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CHnucoK cOKpaneHu

HI" - HacneacTBEHHBIN TEMOXPOMATO3

HTX — naceienue TpancgeppuHa xene3om

OXKCC — obmras xene30CBA3bIBAIOIIAs CTIOCOOHOCTh CBIBOPOTKHU
[1OJI - nepeknucHOE OKUCIICHHUE JTUTINIOB

TH® - dpakTop HEKpoO3a OIMyX0au

NJI-6 — unTepnekuH 6

I'en HFE - ren, konupyromnmii CTpyKTypy OeKa HaclIeICTBEHHOro reMoxpomMaro3a | tuma
OKI' — sanekTpokapauorpamMma

V3U — ynbTpa3ByKOBOE UCCIICIOBAHNE

AUYTB — akTUBHPOBaHHOE YaCTUYHOE TPOMOOILIACTUHOBOE BPEMSI
MPT — MarHuTHO-pe30HaHCHAsI TOMOTpadus

KT — xomnbroTepHas Tomorpagus



1. Kparkas nndpopmanus

Omnpenesienne
Ileperpyska skenesom (MKB 10:E83.1- Hapymenuss oOmeHa 3jkejae3a) — COCTOSHHE,

XapakTepusyromeecs:  M30BITOYHBIM HAKOIJICHHEM JaHHOTO MHKpPODJIEMEHTAa B OpraHax H
TKaHX, YTO COIIPOBOKIAETCS:

- NOSIBJIGHUEM CBOOOJHBIX MOHOB XeJie3a B IUIa3M€ KPOBH, BHEKJIETOYHOM IPOCTPAHCTBE U
BHYTPH KJIETOK;

- OKHCJHTEIbHBIMH TOBPESKICHUSMHU OEJIKOB M KJIETOYHBIX CTPYKTYp, BEAYIIMMHU K THOETH
KJIETOK;

- JIreHepaTHUBHO-AUCTPOPUUECKUMH  HM3MEHEHUusIMM U (pubpo3Hoi  TpaHchopmauuei
BOBJICUEHHBIX B IIPOLIECC OPTaHOB U TKAHEH;

- HeoOpaTHMMBIMH HApYyHIICHUSAMHU CTPYKTYphl M (DYHKIHMHA TEYSHH, CEpla, MOPKETYAOYHOM

JKEJIe3bl U IPYTUX OPraHOB SHJOKPUHHOW CUCTEMBI.

ITHOJIOTMSI M IATOTreHe3

XKene3o — HEOOXOAMMBIA MHUKPORJIEMEHT, WIPAlOIIMi KJIIOYEBYIO pOJib B IIpoleccax
MeTaboan3mMa, pocta U mponudepannu KIETOK. Bwmecre ¢ TeMm, H30BITOYHOE COZIEpKaHUE
KeJe3a COMPSHKEHO C MUTOTOKCHYECKUMH 3P (PeKTaMu, KOTOphle 00YCIOBICHBI CIIOCOOHOCTHIO
xKelne3a, Kak MeTajila ¢ IepeMEeHHON BaJICHTHOCTBIO, 3aIlyCKaTh IeTHbIe CBOOOHOPAIUKAIbHbIE
peakuy, NpUBOSAIIME K epeKucHoMy okucienuto nunuaoB (IIOJI) 6uonornyeckux memoOpas,
TOKCUYECKOMY MOBPEXJICHUIO OEJIKOB U HYKJIEMHOBBIX KHCIOT. Takum oOpa3oM, Kak aeduiuT,
TaKk U Meperpyska >Kene3oM MMEIOT KaTacTpopuyecKue MOCIEACTBUS s OpraHu3Ma, 03TOMY

CoZIepKaHKe TaHHOTO MHUKPO3JIEMEHTa KecTKo perymupyercs [1,2,3,4,5].

