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Tpancghyzuu spumpoyummnoil maccol/636ecu 6x005m @ cospeMerHble CMAHOapmsl cOnPo8OOUMENbHOL Mepanuy aHeMU4ecKoe0 CUHOPOMA
npu 000POKaAHecmEeHHbIX U 310KA4eCMBEHHbIX 3a001€6AHUAX CUCMEMbl KPOBU KAK y 83pocavix, mak u 'y demeii. OcobenHocmu mema-
004u3Ma Jicene3a @ opeanume 4ea08eKa npu Mmpanc@y3usax Ipumpoyumco0eplIcauux cped npueoodsm K e20 NOBbIUEeHHOMY HAKONAEHUIO
6 0P2AHAaX U MKAHAX C pA38UMuUeM NoCMmpancqy3UoHHoU nepeepy3ku Jceaezom. Knunuueckue nposeaenus 0aHHO20 COCMOAHUS PA3AUYHb
no cmeneHu msadjcecmu, HO NPU OMCYMCMEUU XeAAMOPHOI Mepanuu Mo2cym npueecmu K JCU3HEY2POICAIOUUM 0CA0JICHEeHUAM. B o63ope
AUmMepamypsl ONUCAHbL OCHOBHbIE NPUYUHBI Nepecpy3KU Jcene3oM, KAUHU1ecKue NpoaeneHus, a makjce OUaeHOCMUKA U AeveHue u30uimoy-
HO020 HAKONAEHUs Jicene3a @ opeaHusme.
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Diagnosis and treatment of post-transfusion iron overload in pediatric hematology: literature review
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Packed red blood cells are important part of modern treatment recommendations of anemic syndrome in benign and malignant diseases
of hematopoietic system in both adults and children. Special features of iron metabolism in the human body after erythrocytes-containing
transfusions lead to its increased accumulation in organs and tissues and post-transfusion iron overload development. Clinical manifestation
of post-transfusion iron overload varies, but in the absence of chelation therapy can lead to life-threatening complications. This literature
review describes the main causes of iron overload, clinical features, and diagnosis and treatment of iron overload.
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BBenenue

3abojieBaHUsI CUCTEMbl KPOBU MPEICTABISIOT COOOM
TeTEPOreHHYIO TPYMIy 100POKAYECTBEHHBIX U 3JI0Kade-
CTBEHHBIX COCTOSIHUIA, B JIEYEHUM KOTOPBIX 0CO00E MECTO
OTBOJUTCSI 3aMECTUTEJIbHOM Tepanuu KOMIIOHEHTaMu
kpoBu. Okoio 1,1 % nanyeHToB OTAeICHUI TTeAuaTpude-
ckoro npoduis B roa B CIIA gBasitoTcsl peuunueHTaMu
CBEXXe3aMOPOXEHHOM I1a3Mbl, 2,1 % — 3pUTPOIIUTHOMI
B3Becu U 4,8 % — KOHIIEHTpaTa TPOMOOLIMTOB, YTO COCTAB-
ssieT okoso 425 000 mo3 reMokoMmoHeHToB B rof. Ilo
JIaHHBIM PETPOCIeKTUBHOIro ucciaeaoBanHust A.D. Slonim
et al., MpOBeIEHHOI0 Ha OCHOBAHWU BBITTMCHBIX IUKPU-
30B 1 MJIH MallMeHTOB IeauaTpuyeckoro npodwis, 5 %
0OJIbHBIX HYKIaJIUCh B TPAaHC(MY3USIX TEMOKOMITIOHEHTOB,
cpenu Kotopbix 17,5 % cocTaBiisiidi HOBOPOXKIEHHBIC 10
30 cyTok ku3Hu [1]. Y B3pOCabIX MAaUMEHTOB B PYyTUHHO
MpakTUKe HauboJjiee paclpoCTpaHEHHBIMU T'€MOKOM-
IMOHEHTaMU Ul TpaHChy3Uid SIBISIOTCS 3PUTPOLMTHAS
B3BECh M CBEXE3aMOPOXEHHas IlIa3Ma, peXe HCIIOJIb-
3YIOTCSl KOHIIGHTPAT TPOMOOIIMTOB, KPUOIPEIUITUTAT
M KOHLIEHTpAT IPaHyJIOLUTOB, TOra KaK B IeauaTpuye-
CKOI1 ITpakTHKe HanboJjiee pacpoCcTpaHeHbl TpaHCHY3UU
SPUTPOLIMTHON B3BECU M KOHLEHTpaAT TPOMOOLUTOB [2].
B moHoueHTpoBoM uccienoBanuu F. Gauvin et al. 3ame-
CTUTEJIbHBIE TPaHC(hY3UH 3PUTPOLIMTHON B3BECH IPOBO-
nuauch 22 % TalMeHTOB IMOCIe KapIuOXUPYPrUIecKuX
omnepanuii, 21,6 % cocTaBiIsIM HEIOHOIIEHHbIE HOBO-
poxneHHble, 10,9 % — GoJBbHBIE CO 3710KaYE€CTBEHHBIMU
HOBOOOpa3oBaHUSIMU U 9,6 % — ¢ HE30KaYeCTBEHHBIMU
reMaToJIOrn4ecKuMHu 3abojieBaHusIMH [3].

