMaTO3
bBenopycckuti 2ocyoapcmeennvlii MeOUyUHCKULL yHu8epcumem

[TpuBeneHsI cBeIEHUS O HACIEICTBEHHOM reMOXpOMAaTO3€, €ro SIHAEMHUOIOTHH,
ATHOJIOTHH, TTATOTE€HE3€e, TAaTOMOP(OIOTHH, KITMHUYECKON KapTHHE, TUArHO3Y,
nuddepeHnranTbHOMY JUArHo3y, MPOrHO3Y, JICYEHUIO U MPO(PHUIIaKTHKE.

KiroueBble cJji0Ba: HACIIEICTBEHHBIN TEMOXPOMATO3, MATOTHE3, KIMHHKA,
AMAarHOCTHKA, JICUCHHE.

['emoxpoMaTo3 — 3T0 U30BITOYHOE HAKOTICHHUE JKelie3a B opranmsme. K cuaapomam
M30BITOYHOTO HAKOTIICHUS JKeJie3a OTHOCSITCS: HaCIEACTBEHHBII TeMOXpPOMaTo3,
npruoOpeTEHHBIN TeMOXpoMaTo3 (BTOpUYHAsI Meperpy3Ka )KeJae30M) U MapeHTepaIbHbBIN
reMoxpomaro3 (mapeHTepaibHas Ieperpy3ka Keuae30M).

Hacnencteennsiii (BpoxaéuHublil) remoxpomatos (HI')-ayTrocoMHO-perieccuBHOE
HapylIeHre oOMeHa BEIIeCTB, MPH KOTOPOM HAOJII0AaeTCs YCHIEHHOE BCAChIBAHHE JKee3a B
KUIIEYHUKE Ha MPOTSKEHUH MHOTHUX JIeT. [Ipu 9TOM IPOUCXOANT OTIOKEHUE €ro B
MapeHXUMATO3HBIX KIIETKaX MEeUeHH, CepAIa, MOIKETYA0YHON KeNe3bl U SHIOKPUHHBIX
OpraHoB. B TkaHsSX HaKamInBaeTcsl N30BITOYHOE KOTUIECTBO JKele3a, KOTOPOE MOKET
nocturath 20-60 r u 6onee (Hopma 4-51). Eciiu B opranu3me exeTHEBHO OyeT
3aJIEP>KUBATHCA 10 S MT IOTPeOIsIeMOro ¢ MUIeH xene3a, To s HakorieHus 50 T
notpedyercs okoJio 28 JerT.

VY ManueHToB ¢ MPHOOPETEHHBIM (BTOPHYHBIM) T€MOXPOMATO30M YCHUIICHHOE
BCACBIBAHHE KeJle3a U3 JKeITyJOUYHO-KHIIEYHOTO TPAaKTa 00YCIOBICHO HATMYUEM KaKOTo-
60 ¢oHoBOro 3ab0neBanus. [Ipu 7ToM N30BITOYHOE HAKOIIJICHUE KeJIe3a B OpraHu3Me
BTOPUYHO IO OTHOIICHHUIO K HEKOTOPHIM HATOJIOTHYECKHM MPOIIeccaM, TAKUM Kak
Hed(PEeKTUBHBIN FPUTPOIIOI3, XPOHUUECKHE 3a00I€BaHMsI TICYEHU U, PEAKO, U30BITOUHBIN
NpHUEM KeJie3a B JIEUEOHBIX IEeJIsX.

[TapeHTepanbHBIi TEMOXPOMATO3 PA3BUBACTCS Y MAIIHEHTOB, KOTOPHIM BBOAUTCS
U30BITOYHOE KOJUYECTBO XKeJie3a MapeHTepalibHO (P MepeIMBAaHIH SPUTPOIIUTAPHON
MAacChI WM JKele3a ¢ IEKCTPAHOM). BOJIbHBIM € TSDKEIOW TMITOIIACTHICCKOM aHeMueH
HEPEIKO TpeOyeTcs mepeauBaHie SPUTPOIIUTAPHON MACCHI, OJTHAKO CITYCTS KaKOe-TO BpeMs
y HUX B OpraHu3Me IpOUCXOJUT N30bITOYHOE HaKoIUIeHHe kene3a. K coxanenuto, B
OTIENBHBIX CIyYasiX Bpauu Ha3HAYAIOT HHBEKIIMU KeJle3a C JJEKCTPAaHOM MallueHTaM,
aHeMHsl Y KOTOPBIX 00YCIIOBIIEHa OTHIOAB HE €T0 AeUIIUTOM, B pe3yiibTaTe 4Yero OOIbHbIE
KakK ObI «IeperpyxXaroTcs» xene3oM. [lapeHTepanbHbIli TeMOXpOMATO3 BCETa HOCUT
ATPOreHHbIN Xapaktep. Eciiv nauuenTaM JeiCTBUTEIBHO TPEOYIOTCS HEOTHOKPATHBIE
TpaHchy3uK SPUTPOLIUTAPHON MacChl (IPU OTCYTCTBHM IMOTEPH KPOBH), UM ClieAyeT (I1s
npoUIAKTUKN HAKOTUICHUS Kelle3a B OpraHu3Me B M30BITOUHBIX TOKCHUHBIX
KOHIICHTPAIUSIX) BBOJIUTH MPEIapaThl, 00pa3yroIIue C KeJIe30M XCIATHbIE COSTMHEHHSI.