B opranusme 370pOBOro uenoBeKa CONEPXKUTCS OKOIO 3 - 5 T xkKene3a, U3 KOTOPOTro
Oonpmasg yactb - 2100 Mr ’kene3a, BXOAUT B COCTaB KJIETOK KPOBHM M KOCTHOIO MO3ra.
[IpakTHyeckn Bce META0OIMYECKH AKTHBHOE KENe30 HAXOJWTCS B CBSI3aHHOM C OelKaMu
COCTOSIHUH; CBOOO/THBIE MOHBI JKeJie3a MOTYT IIPUCYTCTBOBATh B KpailHe HU3KMX KOHLIEHTPALHIX.
B ¢usnonornyeckux ycnoBusx exeaHeBHO Tepsercs He Oonee 0,05% (< 2,5 mr) or obiero
KOJINYECTBA JKele3a. OJTU IMOTepU BKJIIOYAIOT >KEJIe30, YNAISAIoLIeecs CO CIyIIHMBAIOUIMMCS
STHUTENINEM KOXH U KETYIOYHO-KUIIEYHOTO TpakTa, ¢ motooraeneHueM. Ctombko xe (1-2 mr)

KEJC3a CXKCIHCBHO BCAChIBACTCA B KUIIICYHUKE.

Jnst spuTpononsa Tpedyercs exeqHeBHO okoio 20-30 Mr jkenesa, TOr/a Kak exXeHEBHOEe
MOCTYTUICHUE MUIIEBOTO XKelle3a U3 KUIIeYHUKa cocTaBisieT Bcero 1-2 mr. Heooxoammeie 20-30

MT KEJI€3a CKCAHCBHO BO3BpAlIAOTCA B HUPKYIALUIO MaKpOCbal"aMI/I CeJIE3CHKH U IeUeHU. ITOT
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IPOLECC HOCUT Ha3BaHME «PELUPKYIALMHM >Kele3a» U HMeeT ropa3qo Oosbliee

(bHU3HOIOrHUECKOe 3HAYCHUE, YeM BCAChIBaHUE XKeye3a B kuineuynuke [1,2,3].

[Tpomieccel BcachlBaHUs, PEIUPKYISIIIAM M XPAaHEHHUS 3alacoB Kelie3a PEeryIupyrTCs
CHEIHAIbHBIM TOPMOHOM — TEICUIUHOM, KOTOPBIH MPOAyLUpYeTCs KiIeTKamMHu IiedueHdu. B
(bU3HONOrMYeCKUX YCIOBUSX MPOAYKIMS TeTICUIMHA KJIETKAMH IIEUYEeHU PEryIHpYyeTCs YPOBHEM
JKele3a B KPOBH M CTCIICHBIO OKCHTCHAIMHM TKaHW TeYeHW. [Ipu MaToNOTHYECKUX YCIOBUSIX
OPOIYKIMSI TETNCHINHA PEryJINpYeTcss MPOBOCHAIUTEIBHBIMA ITUTOKHHAMH, W3 KOTOPBIX
[NIaBHYIO pOJIb wWrpaeT uHTepieikun-6 [3,6,7]. Ha »skcrnepuMeHTanbHBIX MOAEISAX M
T00pOBOJIbIAX OBLIO MOKA3aHO, YTO BHYTPUBEHHOE BBEJIEHHE MPOBOCHAIUTENbHBIX [IUTOKWHOB
(TH®, WJI-6) compoBOoXkAaeTcsi NOBBIILIEHUEM MPOAYKIUUA TENCUIUHA C MOCISAYIOIINUM
pasButHeM THIOMQEpPpEeMUH U HKENe301e(UIUTHOTO DPHUTPONOI3a, a MPH UIHTEIHLHOM
BO3/ICHICTBUM MOBPEXKIAIONUINX (DAKTOPOB — pa3BUTHEM aHEMHUHU, MEXAHU3M KOTOPOU HUIECHTHYEH
TAKOBOMY IPH aHEMHHU BOCHAJCHUS (WIM aHEeMHHM XPOHHYECKHX 3abonesanmii) [1,3,8,9]. B
OpraHW3ME YeJIOBCKa OTCYTCTBYIOT (DH3MOJIIOTUYECKHE MEXaHW3MBl BBHIBSJICHUS JKeie3a, B
COOTBETCTBUHU C ATUM HAPYIICHHEC MEXaHU3MOB PETYISIIMH TOMEOCTa3a jkeje3a, U30BITOYHOE
BCACBIBAHME WIIM [apeHTEPAIbHOE TMOCTYIUIEHHWE Keje3a OBICTPO NPUBOAST K PA3BUTHIO

neperpysku xenezom [1,6,].