TpaHcdy3un SpUTPOLIMTHON B3BECU — HEOTHEM-
JleMasl 4acTb COIPOBOIWTE/IbHOM Tepamuy IalueHTOB
C aHEeMUYEeCKMM CHHIPOMOM, pPa3BMBIIMMCS Ha (hoHE
KOCTHOMO3TOBOIl HEIOCTAaTOMHOCTH, WHAYLIMPOBAHHOM
MOJUXUMMOTEPAITUEN WIM TTaTOJIOTMYECKUM IPOLIECCOM
B KOCTHOM MO3re (alulacTU4eCKOi aHeMMeil, MUETOIMC-
miactuyeckuM cuHapomom (MC) u ap.). [Tokazanuem
K IMPOBEAICHUIO TpaHCHY3UU SPUTPOILIUTHOM B3BECH SIBJISI-
eTCsl CHUXKEHME YPOBHS reMOrJIo0MHa HUXKe 7—8 T/1IJ1 Mpu
OTCYTCTBMM XKM3HEYrpoXKalolmx oclioXHeHuit. YacTora
OCJIOXKHEHMIT TeMOTpaHC(HY3MOHHOM Teparnuu y Ialu-
€HTOB TeIMaTPUIecKoro npoduist cocrapisieT ot 6,2 10
10,7 % na kaxnpie 100 TpaHchy3Uit SpUTPOLIUTHOM B3BE-
cu. 1o mJaHHBIM MCCIIEIOBAHMIA, YACTOTA PA3BUTHSI ITOCT-
TpaHC(Y3MOHHBIX OCIOXKHEHMH y eTeld B 2,6 pa3a BhIllIe,
YeM Y B3pOCbIX MaleHToB [2]. CriekTp nocrrpaHcdy3u-

OHHBIX OCJIOKHEHUI BKJIIOYAET Pa3BUTHE HECOBMECTH-
MocTu 110 cucteMe ABO, pa3inuHble peakKiuy HeMeJIeH -
HOTO THIA, BKJIIOYash aHa(bUIaKTUUECKUIA 110K, OCTPhIA
reMoJIn3, pa3BUTHE TPaHC(HY3MOHHO-aCCOLMMPOBAHHOIO
OCTPOTO JIETOYHOI'O ITOBPEXACHUsI, DPa3BUTHUE OCTPOM
peakliMyd <«TpaHCIJIaHTaT MNpoTUB Xo3siuHa» (PTIIX),
a Takke Iepenady GakTepuaibHbIX M BUPYCHBIX MH(EK-
IIMOHHBIX areHTOB MpM HAJIUYUKU WMHOUIIMPOBAHHOIO
noHopa (renatut B, rematut C, BUpyc UMMYyHOIe(ULIMTA
yejioBeKa, reprec 1, 2, 6, 8-ro TUIIOB U 1p.).