Onuaemuonorus. Yacrora rena HI' cpeau Bcero HaceneHust coctaBisieT mpuMepHo 9%.
Yacrora MOHO3UTOTOHOTO HOCUTeNbecTBa paBHa 0,45% (2,3). DTo mokaspIBaeT, uTo, B
OTJIHMYKE OT MPEXHUX npeacrapieHnii, HI' oTHocuTcs Kk yucity 4acThIX HACIEACTBEHHO
0OyCIJIOBJIEHHBIX HAapyILIEeHU oOMeHa BeliecTB. MaHudecTHbie POpMbI MOPaKEHUS IEYECHH,
cesa3anHoro ¢ HI', BctpeuaroTcst cpequ Beero Hacenenus 2 ciydast Ha 1000 sxurteneid.
[Mpeobnanarommii Bo3pact — 50-60 net. [Ipeobaanaroniuii moi — myxckoit (8:1).
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Otuonorus. Pe3ynbTaThl FTEHETHUYECKUX UCCIIEIOBAHUMN CBUIETENBCTBYIOT, UTO
nedextHblil reH HI™ nokanusyercst Ha KOpOTKOM 1uieue 6-0if XxpoMocoMbl. OH KOAUPYET
TpaHCMEMOPAHHBIN TJIMKOMPOTEHH MO CBOEMY CTPOEHHUIO CXOIHBIN C MOJIEKYJISIPHBIM
KOMILJIEKCOM THcTOocoBMecTUMOCTH || kitacca. B rene oOHapykeHa ToueuHas MyTalus B
BU/IE 3aMEHbI I'yaHWHA B MPOU3BOAUMOM MOJUIENTUAEC THPOZUHOM B aMUHOKHUCIIOTHOM
nocienoBarebHOCTH Ha 282-M Mecte (MyTarus C282Y). Y roMo3uror MyTHpPOBABIIUH T'eH
NPUBOJUT K U3MEHEHHUIO ap(pUHUTETA PELIENTOPOB TpaHC(heppruHa K CBOEMY JIMTAHAY
(TpancheppuHy), 4TO BICUET 32 OO0 M30BITOUHOE HAKOIUICHHUE XKeJle3a BHYTPU KICTKH.
Opnako He kaxzaas mytauus C282Y B 00s3aTeNbHOM MOPSIIKE COMPOBOXKIAETCA
M30BITOYHBIM HAKOIIJICHUEM JKejie3a, 0COOCHHO Y MOJIOBIX JKSHIITUH 10 MeHomay3bl (1, 2, 3)

[Ipu 0OHapy’KEHNHU Te€TEPO3UTOTHOCTH BEPOSTHOCTh PA3BUTHUS MIEPETPY3KH JKEIE30M
kpaitie maina (oxoiso 4%). OHaKO B ClIy4ae HOCHUTEIILCTBA JIPYTHE OPAKEHUSI IEYCHH,
Harpumep renatut C, MOTYT IPOTEKATh TAXKENee U Eperpy3Ka Kene3oM MNeUeHU, XOTs U
3HAYUTEIBHO MEHbILIAs, YeM NpH KiruHudeckoM HI', MokeT oTpuuatenbHo BIUSITH Ha
TE€YeHHEe OCHOBHOTI'O 3a00J1€BaHus U, BO3MOXHO, Ha OTBET Ha JIEYCHHE.

B cnyyasix mo3aHel koxxHOM nopdupuw, JieueHUe KOTOPOH J0 HACTOSIIIIETO BpEeMEHHU
MIPOBOJUTCS C TOMOIIBIO KPOBOIYCKAHUM, TaKXKe YacTo oOHapyxuBaeTcs mytanus C282Y
(3, 4).