DMUIEMHOJIOT U

PacripoctpaneHHOCTh HacleAcTBeHHOTO Temoxpomarto3a (HI)  Bapeupyer or 1 : 250
MHIMBUAYYMOB, poxkusaromux B CesepHoil EBporne, 1o 1 : 3300 - cpeau yepHOro HaceneHus
CIIA u ctpan A¢puxu. [Ipu npoBeaeHUN réHeTUYECKOI0 CKPUHUHTA OBbUIO YCTaHOBJIEHO, YTO
romosurotHas myranus reHa HFE peructpupyercs y 1 u3 500 obcnenoBaHHBIX, TOrja Kak
YHCI0 KIMHWYECKH ycTaHOBIeHHBIX ciiydacB HI' cocraBmster 1 : 5000 [4,10,11]. Takum
o0pa3oM, 3HAa4YMTEIbHOE KOJMYECTBO CilydyaeB 3a00JieBaHUS HE paclo3HaeTcsd WIU
JIMarHOCTUPYETCs MO3AHO, Ha CTaJUH HEOOpaTUMOTO MOpaKeHUs] BHYTPEHHUX OpPraHoB (LUPpPO3

ME€YEHHU, caXapHblil AualeT, MuIaTalioHHas KapIUOMHUOIATHS).

Kaaccndbukanus

B cooTBeTcTBHM C OCHOBHBIM MEXaHHU3MOM PAa3BUTHA NICPETPY3KU  KECIC30M (I/IJ'II/I, CHMHOHHUM —
T CMOXpOMaTOS) BBLACIIAKOT TCPBUYHBIC (HaCJ'Ie,Z[CTBCHHBIC) U BTOPUYHELIC (HpI/I06peTeHHLIC)

remoxpomato3si [4,10].

HacnenctBennsiii remoxpomaro3 (HI') — monucucremHoe 3aboneBaHue, B OCHOBE KOTOPOTO
JeKaT TeHEeTU4YeCKH OOYyCJIOBJIEHHbIE HapylleHHs MeTabosin3Ma jkeses3a, MPUBOASAIINE K €ro

I/136LITO‘-IHOMy HAKOIUVICHUIO B OPraHu3MC U TOKCHUYCCKOMY ITOBPCKIACHUIO OPraHOB U TKaHeu

[4,10].
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B cooTBercTBUM € YCTAaHOBIIEHHBIM TI'E€HETHYECKHM Je()EeKTOM U XapaKTepHOM KIMHHUKO-

nabopaToOpHOil KapTHHOHM 3a00JieBaHMS BBLACISIOT 4 THIA HACIEICTBEHHOTO TI'eMOXpPOMAaTO3a

[3.4,]:

I Tun — Hacnenyercs Mo ayTOCOMHO-PEIIECCUBHOMY MEXaHU3MY, OOYCIIOBIIEH MYTAal[UsIMU TeHa
HFE, pacnonoxennoro Ha 6 xpomocome. HaubGonmee wacto (y 87-90% Oo0nbHBIX)
peructpupyerca myranus C282Y — 3amMeHa LMCTEMHA HAa TUPO3UH B 282-0l1 aMUHOKHCIIOTE.
Pexxe BcTtpewaercss myrtamus H63D — 3amena uutuauHa Ha ryaHuH B 63-eii aMUHOKHCIIOTE

[4,10];

II Tum — rOBEHUIIBHBIN reMoxpomMaro3 BCTPEYACTCA PECIAKO, 06YCJ'IOBJ'IGH MyTalusMHU TI'CHaA,

OTBETCTBEHHOT0 3a CHHTe3 rerncuauna [4,12];

III T — TEHETUYECKYI0 OCHOBY COCTAaBJISIFOT MyTallMy I'€HA, KOJAUPYIOIIErO0 CHHTE3 PELEenTopa

Juis Tpancdeppuna [4,12,13];

IV Tun — resernyeckyro OoCHOBY cocTaBisAl0T MyTauuu reHa SLC40Al, koqupyromero cuHTes3

TpaHcnopTHoro 6enka depponopruna [4,13].

W3 4 npencranennsix Tunos HI' Hanboiiee pacnpocTpaHEHHBIM U U3yYEHHBIM sBJsieTcs TUI |

(HFE-accounnpoBaHHbBIN HIH KIACCHYECKHI FEMOXPOMATO3).

