. U. I'onuapux
HacaeacrBeHHBIH reMOXpoOMaTO3
Benopycckuii 2ocyoapcmeennvlii MeOUYyUHCKULL yHU8epcumem

[IpuBeneHbI cBeIEHUSI O HACIEICTBEHHOM FeMOXpOMAaTO3€, €ro SIUAEMHUOJIOTHH,
ATHOJIOTHH, TTATOTE€HE3€e, TAaTOMOP(OIOTHH, KITMHUYECKON KapTHHE, TUArHO3Y,

g depeHunanTbHOMY TUArHo3y, MPOrHo3y, JICYEHUIO U MPO(PHUIIaKTHKE.

KiroueBble cJj10Ba: HACIIEICTBEHHBI TEMOXPOMATO3, MATOTHE3, KITMHHKA,
JAMAarHOCTHKA, JICUCHHE.

['emoxpoMaTo3 — 3T0 U30BITOYHOE HAKOTIICHHUE JKelie3a B opranmsme. K cuaapomam
M30BITOYHOTO HAKOTIICHUS JKeJie3a OTHOCSITCS: HaCIEACTBEHHBII TeMOXpPOMaTo3,
npruoOpeTEHHBIN TeMoXpoMaTo3 (BTOpHYHAsS eperpy3Ka )Keae30M) U MapeHTepaIbHbBIN
reMoxpomaro3 (apeHTepaibHas meperpy3Ka Kene30M).

Hacnencteennsiii (Bpoxaéunblii) remoxpomatos (HI')-ayTocoMHO-perieccCuBHOE
HapylieHre oOMeHa BeIIeCTB, MPH KOTOPOM HAaOJII0AaeTCs YCHICHHOE BCAChIBAHHE JKele3a B
KUIIEYHUKE Ha MPOTSKECHUH MHOTHUX JIeT. [Ipu 2TOM IPOUCXOANT OTIOKEHUE €ro B
MapeHXUMATO3HBIX KJIETKaX MeUeHH, CepAIa, MOKETYA0YHON KeNe3bl U SHIOKPUHHBIX
OpraHoB. B TkaHSX HaKamInBaeTCcsl N30BITOYHOE KOJTUIECTBO JKele3a, KOTOPOe MOKET
nocturath 20-60 r u Gonee (Hopma 4-51). Eciiu B opranu3me exeTHEBHO OyIeT
3aJIEP>KUBATHCA 110 D MT TOTPeOIsIeMOro ¢ MUIIeH kene3a, To it HakorieHus 50 T
notpedyercs okoJio 28 JerT.

VY ManueHToB ¢ MPHOOPETEHHBIM (BTOPHYHBIM) T€MOXPOMATO30M YCUICHHOE
BCACBIBAHHE XKeJie3a U3 JKEIYJOUYHO-KHIIIEYHOTO TPaKTa 00YCIOBICHO HATMYUEM KaKOTo-
60 ¢poHoBOro 3ab0neBanus. [Ipu 7ToM N30BITOYHOE HAKOTIJICHUE KeJe3a B OpraHu3Me
BTOPUYHO IO OTHOIICHHIO K HEKOTOPHIM MATOJIOTHUECKHUM MPOIIeccaM, TAKUM Kak
Hed(PEKTUBHBIN IPUTPOIIOI3, XPOHUUECKHE 3a00I€BaHUsI TICYEHU U, PEAKO, N30BITOUHBIN
NpUEM jKelle3a B JIEUEOHBIX 1eJIsX.