[Tarorenes. Tunuunas eBporneickas quera coaepxut npumepro 1-20 mr xenesa (B
OCHOBHOM B COCTaBE€ COCIMHEHUH, COIEPIKAIINX KENe30). 32 CYyTKUA B HOPME U3 KEIyT0UHO-
KUIIEYHOTO TPaKTa BcackiBaeTcs okoio 1-2 mr kene3a (1.e. 10% oT mocTynuBIIETo ¢ MUIIEH
U MIATHEM) U TAKOE JK€ KOJIMYECTBO BBIBOJUTCS M3 OpraHu3Ma. Y OOJBHBIX C AeHUITUTOM
xenes3a, HI' niam HeapheKTUBHBIM 3pUTPONIO330M KOJIMYECTBO BCACHIBAEMOTI0 XKeje3a
yBeJIU4MBaeTcs 10 3-6 Mr/cyTku. BcackiBaHUE MPOUCXOANUT B BEPXHHUX OT/IEIAX TOHKOM
KHILIKH U SBISIETCS] aKTUBHBIM MTPOLIECCOM, IPH KOTOPOM >KEJI€30 MOKET MEPEHOCUTHCS TaKe
MPOTUB IrpaiIieHTa KOHLeHTpauuu. OJHaKO MEXaHU3MbI IIEpEHOCa HEM3BECTHBI. B KieTkax
CIIM3UCTON 00OJIOUKH JKEJIe30 HAaXOAUTCA B IUTO301€. HexoTopas ero yacTh CBA3BIBACTCS U
XpaHUTCA B BUJI€ (PeppUTHHA, KOTOPBId BIIOCIEACTBUN UCIIOJIB3YETCS, INOO TEPSETCS B
pe3ysbTaTe CayluBaHus KIeToK. YacTk xkenes3a, npelHa3HaueHHas 1Ji1 MeTadon3Ma B
APYTUX TKAHIX, IEPEHOCUTCS Yepe3 MeMOpaHy KJIeTKU (MeXaHW3M HE U3y4YeH) U
CBSI3BIBACTCS C TPAHC(HEPPUHOM — OCHOBHBIM TPAHCIIOPTHBIM OEITKOM JKee3a B Kposu (3, 6,
7).

Tpancdeppun sBAsSETCS MIUKONPOTEMHOM, CHHTE3UPYEMBIM B OCHOBHOM B IeueHu. B
HOpMeE TpaHC(EpPPHUH HACHIIEH JKEJIe30M MIPUMEPHO Ha TpeTh. Dusnosoruyeckoe
MOTJIOLIEHUE Keje3a PETUKYJIOIUTAMU U TeNaTOUUTaMU 3aBUCUT OT PELENTOPOB
TpaHcepprUHa Ha KIIETOYHON MOBEPXHOCTH, KOTOPBIE 00J1a1al0T CPOICTBOM
MPEUMYILECTBEHHO K TpaHC(hEeppHHY, CBA3aHHOMY C kesne3oM. KoMmiuieke xenes3a ¢
TpaHCc(EppPUHOM BXOJHUT BHYTPh KJIETKH, /i€ JKeIe30 BbIcBoOOkAaercs. [Ipu HackleHnn
KJIETKH YKeJIe30M KJIETOUHbIE pelenTopsl TpancheppuHa yraetatorcsa. Korga npoucxoaut
MOJIHOE HacChlllleHne TpaHcpeppuHa, Habmogaemoe npu HI', sxenezo nupkynupyer B
(dbopmax, He CBA3aHHBIX C TPaHC(HEPPUHOM, a B BUJIE COETUHEHUN C HU3KOMOJIEKYISIPHBIMU
xenatopamu. B Takoil popme kene30 JIETKO MOCTYNAeT B KJIETKH HE3aBUCUMO OT CTENIEHU
HACBIIICHUS UX jkee30M (6, 7).

B kiieTkax kene30 OTKIJIaJbIBaeTCs B BUJIE€ (peppuTHHA — KOMILIEKca Oeka
anodeppuTHHa c xeae3oM. B onHol Mmonekyne hepputuna Mmoxet HaxoauTbes 4500 atoMoB
xene3a. CKoIIeHus: pacnaBIIMXCsS MOJIEKYN eppUTHHA PEICTABISAIOT COOOM



reMOCHJIEpUH, KOTOPBI OKpalnuBaercs B rojiyooi uset peppounanuaoM. Komuuectso
reMocuepuHa yseanuusaercs npu HI'.

JlunodycurH, Ui TUITMEHT WU3HAIIMBAHUS, HAKAIIMBAETCS B CBSI3U C MEPErpy3Kon
xene3oM. OH UMEET JKeJITO-KOPUIHEBBIH 1IBET U HE COAEPKHUT xkene3a (5).