Bropuunas wim npuoOpeTeHHas Meperpy3ka »Kelle30M pa3BHUBAeTCsl BCIEICTBHE
MHOTOKPAaTHBIX TpaHC(hy3ul SPUTPOLUTAPHOM Macchl W/WIM  Haauuus HEe3PPEKTUBHOTO
APUTPOIIO3a, XAPAKTEPHOro JUIsi OOJBHBIX C  HEKOTOPHIMH (opMamMH  HACJIEICTBEHHBIX
TeMOJINTUYECKUX aHeMui (B-Tanmaccemus, CEepIOBUIHO-KJIETOYHAs aHeMus) U
MUENOIUCIIIaCTUYeCKMMH cuHApoMaMu. Kaxxnas Ttpancdysus 250 M1 SpUTPOLUTHOM MaccChl,
nosrydeHHast u3 420 M1 TOHOPCKO# KpoBH, coaep:kut 200 Mr xene3a, KOTOPOEe OCBOOOKIAETCS
MakpodaramMu CEJIe36HKM M T€YEeHM M PEHUpPKYIMpPYeT B OpPraHU3ME pELMIIHEHTA.
CootBetrcTBeHHO, mocie 20 remoTpaHcy3uil colepxkaHHe jKejle3a B OpraHu3Me pelUNUeHTa
yBEJIMYMBAETCS, NMO-MEHbIIeH Mepe, BABoe. M30BITOK *kee3a, He MCIOIb30BaHHbBIN IS HYX]T
APUTPOIIOI3a, JOCTABISAETCS TpaHCHEPPUHOM B TeHNaTOLUUTHI JUISl JUIMTEIBHOTO XpPaHEHHS.
Perynsipabie remoTpaHcQy3uu NPUBOAAIT K NEPEMOTHEHHIO JKEJIe30M €MKOCTE! TpaHchepprHa 1
KJIETOK MEYEeHU U, KaK pe3yJibTaT, MosBiIeHuIo B miuazme kpoBu NTBI, Hakomnenuto xenesa B
oprasax, He MpeJHa3HauYEHHBIX /I XPaHEHUS 3aI1acoB JKeJle3a, B TOM YHCIIe B CEpJILE, YTO BEIET
K pa3BUTHUIO TOKCHMYeckoW Kapauomuonatuu. IlocrmenHsisi TOposBISETCS  apUTMUSMU,
HapyIIEHHEM COKpATUTEIbHON CHOCOOHOCTH cepilla M CIY)KHUT OCHOBHOM MPUYMHONW CMEpTH
OonbHBIX OonblIONW [-TalacceMued, ¢ paHHEro JETCTBA IOJIYYAIOUIMX PEryJIspHbIE

3aMCCTUTCIIBHBIC Tpchq)ysym 3pI/ITp0L[I/ITHOI71 MaccChbI. I[pyFI/IMI/I KIIMHUYCCKUMMU ITOCICACTBUAMU
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MOCTTPAaHCPY3UOHHOM TEPETPY3KH IKEJIE30M SIBISIOTCS pasBuTHe (pubpo3a/mupposa IeUueHH,

caxapHoro nuabera u Jpyrux SHaAoKkpuHonaruii [4,12,14].

Kananyeckue npu3sHaKku

OcHOBHbBIE KJIMHHYECKHE IPOSBIICHUS TIEPErPy3KH xkene3oM BkiovaroT [4,10,13]:
- HEMOTHBHUPOBaHHAsi CIa00CTh, yTOMIISIEMOCTh, COHJIMBOCTD;,
- TUTIIEPIIUTMEHTAIINS KOXH,

- IPU3HAKU MOPAXKCHUSA IICYCHU: HCMOTUBHUPOBAHHOC ITOBBINICHUEC H/UJIA CUMIITOMBI HOpT&J’IBHOfI
TUIICPTCH3UM: aCUT, I'ClIaTOCINICHOMCTAJINA, KPOBOTCUCHHUC U3 BAPHUKO3HO PACHIMPCHHBLIX BCH

MUIICBOJA U XKCIIYIKA,

- CHUMIITOMBI TIIOpaXXCHHUA CCpALia: ISKCTPACUCTOJIHA, MCpHATCIbHAA apuUTMUA W APYTHC
HApylmeHus1 puTMa, HAPYHICHUC COKp&THTCJ’IBHOﬁ CIIOCOOHOCTH cepana, KakK IIPOsBIICHUC