ITaTodu3uoorus neperpy3ku xejie3om

XKenezo — HeoOXOONMMBbI MUKPO3JIEMEHT, Urparo-
LM KJII0YEBYIO POJib B Ipolleccax MeTaboJM3Ma, pocTa
1 nponudepaluy KIETOK, KOTOPBIM TakXke SIBISIETCS
HE3aMEHUMBIM 3JIEMEHTOM JUISI OOJIBIIMHCTBA OCJIKOB,
BKJIOYasi TeMOIJIOOMH U LIUTOXPOMBI. 2Kejie30 yyacTByeT
BO MHOTHUX BaXXKHBIX 3Tallax MeTabo/rM3Ma KJIETOK: 0OMeH
KHCJIOpo/a, CHUHTE3 TIeMa, IPOAYKIMS KHUCIOPOIHBIX
panukanoB, cuHTe3 U penapauus JIHK, poct u npoau-
depamust kiaeTok. B opraHmsme 310pOBOTO UeIOBeKa
COIEPXUTCS OKoJo 3—5 T keje3a, U3 KOTOPOro 00Jjib-
mast yactb — 2100 Mr — BXOAMT B COCTaB KJIETOK KPOBU
M KOCTHOTO Mo3ra. B cocTaB apUTpOIIUTOB BXOAUT OKOJIO
60 % Bcero myna xeje3a, OCTaBIIeeCs MeTaOOJIMYECKU
AKTHUBHOE XeJe30 (0Koso 25 %) HaXoauTcsl B CBSI3AHHOM
¢ OeJIkaMU COCTOSIHUM; CBOOOJHBIC MOHBI XKeJie3a MOIYT
MPUCYTCTBOBATh B KpaiiHe HU3KUX KOHIIEHTpalusx [4].
M36bITOYHOE Ke1e30 B OpraHM3Me COAEPKUTCS B KIIET-
Kax PeTUKYJIO3HIOTEeIUAIbHON CUCTEMbI, OIHAKO MPU
M30BITKE, MPEBHIIIAIOIIEM e¢ HAKOTUTEIbHbIC (DYHKIIUH,
aKTMBHO BBICBOOOXIAeTCsS B IUIa3My KpoBU. B HacTos-
1M MOMEHT omnucaHo Oosiee 20 OEIKOB, y4aCTBYIOLIUX
B MeTaboJIu3Me XKeJie3a, U3 KOTOPbIX OCHOBHBIMU SIBJISI-
[oTCsl: TpaHcheppuH, TpaHC(HEPPUHOBBIE PELEITOPHI,
GdepputuH, 6eaku-TpaHcrnoprepsl (DMT-1, deppomnop-
THUH), (beppPOOKCHUIa3bl U TercuauH. B HopMe KonndyecTBa
TpaHcdepprHa JOCTaTOYHO JIsI CBSI3bIBAHUST CBOOOIHOTO
Kese3a, OJHAKO IpU JaJIbHEHIIeM pocTe yPOBHS Kelie3a
OPOUCXOIUT AeULUT TpaHcheppuHa [5].

ExxenHeBHas1 IPOAYKIIUSI SPUTPOLIUTOB B OpraHu3Me
YeJioBeKa cocTaBisieT 0koJio 80 % nmoTpeOHOCTHU B XKejlese
1 TpedyeT 20—24 mr [5]. DTo Kene30 Mporu3BOAUTCS IIaB-
HBIM 00pa3oM IOCPENCTBOM MakKpodarajlbHO-0ocpe-
JIOBAaHHOTO KaTaboJIM3Ma reMorio0OMHa M3 MOrMOaoImnx
apuTpolMToB. COOCTBEHHBIE 3PUTPOLUTHI U KIIETKH,
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IMOCTYyMAIOIINE B OPTAHU3M C TeMOTpaHC(DY3UIMU, 3aKaH-
YUBAIOT CBOW JKM3HEHHBIM LMKI, pa3pyllascb CUCTEMOW
darormTUpyOIMUX MakpodaroB, IOCIEe YEro Keje3o
MIePEXOINT B ITYJI, CBSI3aHHBINA C TpaHCHEPPUHOM ILIA3MBL.
HecpsizanHOe ¢ TpaHC(hepprHOM KeIe30 IIa3Mbl 3aXBaThl-
BaeTCs KJIIETKAMU TKaHel 1, TaKM 00pa3oM, He TTOIIEKUT
KOoHTpoImo. [lomoOHOe HEKOHTPOJIMpYyeMOe ITOCTYIUICHHE
Keje3a, He 3aBHCSIIee OT BHYTPUKIICTOYHOTO ITyJIa, TIPUBO-
IIAT K YBEJIMUCHUIO COMEepPKaHMsI CBOOOMTHOTO XKeje3a IINTO-
ma3mbl. CrieoBaTeIbHO, TOMEOCTa3 KeJie3a TIPeICTaBIsIeT
c000ii 3aMKHYTYIO CUCTEMY: OT TpaHCc(hepprHa TUIa3MBbI 10
SPUTPOLIMTOB, OT 3PUTPOLIUTOB JI0 MAKPO(DAroB 1 OT MaKpO-
(haroB 1o TpaHcheppHrHa IMIa3Mbl COOTBETCTBEHHO [5, 6].
[ns mommepskaHWs ONTHMAJIBHOTO TOMeocTasa kKeje3a
TpebyeTcst OajlaHC MexXxay adbcopOuueit U peLupKyasim-
eil, omocpeaoBaHHON Makpodaramu, M3-3a OTCYTCTBUS
B OpraHu3Me 4YejloBeKa pPeryJIMpyeMOro BPOXICHHOTO
MeXaHHM3Ma SJIMMUHALINY M30bITKA XKejie3a [6, 7].