[TapeHTepanbHBII TeMOXPOMATO3 PA3BUBACTCS Y MAIIHEHTOB, KOTOPHIM BBOAUTCS
U30BITOYHOE KOJUYECTBO XKelie3a MapeHTepalibHO (P MepeIMBaHIH SPUTPOIIUTAPHON
MAacCChI WM JKeje3a ¢ JIEKCTPAHOM). BOJbHBIM € TSDKEIOW TMITOIIACTHICCKOM aHeMueH
HEPEKO TpeOyeTcs mepeauBaHie SPUTPOIIUTAPHON MACCHI, OTHAKO CITYCTS KaKOe-TO BpeMs
y HUX B OpraHu3Me IpOUCXO0JIUT U30bITOYHOE HaKoIUIeHHe xkene3a. K coxanenuto, B
OTJENBHBIX CIyYasX Bpauu Ha3HAYAIOT HHBEKIIMU XKelle3a C JEKCTPaHOM MalueHTaM,
aHeMHsl Y KOTOPBIX 00YCIIOBIIEHa OTHIOAH HE €T0 AeUIIUTOM, B pe3yiIbTaTe 4ero OOIbHbIE
Kak ObI «TeperpyxaroTcs» xene3oM. [lapeHTepanbHbIii TeMOXpOMATO3 BCETa HOCUT
ATPOreHHbIN Xapaktep. Eciiu nanuenTaM JeiCTBUTENBHO TPEOYIOTCS HEOTHOKPATHBIE
TpaHcy3un SPUTPOLUTAPHON MacChl (IPU OTCYTCTBHHM MTOTEPH KPOBH), UM ClieAyeT (s
npoUIAKTUKN HAKOTUICHUS Kelle3a B OpraHu3Me B M30BITOUHBIX TOKCHUHBIX
KOHIICHTPAIUSIX) BBOJIUTH MPEMapaThl, 00pa3yroIIUe C KEJIE30M XEIaTHbIE COSTMHEHHUSI.

Onuaemuonorus. Yacrora rena HI' cpeau Bcero Hacenenus coctaBisieT npuMepHo 9%.
Yacrora MOHO3UTOTOHOTO HOCUTENbecTBa paBHa 0,45% (2,3). DTo mokaspIBaeT, uTo, B
OTJIHMYKE OT MPEXHUX npeactaBinennii, HI' oTHocuTcs k yucity 4acThIX HACIEACTBEHHO
0OyCIJIOBJIEHHBIX HAapylIeHU oOMeHa BeriecTB. MaHugecTHbie POpMbI MOPaKEHUsI 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 THcTocoBMecTUMOCTH || kitacca. B rene oOHapykeHa ToueuHas MyTalus B
BU/JIE 3AMEHBI I'YaHWHA B MPOU3BOAMMOM MOJUIENTUAE THPOZUHOM B aMUHOKHUCIIOTHOM
nocienoBarebHOCTH Ha 282-M Mecte (MyTarus C282Y). Y roMo3uror MyTHpOBABIIUI T'eH
MPUBOJUT K U3MEHEHHUIO ap(pUHUTETA PELIENTOPOB TpaHC(PeppruHa K CBOEMY JIMTAHY
(TpancheppuHy), 4TO BICUET 32 OO0 M30BITOUHOE HAKOIUICHHUE XKeJle3a BHYTPU KIICTKH.
Opnako He kaxaas mytauus C282Y B 00s3aTeNbHOM MOPSIIKE COMPOBOXKIAETCA
U30BITOYHBIM HAKOIIJICHUEM JKejie3a, 0COOCHHO Y MOJIOBIX JKEHIIMH 10 MeHomnay3sl (1, 2, 3)

[Ipu 0OHapyKEHNHU TeTEePO3UTOTHOCTH BEPOSTHOCTh PA3BUTHUS NIEPETPY3KH JKEJIE30M
kpaitie maina (oxoiso 4%). OHaKO B Clly4ae HOCHUTEIILCTBA JIPYTHE MOPAKEHUSI IEYCHH,
Hanpumep renatut C, MOTYT IPOTEKATh TAKENee U EpPerpy3Ka Keae3oM MNeUeHU, XOTs U
3HAYUTEIBHO MEHbIIAs, yeM npu kinHuueckoMm HI', MoxkeT oTpunatenbHo BIUSITH HA
TE€YeHHEe OCHOBHOTI'O 3a00J1€BaHus U, BO3MOXHO, Ha OTBET Ha JICUCHUE.

B cnyyasix mo3aHel koxxHOM nopdupui, ieueHUe KOTOPOH J0 HACTOSIIIIETO BpEeMEHU
MIPOBOJUTCS C TOMOILBIO KPOBOIYCKAHUM, TaKKe YacTo oOHapyxkuBaeTcst mytanus C282Y
(3, 4).