TOKCUYECKOM KapaAuOMHOIaTHUH,

- IOpaXEHHE CYCTAaBOB: YIOPHbIE apTpPalruy, HamOoJee  4YacTO BOBJIEKAIOTCSA ISICTHO-
(aslaHTOBBIE CYCTaBbI, peXKe — KOJICHHBIE, Ta300€eIPEHHBIE, JIOKTEBHIC; IOCTETICHHO Pa3BHUBACTCS

TYTOIIOJABHUKHOCTBH CYCTaBOB;

- Pa3BUTHUC CaXapHOT'O ,Z[I/Ia6eTa n ,I[I/IC(I)YHKI_[I/II/I ITOJIOBBIX KCJIC3.

2. JImarHocTuka

7KaJ10061 1 aHaMue3

[Ipu mnepBuYHOM 0O0CIENOBaHUH OOJBHBIX C MOJO3PEHHEM HAa TEMOXPOMATO3 PEKOMEHIYETCs
oOpaimiate BHUMaHUE HAa HaJlW4Me HEMOTHBHPOBAHHOW Cl1abOCTH, yTOMISIEMOCTH, Ooyieli B
npaBoM Tozpedephe, apTpairuid, CHIKeHHUE TUOUA0, UMIOTEHINIO, TUIIEPITUTMEHTAINIO KOXKH,

HapyIIeHUs pUTMa Cep/illa, CaxapHbIi 1uaderT.

PuzukajabLH0E 00CIe10BAHUE

PeKOMeHJIyeTCSI IMPOBOAUTE OCMOTP, BKJ'IIOLIaIOIIII/Iﬁ HU3MEPCHUE POCTa M MACChI TCJid, OLUCHKY
COCTOSAHHUA KOKHBIX IIOKpPOBOB u KOCTHO-CyCTaBHOfI CHCTCMBI, BBISIBJICHUC
I'eaToCIIJICHOMET aJINH, IIPpU3HAKOB ,[[I/IC(l)YHKI_II/II/I cepana, JICTKHUX, TICUYCHU, OpPraHoB

BHHOKpHHHOﬁ CHUCTCMBI.



JlabopaTopHass M MHCTYMEHTAJLHAS AMATHOCTHKA

JIaGopaTopHbIe KPUTEPHUH MIEPETPY3KH JKEIE€30M BKIIOYAIOT:

- CTOWKOE TMOBBILICHUE COZEpKaHusl ChIBOpoTouHOro (hepputnna (cBbime 1000 Mkr/m) B

OTCYTCTBHH OYEBHIHOTO BOCIAIUTENHLHOT0, IECTPYKTUBHOTO UITU OITyXO0JIEBOTO IIPOIIECCa;
- CHIDKEHHE cojiepkanusl TpancdeppuHa B ceiBopoTke Kpou 1 OXKCC,
- noBsimenue ko3 dunuenta HTXK (> 60%)

- TIOBBIIICHHAas  JKCKpEIMs >Keje3a ¢ MO4YoM (CHOHTaHHAasT W HHIYLIUPOBAHHAS

BBeJICHHEM JlepepokcaMuHa — «aechepaioBBIi TECT).
Mopdonaoruueckue KpuTepuu:
- TOBBIIIEHHOE KOJIMYECTBO CHAEPOOIIACTOB B KOCTHOM MO3TE,
- OTJIOXKEHUSI FeMOCHIEprHa B TKaHsAX (okpacka no [lepicy),

- IIOBBIICHUEC COACPIKAHUA KCIIC3a B TKAHU IICYCHU (2 3-7 Mr/r CyYXO0ro BecCa, IIpyu HOpMEC

0,17-1,8 mr/u)
Pannonornyeckne kpurepuu:

- MarouTHO-PC30HAHCHAas TOMOFpa(l)I/Iﬂ Mne4yceHu u cepaua Io CHGHI/IaHLHOﬁ nmporpamMmme