[leyeHb — OCHOBHOE MECTO XpaHEHHUS JKeJie3a, BCOCaBIIErocs B KuieyHuke. [lpu ero
MpeIeIbHOM HACBIIIEHUH KEJNe30 OTKIIAbIBACTCS B APYTHX OpraHax, BKIOYas allMHApHbIE
KJIETKH MOXKENyI0YHOM JKeJe3bl, MUOKap/ia, MPUBOASAIICH CUCTEMbI cep/lia, epeaHe
nonu runodusa. [Ipu xpoHnyeckoi neperpy3ke Opranu3mMa Kejiae3oM YCUIUBAETCS CKOPOCTh
NEPEKUCHOTO OKUCIICHUS JIMMKIOB, BXOIAIIUX B COCTaB KOMIIOHEHTOB KJIETOK, TAKUX Kak
MeMOpaHbl OpraHesul. Y BeTMYeHHe CKOPOCTU EPEKUCHOTO OKUCIICHHUS JIMMU0B IPUBOIUT
K MOBPEXICHHIO opraHesyi. Kpome Toro, CTMyJInpyeTcsi CAHTE3 KOJUIareHa JUHIOLUTaMU
MEYEHHU — KJIETKAMH, OTBETCTBEHHBIMU 32 CUHTE3 COE€IMHUTEIBLHON TKaHU.

310ynoTpedIeHNE AJIKOI0JIEM MOXKET YCKOPUTh HAKOIIEHUE JKEJIe3a Yy JIMII,
reHeTruuecku npeapacnonaoxeHubix kK HI'. YV 6onbubix ¢ HI' ynorpebnenue ankoross
YTSDKEISIET Mmopaxenue neueHu (5).

[TaTomopdonorus. I'ie 6b1 HM OTKIAABIBATIOCH 5KEJI€30, OHO BBI3BIBAET PEAKLIMIO TKAHU
B BuJie (hrOpo3a. B nmeyeHn Ha paHHUX CTAIUSIX MOXKET OTMEYAThCsl TOJIbKO (prOpo3
MOPTAJIbHBIX 30H C OTJIOKEHHUEM JKeJle3a B EPUIIOPTAIbHBIX FeNaTOUTaX U, B MEHbIIEH
crenieHy, B kieTkax Kyngepa. 3arem puOpo3HbI€ CeNThl OKPYXalOT IPYIIIbI 10K U y3J10B
HEenpaBUWIbLHOU (POpMBI. ApXUTEKTOHMKA MEYEHN YACTUYHO coxpaHeHa. [lepBoHayaibHO
pa3BuBaeTcs (uOpO3 MEeUeHH, a B MOCIEAYIOUIEM — MUKPOHOAYJISIPHBIA LUPPO3, C
BO3MOXHOU TpaHc(hopmanuei B IEpBUYHBIN pak rneueHu. JKupoBble U3BMEHEHUS
HexapakTepHsl (3).

B nomxenyno4uHoi jkesne3e BhIABIAIOTCS GUOPO3 U IereHepalys HapeHXUMBI C
OTJIO’KEHHMEM JKeJie3a B allMHAPHBIX KJIeTKaX, Makpodarax, ocTpoBkax JlaHrepraHnca u B
¢hubpo3HOI TKAHMU.

BripaskeHHbIE N3BMEHEHHS pa3BUBAIOTCS B MBIIIILIE CEP/La, B BOJIOKHAX KOTOPOU
OTMEUAIOTCs CKOTUICHHUS JKeie30coiepxKaIiero nurmenTa. Yacro nadmatogaercs
CKJIEPO3HPOBAaHNE KOPOHAPHBIX apTePUil.

ATpodus 3nuaepMruca MOXET BbI3BaTh 3HAUUTEIbHOE UICTOHYEHUE KOXKHU. XapaKTEPHO
MOBBILLIEHUE CO/IEpKAaHUS MEJaHUHA B 0a3aJIbHOM CIIOE.

OTtnoxenue xene3a U GUOPO3 BBISABISAIOTCS B SHAOKPUHHBIX JKEJI€3aX: B KOpe
HAJNIOYEYHUKOB, NIEPEeAHeH /10Jie TMIodu3a U B IIUTOBUAHON kene3e. AMUKH UMEIOT
He0OJIbIINE pa3MePhl U MATKYIO KOHCUCTEHIIMIO, MHTEPCTULIMATbHBIN (UOpPO3, B CTEHKaX
KaWUISIPOB OOHAPYKUBAETCA JKEJE30.

Knunnueckas kaptuna. Knuanueckue nposinenus HI' y myxuun Bctpeuatorces B 8-10
pa3 yaiie, 4eM y JKeHIIUH. M30bITOK Kere3a y )KEeHILUH yAAISeTCs PU MEHCTPpYalusX 1
OEpEeMEHHOCTH.