[Tarorenes. Tunuunas eBporneickas quera coaepxut npumepro 1-20 mr xenesa (B
OCHOBHOM B COCTaBE€ COCJMHCHUH, COJIEPIKAIINX Kele30). 32 CYyTKU B HOPME U3 KEIyT0OYHO-
KUIIEYHOTO TPaKTa BcachiBaeTcs okoio 1-2 mr kenesa (1.e. 10% oT mocTynuBIIeTo ¢ MUIIEH
U MIATHEM) U TAKOE JK€ KOJIMYECTBO BBIBOJUTCS U3 OpraHu3Ma. Y OOJBHBIX C AeQUITUTOM
xenesza, HI' niam HeapheKTUBHBIM 3pUTPONO330M KOJIMUYECTBO BCACHIBAEMOTI0 XKeye3a
yBeJIU4nBaeTcs 10 3-6 mr/cyTku. BcachiBaHUE MPOUCXOANUT B BEPXHHUX OT/IEIaX TOHKOM
KHILIKH U SBISIETCS] aKTUBHBIM MTPOLIECCOM, TPU KOTOPOM KEJI€30 MOKET MEPEHOCUTHCS TaKe
MPOTUB IrpajiIMeHTa KOHLIEHTpauuu. OHAKO MEXaHU3MbI IIEPEHOCa HEU3BECTHBI. B KineTkax
CJIIM3UCTON 00OOJIOUKH JKEJIe30 HAXOUTCS B LIMTO301€. HexoTopas ero yacTh CBA3BIBAECTCS U
XpaHUTCA B BUJI€ (PeppUTHHA, KOTOPBIA BIOCIEICTBUN UCIIOJIB3YETCS, INOO TepseTCs B
pe3ysbTaTe CIyluBaHus KIeToK. YacTh xkenes3a, npeHa3HaueHHas 1Ji1 MeTadon3Ma B
APYTUX TKAHIX, IEPEHOCUTCS Yepe3 MeMOpaHy KJIeTKU (MeXaHHU3M HE U3y4YeH) U
CBSI3BIBACTCS C TPAHC(HEPPUHOM — OCHOBHBIM TPAHCIIOPTHBIM OEITKOM JKele3a B Kposu (3, 6,
7).

Tpancdeppun sBAsSIETCS MIUKONPOTEUNHOM, CHHTE3UPYEMBIM B OCHOBHOM B IeueHu. B
HOpMeE TpaHC(EPPHUH HACHIIIEH JKEJIe30M MIPUMEPHO Ha TpeTh. Dusnosoruyeckoe
MOTJIOIIEHUE KeJe3a PETUKYJIOIUTAMU U TeNaTOUUTaMU 3aBUCUT OT PELENTOPOB
TpaHcepprUHa Ha KIIETOYHON MOBEPXHOCTH, KOTOPbIE 00J1a1al0T CPOCTBOM
MPEUMYILECTBEHHO K TpaHC(hEeppHHY, CBA3aHHOMY C keje3oM. KoMiuieke xenes3a ¢
TpaHc(hEppUHOM BXOJUT BHYTPH KJIIETKH, /1€ JKeJe30 BbicBoOOkAaercs. [Ipu HackieHnn
KJIETKH KE€JIe30M KJIETOUHbIE pelenTopsl Tpancheppuna yraetatorcs. Korga npoucxoaut
MOJIHOE HaChIllleHne TpaHcpeppuHa, Habmogaemoe npu HI', sxenezo nupkynupyer B
(bopmax, He CBA3aHHBIX C TpaHC(HEPPUHOM, a B BUJI€ COETUHEHUN C HU3KOMOJIEKYJISIPHBIMU
xenaropamu. B Takoil popme xkene30 JIETKo NOCTyNaeT B KJIETKH HE3aBUCUMO OT CTEIIEHU
HACBIIICHUS UX jkee30M (6, 7).

B kiieTkax kene30 OTKIJIabIBaeTCs B BUJIE€ (peppUTHHA — KOMILIEKca Oeka
anodeppuTuHa c xeae3oM. B onHol Mmonekyne pepputuna Mmoxet HaxoauThes 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 JKEeJITO-KOPUIHEBBIH IBET U HE COAEPKHUT xkene3a (5).