TZ* ITIO3BOJISICT BBISABUTH HAKOIIJICHHA KCJIC3a HA ,I[OKJ'II/IHH‘-ICCKOﬁ CTaauun.
3. Jleuenue

XenaTophl — JIEKaPCTBEHHBIE MpenapaThl, 00J1aJa01Ie CIOCOOHOCTHIO CBSI3bIBATh M BHIBOJIUTH
U3 OpraHM3Ma u30BITOYHOE IKEeJe30. CornacHo COBpPEMEHHOM KOHLEMIUH, OOJbHbIE
NOJIYYaloIUe PeryysipHble 3aMECTUTENIbHbIE TPAHC(HY3UHU SPUTPOLMTHON MAcChl HYXIAIOTCS B
MPOBEJICHUM aJICKBATHOW XEJIATOPHOM TEpanuM, LEJIbl0 KOTOPOW CIIYKUT SJIMMUHALNS
NOTCHIMAILHO TOKCUYHOTO JKeJie3a BHYTPH KJIETOK M BO BHeKJIeTouHoM mpoctpanctee (NTBI),
CHIDKEHHME OOIIMX 3amacoB jKejle3a B OpraHu3Me, YTO MO3BOJUT MPEJOTBPATUTh TOKCHYECKUE

a¢dexTh cBOOOHOTO XKene3a [15, 16, 17,18,19].

B Poccuiickoii denepanuu B HacTosIee BpeMsl 3apETHCTPUPOBAH | JIE€KapCTBEHHBIN
mpenapar — Xxemarop okenesa: nedeposupoxc (Okcwmkan). Jledepasupokc  sBIsETCA
NEepOpPAIbHBIM XE€IaTOPOM JKele3a, MEepPHUoJ MOTYBBIBEJCHUS KOTOPOro COCTaBisieT 8-16 yacos,
YTO TO3BOJSIET NMPUHHMMATh JaHHBIA mpemapar | pa3 B geHb. KinuHuueckue wucciaenoBaHUs
MoKa3aju, 4yTo Jnedepazupokc crnoco0eH KOHTPOIUPOBAaTh TOKCUYHBIN IMyJ JaOUIILHOTO JKeje3a

IJ1a3sMbl 1 YJAJIATh OTJIOKCHHSA XKEJIC3a U3 TKAHU IMEYCHU U CEpala.
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Ha3nauenmne xejaTopHoii Tepamuu JedepasUpoOKCOM IIOKa3aHO B  CIETYIONINX

KJIMHUYECKUX CUTYalUsIX:
1) Hanuyme TOKa3aHHOW MEperpy3KH Kejae30M Y TPaHC(HY3MOHHO-3aBUCHMBIX OOJIBHBIX

- C HaCHeHCTBCHHOﬁ IMaToJIOTHEH SpUTpPOHA. TajJacCeMMUs, CEPIIOBHUIHO-KIJIIETOYHASA

001e3Hb U Apyrue peaKue (l)OpMI)I HaCJICACTBEHHBIX 'CMOJIUTHYCCKHUX aHeMHﬁ;

- ¢ wmuenogucmiactuaeckumu  cuaapomamu  (MJIC) HHU3KOW CTENEHH pPHUCKA
(pedbpaxTepHas aHemusi, pepakTepHasi aHEMHUs C KOJBIEBBIMH CHUACpoOIacTaMu, 50-CHHIPOM),

C O’KHJIaeMOM TIPOJI0JDKUTEILHOCTBIO )KU3HKH Ooiee 1 roaa;
- aIUTIACTUYECKOM aHEMHEH;
- IEPBUYHBIM MHUEIIOPUOPO30M C OJIArONPHUATHBIM WM POMEKYTOIHBIM IIPOTHO30M;

2) HamMuUe JO0Ka3aHHOH Meperpy3KH Keie3oM y 0osibHbIX remobiacro3amu uwin MJIC,

OXHUAAIUX IIPOBCACHNUC TPAHCINIAHTAIUK aJIJIOTCHHBIX I'€MOIIO3THYCCKUX KIICTOK.