XapakTepHasi CHMIITOMATUKA: BSUIOCTh, allaThs, MUTMEHTAUsl KOXKH, IernaToMeraius,
CHU)KEHHE MOJI0BOM aKTUBHOCTH, BBINIaJIEHUE BOJIOC B MECTAX BTOPUYHOTO OBOJIOCEHEHUS,
yacTo caxapHbiii 1uader. Koxa uctonuena, cyxas u onecramas. ['pudensHo-cepas,
MUTMEHTAIMs HauboJee BhIpa)keHa B MOAMBIIIEYHBIX BIIAJMHAX, B MaXy, HA HAPYKHBIX
MOJIOBBIX OpraHax, Ha CTaphIX PyOLax M OTKPBITHIX YacTaX Tena. OHa MOXKET MOSBISITHCS BO
pTy. Takas nurMeHTanus o0ycioBeHa MOBBIILICHUEM MeJIaHWHA B 0a3aJIbHOM CJIO€ U €ro
MIPOCBEUMBAHUEM Yepe3 aTpOPUUHbIE TOBEPXHOCTHBIE CJIOU dIUEPMHUCA.

[leyens yBenuueHa u ymioTHeHa. B psjie ciydaeB oTMedaroTcs: 60 B )KUBOTE,
OOBIYHO TYTIbIE, COMPOBOXKIa0IIKECsS 00NIE3HEHHOCThIO eueHu. MHoraa 001b HHTEHCUBHA,
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CUMYJIUPYET OCTPbIN HKUBOT, MOXKET COMPOBOXK/IATHCS KOJIJIATICOM U MPUBOAUTH K CMEPTH.
OnpeneneHHyro poiab TUM HPOSBICHUSM MPUITUCHIBAIOT BHICBOOOKICHUIO U3 IEYEHU
(dbeppuTuHa, KOTOPHIA 00IagaeT Ba30aKTUHBIMU CBOMCTBaMU. [Ipu3Haku
MEeYEeHOYHOKJIETOYHON HETOCTATOYHOCTH OOBIYHO OTCYTCTBYIOT, &CLUUT BCTPEUAETCS PEJIKO.
KpoBoTeueHus U3 BapuKO3HO-pAaCIIMPEHHBIX BEH MUIIEBOA HAOJII01al0TCsl HEYACTO.
[lepBuunblii pak neueHu pazsubaercs y 30% 001abHBIX TUPPO30M. OH MOXKET OBITH
JMArHOCTUPOBAH IMPH MepBbIX HposiBiacHusX HI', 0co0eHHO y MOKUIBIX 00bHBIX (1, 2, 5).

[Tpumepno y 70% 6onbHbix HI' pa3BuBaercs caxapHblii 1uaOeT, KOTOPbIA MOXKET
OCIIOXKHATBCS He(ponaTuen, HeBponaTHel, mopaxeHueM nepuPepuuecknx cocya0B U
npoaudepaTUBHON peTuHonaTuel. Pa3BuTuio quabera ciocoOCTBYET MPSIMOE OBPEKICHNUE
MOJIKEITYTI0YHOM JKeJe3bl OTIIOKCHHIMHU keiesa (3, 5, 6).

HenocratouHoCcTh rOHAIOTPONHON (YHKUIKMH TUNIO(PU3A IPUBOAUT K aTpohuu IHYEK,
MMITOTEHIUH, TOTepe JIUOU0, aTPOPUU KOKH U BBITIAJIEHUIO BOJIOC B MECTaX BTOPUYHOIO
OBOJIOCEHMSI. Pexxe BCTpeuaroTcsi IaHTUIMONUTYUTapU3M C TUIIOTUPEO30M U
HEJ0CTaTOYHOCTHIO KOPHI HAJAMIOYEYHUKOB.

[Topaxxenue cepaua nadmogaercsa y 90% 6onpubpix HI' 1 xapakrepusyercs
MPOrpeCCUPYIOLIEN HEAOCTATOYHOCTHIO MPABBIX OTJEIO0B, HAPYIICHUIMH PUTMa, HHOT /1A
MPUBOJUT K BHE3aMHON cMepTH. OHO MOXKET HallOMUHATh Kapauomuonatuio. Cepane umeeT
apoBuaHYyI0 hopMmy. «XKenesnoe cepaie»-cinadoe cepie (6).