[leyeHb — OCHOBHOE MECTO XpaHEHHUS JKeJie3a, BCOCABIIErocs B KuieyHuke. [lpu ero
MpeIesIbHOM HACBIILIEHUH KENe30 OTKIIAbIBACTCS B APYTHX OpraHax, BKIOYas alliHApHbIE
KJIETKU MOXKENyI0YHOM JKeJe3bl, MUOKap/ia, MPUBOASAIICH CUCTEMBI Cep/lia, epeaHen
nonu runodusa. [Ipu xpoHnyeckoil neperpy3ke Opranu3mMa Kejiae3oM YCUIUBAETCS CKOPOCTh
NEPEKUCHOTO OKUCIICHUS JIMMKIOB, BXOAIINX B COCTaB KOMIIOHEHTOB KJIETOK, TAKUX Kak
MeMOpaHbl OpraHesul. Y BeIM4eHHe CKOPOCTU NEPEKUCHOTO OKUCIICHHUS JIMMTUI0B IPUBOIUT
K MOBPEXICHUIO opraHeiyi. Kpome Toro, CTuMyupyeTcsi CAHTE3 KOJUIareHa JUNOLUTaMH
MEeYEHHU — KJIETKAMH, OTBETCTBEHHBIMU 32 CUHTE3 COEJIMHUTEIBbHON TKaHU.

310ynoTpedIeHNE AJIKOI0JIEM MOXKET YCKOPUTh HAKOIUICHUE JKEJIe3a Yy JIMII,
reHeTruuecku npeapacnonoxeHubix kK HI'. YV 6onbubix ¢ HI' ynoTpebnenue ankorosns
YTSDKEISET Mmopaxenue neueHu (5).

[TaTomopdonorus. I'ne 661 HM OTKIAABIBATIOCH JKEJI€30, OHO BBI3BIBAET PEAKLMIO TKAaHU
B BUJIe (hrOpo3a. B nmeyeHn Ha paHHUX CTAIUSIX MOXKET OTMEYaThCsl TOJIbKO (prdpo3
MOPTAJIbHBIX 30H C OTJIOKEHUEM JKeJle3a B IEPUNIOPTAIIbHBIX FeNaToOUTaxX U, B MEHbIIEH
creneHy, B kieTkax Kyndepa. 3atem puOpo3Hbie cenTbl OKPYk aroT IPYIIIbI 10K U y3J10B
HenpaBUWIbHOU (POpMBI. ApXUTEKTOHMKA MEYEHU YACTUYHO coxpaHeHa. [lepBoHavyaibHO
pa3BuBaeTcsi (puOpO3 MEeUYEHH, a B MOCIEAYIOIIEM — MUKPOHOAYJISIPHBIA LUPPO3, €
BO3MOXHOU TpaHchopmanueit B IEpBUYHBIN pak neueHu. JKupoBble U3BMEHEHUs
HexapakTepHsl (3).

B nomxenyno4uHoi jxesne3e BhIABIAIOTCS GUOPO3 U IereHepalys HapeHXUMBI C
OTJIO’KEHHMEM JKeJie3a B allMHAPHBIX KJIeTKaX, Makpodarax, ocTpoBkax JlaHrepraHnca u B
¢budpo3HOI TKAHMU.

BripaskeHHbIE M3BMEHEHHS Pa3BUBAIOTCS B MBIIIILIE CEP/lIa, B BOJIIOKHAX KOTOPOI
OTMEUAIOTCs CKOTUICHHUS JKeJie30coiepxaniero nurmenTa. Yacro nabdmatogaercs
CKJIEPO3UPOBAHNE KOPOHAPHBIX apTePUil.

ATpodus 3nuaepMuca MOXKET BbI3BaTh 3HAUUTEIbHOE UICTOHYEHUE KOXKHU. XapaKTEPHO
MOBBILLIEHUE CO/IEPKAHUS MEJIaHUHA B 0a3aJIbHOM CIIOE.