I[O3bl U JJIMTECJIBHOCTD xenaTopﬂoﬁ TEpaIluu

VY GoNbHBIX ¢ HU3KOW TpaHC(HY3MOHHOW HArpy3Koi (<2 eAMHUI] SPUTPOILUTHON MacChl B
Mecsll) HazHaueHue aedepasuporca B 103e 20 MI/KI/CYT sIBISETCS JOCTATOUHBIM JUIsl CHUKEHHUS
COJIepKaHuUs XKeJe3a B TKaHU MedeHu. Y OOJbHBIX co cpefHel (2-4 equHHIIbI/Mecs1) U BBICOKOH
(>4 enunwuiy/mecsi) TpaHcPy3HOHHOW Harpy3kord d(hPEeKTUBHBIMU J03aMH jedepasuporca
apistores 30 mr/kr/cyr w40  Mr/kr/cyr, coOTBETCTBEHHO. BpiOOp HauyanbHON 03Bl
nedepaszupokca OnpeaeseTcs: TepareBTUIEeCKON Leblo: MoJiepKaHle HeHTpalbHOro OanaHca
xKeneza WIM JOCTIDKEHHE OTpULaTeNIbHOro OanaHca »kene3a, T.e. oOecreyeHHe aKTUBHOTO
BbIBeIeHHUs kene3a u3 opranusma (puc.l). Ilpu cuHmwxennn C® no 800-1000 wmxr/n
PEKOMEHIyeTCsl CHM3UTh J103y mpemnapaTta 10 5-10 MI/Kr/cyT jisi COXpaHEHHS HEUTPaIbHOTO
Oanmanca xene3a. B cnyuyae cHmxenus CO <500 Mkr/n neiaecooOpa3HO HpepBaTh XeJIATOPHYIO
TEpanuio, MPOAOIDKUTh MOHUTOpHUpoBaHWe C® W MpH €ro MOBBILIEHUH BO30OHOBUTH MpPHUEM

nedepazupokca.

HeoOxonuMocTh B TpOBEACHMM XENATOPHOM Tepanmuu y TpaHC(HY3MOHHO-3aBHCHUMBIX
OOJIBHBIX COXpPaHSETCS JI0 TeX MOp, MOKa MPOA0JDKAETCS TeMOTpaHCc(y3nOHHAs Tepanus W/uiu
[IOKa IIEperpy3Ka KeJIe30M OCTACTCs KIMHUYECKU 3HAa4YMMOM. JIedeHue, Kak MpaBUIIO, XOPOILIO
MEPEHOCUTCSI; U3 TOOOYHBIX YPPEKTOB ClIEAyET OTMETUTH JKETYJOUHO-KUIIEYHbIE PACCTPONCTBA,

MNpEXOaAIE€ KOXHBIC BBICBIIIAHUA U HeOObIIOE IMOBLIIIEHUE YPOBHA CBIBOPOTOYHOT'O
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KpeaTHHHHA. B penkux ciydasx, Ipu Ha3HAUYE€HUHU BBICOKHMX J103 Jedepasrupokca HaOII0aeTCs

CTOMKOE MOBBIIICHNE KPEaTHHUHA, TpeOyrolee KOPPEKIUH JT03bI XeIaTopa.

Y OGOJBHBIX, OXHMIAIOIMINX AJIOTCHHYIO TPAHCIUIAHTALUIO TEMOIO3THYECKUX KIIETOK,
XeJlaTOpHas Tepamusl NPOBOJUTCA JO MOMEHTa TpaHCIUIaHTalUuHU. B mocTTpaHcniaHTalMOHHOM
nepuojie HazHadeHue Jedepasupokca HE pPEKOMEHIyeTcs, TaKk KaKk B COYETaHUU C
UMMYHOCYIIPECCUBHOM Tepanmueil CyIIeCTBEHHO BO3PACTae€T PUCK TOKCHYECKOTO MOBPEKICHUS

ITIOYCK.

Kaxable 3—6 mec. B 3aBucMmoctu or CO

AOSMKHa ObITb — C warom 5-10 Mr/Kr B 3aBUCMMOCTH OT
TepaneBTUYeCKOoN LiefIu U oTBeTa

[osa 20 mr/kr/cyT. crabunuanpyer cpeaHee

noanepxaxHune 3HayeHne CP v noonepxuBaet L1C
6anaHca xenesa
unu Hoaza 30 mr/kr/cyT. cHnxaer CP, L1 C un copepxaHue
)Kernesa B MMOKapae U NO3BONSET JOCTUYb
CHUXeHue 3anacoB HeraTMBHOro GanaHca xenesa

xKerne3a

Pucynox 1. Cxema koppekuumu 1036l jAedepasupokca B  3aBUCHUMOCTH  OT
tepaneBTrueckoi 1enu (CO — ceiBoporounsiii ¢pepputun; LIC — comepikanue xeneza B TKaHH

TIEYCHN )