He cBsizaHHOEe ¢ TpaHCcheppuHOM Xeye30 IU1a3Mbl
JIETIOHUPYETCS B TKAHSIX C BBICOKMM YPOBHEM PELIEITOPOB
TpaHcdeppuHa (neyeHb, cepale, TMnodus3 U Nomxesy-
JoyHasd xenes3a) [7]. BHyTpuKaeTOUHBIE TyJbl SIBJSIOTCS
KJTI0YEBBIMM MeIMaTOPpaMM TOKCUYHOCTH Keje3a.

M30biTOuHOE  Keyle30 aKTMBHO  HaKarlIMBaeTCs
B CEpICYHOI MBIIIIIC, BBHI3bIBASI PA3BUTHE TUIEPTPODUMN
U IWIaTallud MAOKapaa, pa3pylieHre BOJIOKOH MHOKap-
Ia u pexe — ¢puopo3s. Y noantpaHcy3npoBaHHBIX A~
€HTOB, He TTOIYJaBIINX XeJIaTOPHYIO TEPAIIO, CepacTHas
IUCHOYHKIINS MOXET TPOSIBISIThCS yepe3 10 et u 6oiee
ITOCJIe TIPOBEICHHBIX TeMOTpaHC(hy3Uil B BUIC MUOKAPI-
Ta ¥ Pa3BUTHUSI JIETOYHOM TUIIePTEH3NMN.

IMopaxeHue TIeueHN SIBIISICTCS HaUOOJIee YaCcTOM TIpH-
YUHON CMEpTH TOIUTPaHC(HY3UPOBAHHBIX ITAIIMEHTOB.
[Tpu OTCYTCTBUM COOTBETCTBYIOIIECH XeIaTOPHOM TepaITui
B TeueHue 2 JIeT Tocjie TpaHC(]y3uil TeMOKOMITOHEHTOB
MPOUCXOIUT U30BITOYHOE HAKOTUIEHHWE KoJutareHa u (hop-
MUpPOBaHMWE NOPTaIbHOTO (hrudpo3a.

M30bITOUHOE OTIOXKEHME KeJle3a B rTunodu3e mpruBo-
JIAT K HApyIIEHWIO TTOJI0BOTO co3peBanus y 50 % naiueH-
TOB TIOJPOCTKOBOTO BO3pacTa, y 5 % B3pOCIBIX OOJIBHBIX
BO3MOXHO pa3BuTue nuabera. HakomieHuto u30bITOY-
HOTO KeJie3a TakXkKe TMOABEPKEHbI TKaHW IIUTOBUIHOM,
MapaliMTOBUIHON Keje3, HaAMOYeYHUKOB, YTO MOXKET
cTaTh MPUYMHON JIETOYHON TUIEPTeH3UU, AWIaTalliu
MPaBbIX OTHAEJIOB CEPALA U PECTPUKTUBHBIX HAPYLIEHUIA
nerkux. [Tatonornueckue a(p@PeKThl Meperpy3Ku Keae3oM
CO CTOPOHBI OPTaHOB U CUCTEM IpeACTaBIeHbI B Ta0. 1.

B opraHusme uyeinoBeka Keae30 HE CHMHTE3UPYETCS.
B anTeHaTaabHOM nepuoje TIoA ImojydaeT okosao 300 mr
Kenesa 4yepes IUiameHTy oT marepu. [locie poxxaeHMs
pebeHKa CTapTOBBIN 3amac xeJje3a ObICTpPO YBeJIMYMBa-
eTcs 3a CYeT IMOCTYIUICHUS IUIINEeBOTO XeJjie3a: cHavaila
n3 JakTodepprHa MOJOYHBIX IMPOAYKTOB, B JallbHEH-
IIIeM — 3a CYET TeMOBOTO XeJle3a 1 XeJie3a paCTUTEIbHBIX
mpoayKToB. [lociae HOCTMKEHWS BO3PACTHON HOPMBEI,
comepXKaHUE XKejle3a ITOMICPXKUBACTCS Ha ITOCTOSHHOM
YpOBHE ITyTeM 3aMellleHIsT Hen30eKHBIX ITOTeph BCAaChIBa-
HUEM THUIIEBOTO Xejie3a. B pu3monornueckmx yeroBusx
exemaHeBHO TepsieTcst He 6ostee 0,05 % (< 2,5 mr) obie-