OTtnoxenue xene3a 1 GuOPO3 BHISABISAIOTCS B SHAOKPUHHBIX JKEJIe3aX: B KOpe
HAJIIOYEYHUKOB, NIEPEeIHEN J1osie Tuodu3a U B IIUTOBUAHON kKene3e. AMUKH UMEIOT
HeOOJIbIINE pa3MeEPhl U MATKYIO KOHCUCTEHIIMIO, MHTEPCTULIMATBbHBIN (UOpPO3, B CTEHKaX
KaWUISIPOB OOHAPYKUBAETCA JKEJE30.

Knunnueckas kapruna. Knuanueckue nposinenus HI' y myxuun Bctpeuatorcs B 8-10
pa3 yailie, yeM y KeHIUH. M30bITOK Kene3a y )KEeHILUH yAAIseTcs IPYU MEHCTPpYyaluusX u
OepEeMEHHOCTH.

XapakTepHasi CHMIITOMATHKA: BSUIOCTh, allaThsl, MUTMEHTAUsl KOXKH, IeraToMeraius,
CHU)KEHHE MOJOBOM aKTUBHOCTH, BBINIaJIEHUE BOJIOC B MECTAX BTOPUUYHOTO OBOJIOCEHEHUS,
yacTo caxapHbiii 1uabder. Koxa uctonuena, cyxas u onecramas. ['pudensHo-cepas,
MUTMEHTAIMs HauboJee BbIpaykeHa B MOAMBIIIEYHBIX BIIAJUHAX, B MaXy, HA HAPYKHBIX
MOJIOBBIX OpraHax, Ha CTaphIX PyOLax M OTKPBITBHIX YacTaX Tena. OHa MOXKET MOSBISITHCS BO
pTy. Takas nurMeHTanus o0ycioBeHa NOBBIIICHUEM 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
MEeYEeHOYHOKJIETOUYHON HETOCTATOYHOCTH OOBIYHO OTCYTCTBYIOT, &CLUT BCTPEUAETCS PEJIKO.
KpoBoTeueHus U3 BapuKO3HO-pACIIMPEHHBIX BEH MULIEBOA HAOJI01al0TCsl HEYacCTO.
[lepBuunblii pak neyenu pazubaercs y 30% 001abHBIX HUPPO30M. OH MOXKET OBITH
JMArHOCTUPOBAH IMPH MepBbIX HposBiacHusX HI', oco0eHHO y moKuabix 00mbHbIX (1, 2, 5).

[Tpumepno y 70% 6onbubix HI' pa3BuBaercs caxapHblii 1ua0beT, KOTOPBIA MOXKET
OCIIOXKHSThCS He(ponaTuen, HeBponaTHell, mopakxeHueM nepuPepuieckux cocy10B U
npoaudepaTuBHON peTuHonatuel. Pa3Butuio quabera cnocoOCTBYET MPSIMOE OBPEKICHHUE
MOJIKEITYTI0YHOM JKeJe3bl OTIIONKCHHIMH keie3a (3, 5, 6).

HenoctatouHOCTh TOHAIOTPONHON (YHKUIKUH TUNIO(PU3A IPUBOAUT K aTpo(hUu IHYEK,
UMIIOTEHIUH, IOTepe JIUOUI0, aTPOPUU KOKH U BBITIAJIEHUIO BOJIOC B MECTaX BTOPUYHOIO
OBOJIOCEHHMSI. Pexxe BCTpeuaroTcsi IaHTUIMONUTYUTapU3M C TUIIOTUPEO30M U
HEJJ0CTaTOYHOCTHIO KOPbI HAJAMOYEYHUKOB.

[Topaxxenue cepaua nadmogaercsa y 90% 6onpnbeix HI' 1 xapakrepusyercs
MIPOrpeCcCCUPYIOLIEN HEAOCTATOUHOCTHIO MPABBIX OTJEIO0B, HAPYIICHUIMH PUTMa, HHOT /1A
MPUBOJUT K BHE3aMHON cMepTH. OHO MOKET HallOMUHATh Kapauomuonatuto. Cepue uMeeT
mapoBuaHYyI0 hopMmy. «Kenesnoe cepate»-cinadoe cepaie (6).