ApTtponatus Bctpeuaercs: y /0% O0NbHBIX U COMPOBOXKAACTCS 00JIE3HEHHBIM
TpemopoMm kuctei. [Ipu 3Tom nopakaroTcs msiCTHO-(haJaHroOBbIe, TA300€APEHHBIE,
KOJICHHbBIE, TOJIEHOCTOITHBIE, TUIEYEBbIE U JIyde3amsicTHbIe CycTaBbl. OHA MOXKET OBIThH
nepBbIM nposiBaeHneM HI' u 00ycnoBieHa ocTppiM CHHOBUTOM, BBI3BAaHHBIM OTJIOKEHUEM
KpucTauioB nupodocdara kanbius. Ha peHTreHorpaMmMme BBISBISIOT XOHAPOKAJIBIUHO3
MEHHCKOB U CYCTaBHBIX XpsIIEH, Cy’)KEHHE CYCTaBHOM LIENIN U 00pa30BaHUe XapaKTEPHbIX
KPIOYKOBHJIHBIX OCTEO(UTOB, OCOOEHHO B MACTHO-(aTaHTOBBIX CYCTaBaXx.

VY nanuenToB ¢ HI' moBeIlIeH pUCK BO3HUKHOBEHHUS 0aKTEpUATbHBIX U BUPYCHBIX
OCJIO)KHEHUH (OpOHXUT, MTHEBMOHUS, HEPCHHUO3, CETCHC, renatutbl B u C u ap.).
WNHpeKkumoHHbIe OCIOXKHEHUS MOTYT ObITh CBS3aHbI C HApYILIEHHEM (PYHKIIUU (HaroluToB U
YMEHBIIIEHUEM YPOBHS CBOOOJHOTO TpaHcheppuHa, 00YCIOBICHHOIO MEPErpy3KOi
KEJIE30M.

Huarnos. O Bo3moxkHocTH HI' cneayer Aymath Bo BceX ciayyasix 0€CCUMITOMHOM
refnaToMerajiu y My>KYUHbI C HAUIMYUEM aCTEHUH, apTPAITUU U XOTs Obl HE3HAUUTEIHHOIO
MOBBILLIEHUS YPOBHs aMuHOTpaHc(hepas. Heo6xoaumo nogquepkHyTh, YTO OOBIYHBIE
«T1€YEHOYHbIE (DYHKIHOHAIBHBIE MPOOBI» YaCTO MaJIO U3MEHEHBI Y OOJIBHBIX C
MaHudectabiMu hopmamu HI' naxe B ctaauu nupposa.

VYuuThiBast BBICOKYIO YaCTOTY F€TEPO3UTOT B MOIYJISILIUH, MIOJaraeM, 4To 3a00jieBaHue
pa3BHBAETCs Yallle, YeM €ro AMarHoctTupyrot. [I[puHuMaroT Bo BHUMaHKe, 4TO Hanbosee
NOCTOSIHHBIMU U o0mumu jutst HIT siBJsiroTest Menanoaepmust (CepoBaTo-KOPUYHEBOTO [BETA)
u runiepdeppemust (40-70 mxmonn/i1, HopMma 12-30 Mxmoib/it). OnHAKO YPOBEHB
CBIBOPOTOYHOI'O K€JIe3a HE CaMblIi JIyYIIUH rapamerp B nuarsoctuke HI'. Moryt
HaOMII0AaThCs caXxapHbIi nadeT, MopaKeHUs: MUOKapAa, apTPONaTUsl U TUIIOTOHAIU3M.
[lenecoobpa3HO ONpenesnsaTh KeAe30CBA3BIBIOIIYI0 CIOCOOHOCTh CHIBOPOTKH KPOBH
(HachIeHHE TpaHCPEpPUHA): €CIIH Mmociie 12-4acoBOro roJioIaHus HACBIICHUES
TpaHcdeppuna xene3oM npepbimaet 50% (Hopma<30%), TO BO3HHKAET CEPhE3HOE
nono3penue Ha HI'. Haceimenue tpancdeppuna u noBblIEHUE YPOBHS (heppUTHHA B



ceiBopoTke (>200 MKr/i) mpu MX COBMECTHOM OILIEHKE OTINYAOTCS BBICOKOM
CHeM(PUIHOCTHIO M YyBCTBUTEILHOCTHIO (>90%).

['eneTHuecKkoe TECTUPOBAHUE MPOBOAUTCS C UCIIOJIB30BAHUEM LIEJIbHON KPOBH.
['enetnyeckuii Tect st onpenenenust HI' mo3BosisieT BbIsIBUTH ToueuHble MyTatiuu C282Y u
H63D B rene HI (6, 7).