MOHHTOPHMHT MOKa3aTeJIeld, 0TPAKAIOIINX CTeNeHb MePerpy3Ku Kejie3oM

Jnst koHTposist 3((EeKTUBHOCTH XEJIaTOPHOW Teparnuu HEoO0XOAWMO MOHUTOPHUPOBATH
IOKa3aTeay, OTPaXKarollUe CTENeHb MNeperpy3ku xkenezoMm. Hambonee nocTynHbIM sBiseTCs

ompeNieJIeHue CHIBOPOTOYHBIX TOKazaresiel meradbonu3ma skenesa - peppuruna, OXKCC, HTXK.
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KpaTHocTh ompesenieHust 3THX IOKa3aTeleH — eXKEeMECSJYHO B XOje Moadopa J03bI XellaTopa,

Jasee Kaxaple 3-6 MecsleB B 3aBUCUMOCTH OT TEPalleBTUYECKON LIEIH.

MOHUTOPHHI cozepKaHUs XKeje3a B IIEYEHU U cepaue nposoaurces ¢ nomousro MPT B

pexume T2* ¢ yactoToii 1 pa3 B ros1 y OOJIBHBIX C YMEPEHHOH U TSKEJIOU Meperpy3Kou xemnesa.

[To moka3aHusIM NPOBOIATCS HCCIEAOBaHHWE KOCTHOIO MO3ra U OHOICHS TEYEHU C
MOCIEAYIOMUMH  MOP(POJIOTHISCKUMH U THCTOXMMUYECKUMHU HCCIEAOBAaHUSAMHU, a TaKKe
KOJIMYECTBEHHBIM aHAJIM30M COJICPKAHMS JKejie3a B TKAHU Me4YeHU (MpU THKEIOM meperpyske

KCJIIC30M — e;xeroz[Ho).

C OCJIbKO KOHTPOJIA 0e30macHOCTH XCHaTopHOﬁ TEparnun HCO6XOI[I/IMO MMpOBOAUTDH

CICOYIOMUC UCCIICAOBAHMAA!

® KpPCATUHHUH CBIBOPOTKHM — ABAXKXAbI OO0 Ha4dalla TCpalluu I[e(bepaSI/IpOKCOM n aance

€KEeMECSIHO;
e cozaepxkanue Oeika B Mode (OOIIHI aHATN3 MOYH) — €KEMECSIIHO;
o aktuBHOCTH AJIT, ACT — exxemecs4HoO;
® KOHTPOIb 3PEHHUSI U CITyXa — JI0 Hauaja XeJaTOPHOM Teparnuu U Jaliee eKeroiHo;
® POCT M Macca Tella — €KEeTOHO Yy MalueHToB a0 18 jerT.
XeJlaTopHas Tepanus y aerei

[IpuHIHMIIBI XETaTOPHOM TEpAUM y JETEN aHAJIOTMYHbI TAKOBBIM y B3pocibiX. HavanbHas
no3a naedepokcamuHa y geteit coctaBisier 20-30 mr/kr/cyT. YuuThIBas BIUSHHUE JaHHOTO
JIEKapCTBEHHOTO Mpemnapara Ha pocT pedeHKa, Hayalo JeYeHHUs BO3MOKHO B BO3pacTe crapiie 3
JeT, IPU 3TOM HEOOXOJMMO TIIATEIbHO KOHTPOJIMPOBATh pocT pedeHka. B ciaydae 3amennenus
TEMIIOB POCTa HEOOXOIUMO CHH3UTH 103y nedepokcamMuHa WM TepedTH Ha aedepasupokc,
KOTOPBII MOXET HCIONb30BaThes y jAeTeil crapmie 2 net. HaganmpHas no3a aedepasupoxca y
nereit cocranisier 20 Mr/Kr/cyT BHYTpb. [Ipu HEOOXOIUMOCTH 1032 MOKET OBITh IMOCTENEHHO (C
mraroM 5 MI/KT/CyT) TIOBBIIIEHA J0 MaKCHMallbHOU, cocrtaBmstomieii 40 mr/kr/cyr. KoHTpons
3¢ pexTHBHOCTH U 0€30MMaCHOCTH XEJIATOPHOU TEPAIHH MPOBOJIUTCS B COOTBETCTBUH C TEMU K€

IMPUHIMIIAMHU, YTO U Yy B3POCJIbIX.
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