ApTtponatus Bctpeuaercs: y /0% G0NbHBIX U COMPOBOXKAACTCS 00JIE3HEHHBIM
TpemopoMm kuctei. [Ipu 3Tom nopakarotcs msicCTHO-(haJaHroBble, Ta300€APEHHBIE,
KOJICHHBIE, TOJIEHOCTOITHBIE, TUIEYEBbIE U JIyde3ansicTHble cycTaBbl. OHA MOXKET OBIThH
nepBbIM nposiBaeHueM HI' 1 00ycnoBieHa ocTpbiM CHHOBUTOM, BbI3BAHHBIM OTJIOKEHUEM
KpucTauioB nupodocdara kanbius. Ha peHTreHorpaMmme BBISBISIOT XOHAPOKAJIBIUHO3
MEHHCKOB U CYCTaBHBIX XpSIIEH, Cy’)KeHHE CyCTaBHOM LIENIHN U 00pa30BaHUE XapaKTEePHbIX
KPIOYKOBHUJIHBIX OCTEO(PUTOB, OCOOEHHO B MACTHO-(aTaHTOBBIX CYCTaBaXx.

VY nanuenToB ¢ HI' noBkIlIeH pUCK BOBHUKHOBEHHUS OAKTEpUATbHBIX U BUPYCHBIX
OCJIO)KHEHUH (OpOHXUT, MTHEBMOHUS, HEPCHHUO3, CeTcHC, renatutbl B u C u ap.).
WNH(pekunoHHbIe OCIOXKHEHUS MOTYT ObITh CBS3aHbI C HApYyIIEeHHEM (PYHKIIUU (HaroluToB U
YMEHBIIIEHUEM YPOBHS CBOOOHOTO TpaHCcheppuHa, 00YCIOBICHHOIO MEPETPy3KOit
KEJIE30M.

Huarnos. O Bo3moxkHocty HI' cneayer aymath Bo BceX ciayyasix 6€CCUMITOMHOM
refnaToMerajiiu y My>KUYUHbI C HAUJIMYUEM aCTEHUH, apTPAITUU U XOTs Obl HE3HAYUTEIIBHOTO
MOBBILLIEHUS YPOBHs aMuHOTpaHchepas. Heo6xoaumo nogquepkHyTh, YTO OOBIYHBIE
«T1€YEHOYHbIE (DYHKIIMOHATIBHBIE MPOOBI» YaCTO MaJIO U3MEHEHBI Y OOIBHBIX C
MaHudectasiMu hopmamu HI' naxe B ctaauu nupposa.

VY4uThIBast BBICOKYIO YAaCTOTY F€TEPO3UTOT B MOIYJISILUH, MTOJaraeM, 4To 3a00jieBaHne
pa3BHBAETCs Yallle, YeM €ro AMarHoctTupyrot. [I[ppHuMaroT Bo BHUMaHUe, 4TO Hanbosee
NOCTOSTHHBIMU M o0mumu Juist HIT siBisiroTest Menanoaepmust (CepoBaTo-KOPUYHEBOTO [BETA)
u runiepdeppemus (40-70 mxmonn/i1, HopMma 12-30 Mxmoib/it). OgHAKO YPOBEHD
CBIBOPOTOYHOTIO K€JIe3a HE CaMbIi JIyYIIU# rapamerp B nuarsoctuke HI'. Moryt
HaOII01aThCs caXxapHbIi uabeT, mopakeHUs MUOKapaa, apTpONaTUsl U TUIIOTOHAIU3M.
[lenecoobpa3HO OnpenensaTh Keae30CBA3BIBIOIIYI0 CHOCOOHOCTh CHIBOPOTKH KPOBH
(HachIeHUE TpaHCPEpPUHA): €CiIH Mociie 12-4acoBOro roJioIaHus HACBIICHUE
TpaHcheppuna 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.
['enetnueckuii Tect 11 onpenenenus HI' mo3BonsieT BbIsIBUTH ToueuHble MyTauuu C282Y u
H63D B rene HI (6, 7).