[Teperpy3ka xee30M JT0JKHA ObITh MOATBEPKACHA MTPH MMOMOIIY OMOIICHH reucHH (3,
4). Kak npasuiio, coaepkanue xenesa npu HI' cocTaBinsieT cBbiiie 2 Mr/T cyXoro ocrarka.
Ha panHMX cTagusx y NallM€HTOB MOJIOAOTO BO3pACTa OTIIOKEHHUS kKejle3a 00HAPYKUBAKOTCA
TOJIBKO B F€NaToluTax U NepunopTagbHOi 00JacTH. Y MOKWIbIX MALIUEHTOB KEIe30
HAKaIJIMBAETCS HE TOJIKO B TEMATOLUTAaX, HO U B KyI()EPOBCKHUX KIETKAaX U KIETKaX
KEITYHBIX IPOTOKOB. [IUppo3 NeueHn HOCUT MUKPOHOLYJISIPHBIA XapakTep, a
pEereHepaTUBHbIE Y3E€JIKH MHOTJA OKPAIIUBAIOTCS CIIEHUATbHBIMU KPACUTEIIMHU
(mpuMeHsieMble TSl BBISIBIICHUS JKeJle3a)

Huddepenumanpubiii quarsos. [pu muppose, He csizanHoM ¢ HIT (Hanmpumep, ipu
AJIKOTOJIHOW 00JIC3HH MEYCeHU 1 BUPYCHOM rematute C), HHOTJa MOTYT MOBBIIIATHCS
YpOBHHU *kene3a u (eppuTHHA B CBIBOPOTKE. KimHMYeckas KapTiHa Takke He BCerja
MO3BOJISIET YCTAHOBUTDH JJUArHO3, TaK KaK COYETaHHE caxapHOro Auadera ¢ HUppo3oM
MEYEHHU BCTPEUYAETCS HEPEAKO U Y OOJBHBIX LIUPPO30OM MOT'YT HAOIIOAATHCS UMIIOTEHIIMS,
YMEHBUIEHUE OBOJIOCEHUs U MUrMeHTanus koxu. Onnako npu HI' nposiBnenus
MEeYEeHOYHOKJIETOUYHON HETOCTATOYHOCTH OOBIYHO MUHUMAJIbHBIE. Bce coMHeHus
pa3pemaroTcs Ipyu OUOICHH TIeUYeHU. XOTS y CTPaJaloNIuX aaKoroinu3smMoM dacto (57%)
HAOJII0IAeTCS CHIEPO3 MEeUCHH, 3HAUNTEIILHBIM OH ObIBaeT peako (7%). [Tpu HI
HAKOIUIEHHUE KeJle3a MPOUCXOAUT MPEUMYIIECTBEHHO B renarouutax. Hanpotus, npu
BTOPHUYHBIX (DOpMax MepeHaCHIICHHs] OPraHU3Ma KeIe30M THCTOJIOTMYECKHU ONpPeaesieTcs
HAKOIUUICHHUE KeJle3a B KIETKaX PETUKYJIO03HI0TEHS.

[lepBuunbIlii pak neyenu Ha ¢poHe HI' caexyer 3anoqo3puth Npu yXyALICHUH
COCTOSIHUSA OOJIBHOTO, COMPOBOXKIAOIINUMCS OBICTPHIM YBEIMYEHUEM IEYeHH, OOJIIMU B
KUBOTE U aCLIUTOM. BO3MOXHO MOBBILIEHUE YPOBHSA &-(heTONPOTENHA.

[IporHo3 BO MHOrOM ONpEENseTCs] CTENEHBIO U JUIMTEIbHOCTHIO MEPErPy3KH JKEIE30M.
[ToaTOMy BaXKHOE 3HAYEHUE UMEIOT PAHHUM JUATHO3 U JIeYeHUe. ECi JuarHo3 nocTaBlieH U
JICYEHHE HAYaTo JI0 TOro, KaK y MalMeHTa pa3BUIICS LUPPO3 NEUECHH, IPOIOTKUTEIBHOCTh
KU3HU He cokpaiaercs. K nHaubonee yacteiM npuunnam cMmept npu HI' otHoCST
NEeYEHOYHYIO WM IHa0E€TUYECKYI0 KOMY, KDOBOTEUEHHUE U3 BAPUKO3HO PACIIMPEHHBIX BEH
MUIIEBO/IA U KEITYJKa, CEPACUHYIO HEJOCTATOYHOCTD, NEPBUYHBINA MEYEHOYHO-KIETOUHbIN
pak, KoTopblil pa3BuBaercs npuMepHo y 30% OonbHbIX. PaHHSS quarHocTuka u
cBoeBpeMeHHoe Jeuenne HI' nmpeaynpexnatoT BO3HUKHOBEHUE 3TUX OCJIOKHEHHUH.