[Teperpy3ska xee30M JT0JKHA OBITh MOATBEPIKACHA MTPH MTOMOIIY OHONICHH MeueHH (3,
4). Kaxk npasuiio, conepkanue xeinesa npu HI' coctaBinsieT cBbiiie 2 Mr/r cyxXoro ocrarka.
Ha panHuX cTagusx y NalMeHTOB MOJIOZOrO BO3PACTA OTIIOKEHUS XKeje3a 00HapyKUBAIOTCS
TOJIBKO B Fe€NaToluTax U NepunopTagbHOi 00JacTH. Y MOXKWIbIX MAIIUEHTOB KEIe30
HAKaIJIMBAETCs HE TOJIBKO B TeMAaTOLUTAaX, HO U B KyI()EPOBCKUX KIETKAX U KIETKaX
KEITYHBIX IPOTOKOB. LIUppO3 IeueHn HOCUT MUKPOHOLYJISAPHBIA Xapakrep, a
pEereHepaTUBHbIE Y3E€JIKM MHOTJA OKPAIIUBAIOTCS CIIEHUAIbHBIMU KPACUTEIIMHU
(mpuMeHsieMble ISl BBISIBIICHUS JKeJe3a)

Huddepenumanpubiii quarsos. [pu muppose, He csizanroM ¢ HIT (Hanmpumep, nipu
AJIKOTOJILHOW 00JIE3HH MEYCeHU 1 BUPYCHOM rematute C), HHOT]a MOTYT MOBBIIIATHCS
YpOBHH *kerne3a u (eppuTHHA B CIBOPOTKE. KimHMYeckas KapTuHa Tak:Ke He Bcerja
MO3BOJISIET YCTAHOBUTD JJUArHO3, TAK KaK COYETaHHE caxapHoro auadera ¢ Huppo3oM
MEYEHHU BCTPEUAETCS HEPEAKO U Y OOJBHBIX LIUPPO3OM MOT'YT HAOIIOAATHCS UMIIOTEHIIMS,
YMEHBIIEHUE OBOJIOCEHUs U MUrMeHTalus koxu. Onnako npu HI' nposiBnenus
MEeYEeHOYHOKJIETOUYHON HETOCTATOYHOCTH OOBIYHO MUHUMAJIbHBIE. Bce coMHeHus
pa3peraTcs Ipyu OUOICHH TIeUueHH. XOTS y CTPaJaloNnuX ajaKkoronu3smMoM dacto (57%)
HAOJTI0IACTCS CHIEPO3 MEUCHH, 3HAUNTEIILHBIM OH ObIBaeT peako (7%). [Tpu HI
HAKOIUICHHUE KeJle3a MPOUCXOAUT NPEUMYIIECTBEHHO B renarountax. Hanportus, npu
BTOPHUYHBIX (DOpMax MepeHaCHIICHHUS OPraHU3Ma KeIe30M THCTOJIOTMYECKU ONPeaeseTCs
HAKOIUICHHUE JKeJle3a B KIETKaX PETUKYJIO03HI0TEHS.

[lepBuunblii pak neyenu Ha ¢poHe HI' ciexyer 3anoqo3puth npu yxXyAlIeHUH
COCTOSIHUS OOJIBHOTO, COMPOBOXKAAOMIMMCS OBICTPHIM YBEIMYEHUEM IEYeHH, OOJIIMU B
KUBOTE U aCLIUTOM. BO3MOXHO MOBBIIIIEHNE YPOBHSA &-(heTONPOTENHA.

[IporHo3 BO MHOTOM ONpeENseTcs] CTENEHBIO U JUIMTENbHOCTHIO MEPErPy3KH HKEIE30M.
IToaToMy BakHOE 3HaYECHHE UMEIOT PAHHUM IMAarHo3 U JieueHue. Eciau [uarnos mocrasieH 1
JIeYeHHE HAYaTo JI0 TOro, KaK y MalMeHTa pa3BUIICs LUPPO3 NEUECHH, POIOTKUTEIBHOCTh
KU3HU He cokpaiaercs. K naubonee yacteim npuunnam cMmept npu HI' otHOCST
NEeYEHOYHYIO WM IMa0ETUYECKYI0 KOMY, KDOBOTEUEHHUE U3 BAPUKO3HO PACIIMPEHHBIX BEH
MUIIEBO/IA U KEITYJKa, CEPACUHYIO HEJJOCTATOYHOCTb, NEPBUYHBINA ME€YEHOYHO-KIETOUHBII
pak, KoTophblil pa3BuBaercs npuMepHo y 30% OonbHBIX. PaHHSS quarHocTuka u
cBoeBpeMeHHoe jJeyenue HI' nmpeaynpexnatoT BO3HUKHOBEHUE 3THX OCJIOKHEHHUH.