Jleuenwne. 13 mueThl MCKITFOYAIOT MPOIYKTHI, COACPIKAIIHE Kele30 (IeueHb, MsCo, SHlla,
UKPY, KUCITBIE COPTa 10JIOK ¥ Jp.). OCHOBHBIM CPEIICTBOM st JiedeHUs1 00mbHBIX HI
sBisieTcs nedepokcamun (nechepan, nechepan u ap.). [lepsoie 7-10 qHed npenapat BBOAST
BHyTpuMbIe4Ho 110 0,5-1 1 B cytku (mo 5-10 mi 10% pactBopa), 3atrem BayTpb (0,51 3
pasa B JieHb), IIOCJIC YeT0 MPOBOISAT MPOJIOHTUPOBAHHOE JICYCHHE TIOJICPIKUBAOIIMMHU
nozamu (0,51 B 7 nueit). JledepokcamMuH o0Opa3yeT KOMIUIEKCHOE COSTUHEHHE C YKEIIEe30M,
oOecreunBas ero BeIBeIeHHE U3 opranu3zMa. Kpome Toro, Ha3HayaroT cUCTeMaTHUYECKUE
KpoBomyckaHus (mpuMepHo pa3 B Heaenro mo 400-500 mu kpoBu B TeueHue nepBbix 1-3 ner,
3atem o 400-500 mu kaxkaeie 1-3 Mecsina ) 10 Tex mop, moka YpoBHHU kene3a u GeppuTHHA
B CBIBOPOTKE HE CHU3SATCS J0 HUKHEH IpaHulibl HOpMbI. KpoBomyckaHus cnocoOCTBYIOT
YIIYYIIEHUIO CAMOYYBCTBUS M YBETUUEHHUIO MACChI Tesla. Y MEHbIIAIOTCS MUTMEHTAlus U
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renaTocIyieHOMEeranus. YIIy4llIatoTcs OMOXMMUYECKUE MTOKa3aTeNd (PYHKIMU NeYeHu. Y
HEKOTOPBIX MALIMEHTOB 00Jieryaercs jieueHue quadeta. Teuenue aprponatuu He
U3MeHseTcs. MOXeT yMEHBIINUTHCS BBIPAXKEHHOCTD CEPACYHON HEAOCTaTOUYHOCTU. Ecinu
3a0o0sieBaHUE Y MY>KUYHH JTUArHOCTUPOBaHO B Bo3pacTte 110 40 jieT, KpOBOMYCKaHUS MOTYT
MPUBECTHU K OCIAOJIEHUIO MPOSIBICHUI TMIIOrOHAIU3Ma.

[IpodunakTtrka. CoCcTOUT B CBOEBPEMEHHOM M TOYHOM JauarHo3e HI', Tak kak Tepanus
cnenupuyHa, a yCrex JICYEHUs! 3aBUCUT OT CBOEBPEMEHHOT'0 €ro Hayaia U HaCTOMYMBOTO
nposeacHus. [t pannero auarso3a HI' (1o pa3BuTHs OBpeXICHUS TKaHEH) BaKHO
o0cneaoBaTh OIMKANIIUX POACTBEHHUKOB 00JIBHOT0, 0COOCHHO OpaTheB U CECTED.
HopManbHbIM ypoBHSIM >keje3a U (eppUTHHA B CBIBOPOTKE, a TAKKE CTEIEHH HACBIIICHUS
TpaHcheppruHa COOTBETCTBYIOT HOpMaJibHbIE 3anackl sxene3a. CkpunuHr-rect Ha HI,
OCHOBaHHBI{ Ha COUYETAHWU MOBBIIIEHHOTIO HACHIIIEHUS TpaHC(eppuHa U ypOBHS
(dheppuHHHA Y MOJIOJIBIX TOMO3UTOT, 00J1a/1aeT YyBCTBUTEIHLHOCTEIO, paBHOU 94%, u
cnenupuyHOCTHIO, paBHOU 86%. Eciiu noBbIlIEHHbIE 3HAUYEHUS XOTs Obl OJTHOTO U3
YKa3aHHBIX NIOKa3aTeNel COXPaHAI0TCs AJUTENbHOE BpeMs, MIOKa3aHa OMOIICHS TEYEHHU C
OIpeJIeIICHUEM coiepkanus xkenesa. [Ipu noarBepkaeHnu auardoza HI' (roMo30roTHOCTH)
y POJICTBEHHHUKA, €r0 HEOOXOAUMO JIEYUTh KPOBOITYCKAHHUSIMU JIaK€ MPU OTCYTCTBUU
cuMInToMoB. HenaBHO nosiBUIIaCh BO3MOYKHOCTh TEHETUYECKOTO TECTUPOBAHMS JJISI
noaTBepkaeHus nuartosa (7). 'enorunupoBanue reHa HI' umeet ocoboe 3HaueHUE y
MOJIOABIX U 0€CCUMITOMHBIX OOJIbHBIX T€MOXPOMATO30M.
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