Jleuenue. V3 mueThl HCKITIOYAIOT MIPOAYKTHI, COJIEpIKaIIue jKene30 (MeYeHb, MsCo, sIia,
UKPY, KUCITbIE COPTa 0JIOK ¥ Jp.). OCHOBHBIM CPEJICTBOM st JiedeHus1 00bHbIX HI
sBisieTcs nedepokcamun (nechepan, nechepan u ap.). [lepsoie 7-10 qHel npenapat BBOAST
BHyTpuMbIIiedHo 1o 0,5-1 1 B cytku (mo 5-10 M 10% pactBopa), 3atem BHyTpb (0,51 3
pasa B JIcHb), TIOCJIC YeT0 MPOBOIST MPOJIOHTUPOBAHHOE JICYCHHE TIOJICPKUBAIOIIMMHU
nozamu (0,5 B 7 nHeit). [ledepokcamMun oOpa3yeT KOMIUIEKCHOE COSTUHEHHE C YKEIIe30M,
oOecreunBas ero BbIBeIeHHE U3 opranu3Ma. Kpome Toro, Ha3HayaroT cUCTEMaTHUYECKUE
KpoBomyckanus (mpuMepHo pa3 B Hezaenro mo 400-500 mu kpoBu B TeueHue nepBbix 1-3 ner,
3atem 1o 400-500 mu kaxaeie 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 JUArHOCTUPOBAHO B Bo3pacTte 110 40 jeT, KpOBOMYCKaHUS MOTYT
MPUBECTHU K OCIAOJIEHUIO MPOSIBICHUI TMIIOTOHAIU3MA.

[Ipodunaktrka. CocTOUT B CBOEBPEMEHHOM M TOYHOM JuarHo3e HI', Tak kak Tepamnus
cnenuuyHa, a yCrex JICYEHUs! 3aBUCUT OT CBOEBPEMEHHOTI'0 €ro Hayaia U HaCTOMYMBOTO
nposejeHus. st pannero auarso3a HI' (o pa3BuTHs mOBpexkIeHUS TKaHEH) BaKHO
o0cneaoBaTh OIMKANIIUX POACTBEHHUKOB 00IBHOT0, 0OCOOEHHO OpaTheB U CECTEP.
HopManbHbIM ypOBHSIM >keje3a U GeppUTHHA B CBIBOPOTKE, a TAKKE CTENIEHH HACBIICHUS
TpaHcheppHuHa COOTBETCTBYIOT HOpMaJibHbIE 3amnachkl xene3a. Ckpununr-rect Ha HI,
OCHOBAHHBI{ HA COUYETAHMU MOBBIILIEHHOIO HACHIIIEHUS TpaHC(eppuHa U YPOBHS
(dheppuHUHA Y MOJIOJIBIX TOMO3UTOT, 00J1a/1aeT YyBCTBUTEIHLHOCTEIO, paBHOM 94%, u
cnenupUuyHOCTHIO, paBHOW 86%. Eciu noBbIlIeHHbIE 3HAUYEHUS XOTS Obl OJTHOTO U3
YKa3aHHBIX NIOKa3aTesel COXPaHAIOTCS AJUTENbHOE BpeMs, MOKa3aHa OMOICHS TTEUYEHHU C
OIpeJIeIICHUEeM coiepikanus xkenesa. [Ipu noarBepxkaeHnu auardoza HI' (roMo30roTHOCTH)
y POJICTBEHHUKA, €r0 HEOOXOAMMO JIEYUTh KPOBOIYCKAHHUSIMU J1a’K€ MPU OTCYTCTBUU
cuMIITOMOB. HenaBHO NosIBUIIaCh BO3MOYXKHOCTh FEHETUYECKOTO TECTUPOBAHUS IS
noaTBepkaeHus nuartosa (7). 'enorunupoBanue reHa HI' umeer ocoboe 3HaueHue y
MOJIOABIX U O0ECCUMITOMHBIX OOJIBHBIX T€MOXPOMATO30M.
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