Tadmma 1. [Tamonoeuueckue cocmosHus, 06ycroeieHHble nepeepy3Koil
Jcenesom

Table 1. Pathological conditions due to iron overload

Opran-mlmem. ITaTonornyeckue COCTOSTHUS

Target organ Pathological conditions
DHIOKPUHHAsS cucTeMa  [MITOTOHAAN3M, THIIOTUPEOUIU3M, TUabeT
Endocrine system Hypogonadism, hypothyroidism, diabetes

YBennyeHne prcKa BHE3aITHOM CepeyHOn
cMepTH, nHMAPKT MUOKap/Ia, 3aCTOMHAST
Cepare cepieyHasi HeIOCTaTOYHOCTb, APUTMHIH
Heart Increased risk of sudden cardiac death,
myocardial infarction, congestive heart
failure, arrhythmias
VYBenuueHue pucka pa3BUTHsI LIUPPO3a
u Gpubposa, HyHKIMOHATIbHBIE HAapyIle-
Meuens (bubposa, GyHKI py
. HUSI, TeTIaTUT
Liver

Increased risk of developing cirrhosis and
fibrosis, functional disorders, hepatitis
[TonoBokpyxeHus, TOJIOBHBIE O0JIH,
MoTepst MaMsITU
Dizziness, headaches, memory loss

To0BHOIT MO3T
Brain

BoseBoit cuHAPOM, apTPUTHI/apTPOTATHH,
XOHIPOKAJIBITTHO3
Pain syndrome, arthritis/arthropathy,
chondrocalcinosis

KocTu u cyctaBbr
Bones and joints

ro KOJMYEeCTBa kKeje3a. DTU MOTepU BKIIIOYAIOT XeJe3o,
yIOASIONIeeCs] CO CIYIIMBAIOIIMMCS BIUTEINEM KOXU
W U3 XKeTyI0YHO-KUIIIEYHOTO TpaKTa, C IIOTOOTACICHUEM.
Cronbko xe (1—2 Mr) xesiesa exXeIHEBHO BCACBIBACTCS
B KuIlIeYyHUKe [7].

B HOpMe cyTOYHOE TOCTYIUICHME Xejie3a ¢ IMIIeH
cocraBisier 1—2 mr. Kaxmasa tpancoysusa 250 mu spu-
TPOLIMTHOM Macchl, TTOJIy4YeHHOU n3 420 MJI JOHOPCKOI
KpoBH, comepxuT 200 MT XeJe3a, KOTOpOe 0CBOOOXKIaeT-
¢ MakpodaraMm CeJIe3eHKHN U MIEYCHU W PEIUPKYIUPYET
B OpraHu3Me penumnueHTta. Takum obpazom, ¢ 1 mosoit
SPUTPOLUTHON Macchl 0obHOI Toaydaer 200—250 mr
Keyesa, yTto B 20 pa3 mpeBbilaeT HopMmy. MI3BeCTHO, UTO
OosibHbIE OOJIBbIION (OpPMOIl TamacceMuu ¢ TpaHchy-
3uAMHU  exeaHeBHO mosydaor 0,3—0,6 Mr/kr xesesa,
60abHBIM ¢ MJIC B TeueHue 2 net BBoauTcs okosio 100
J103 9PUTPOLIMTHOI Macchl, 4To cocTanisieT 20 r kese3a.
TakuM oOpa3oM, TIpU XPOHUUYECKUX TpaHCPY3UsIX exxeMe-
CSIYHBIN U30BITOK XeJe3a Y B3pOCbIX cocTaBisgeT 1—1,5 T,
y nereit — 0,5—1,0 r [8].

DnuaeMU0JIOTHS

B HacTosImii MOMEHT HET OITyOJIMKOBaHHBIX MCCIIe-
JIOBaHUA, OMpPEnesIoNIuX PacpoOCTPaHEHHOCTh Tepe-
TPY3KHU KeJe30M IpY pa3IMYHbIX Ho3osorusx [9]. Puck
Meperpy3Ku Kejae30M IpsIMO IPOIOPLIMOHAIEH KOJIMYe-
CTBY TreMOTpaHChy3Uil TpU pa3IMYHbIX reMaTOJOTUYe-
cKkux 3abosieBaHusX. I1o MaHHBIM pa3IMYHBIX aBTOPOB,
28—34 % mnaumentoB ¢ MIC uMeOT KpailHe BBICOKHUIA
PUCK ITePerpy3KH KejIe30M, OTHAKO ITOAY4EPKUBACTCS, YTO
BbICOKasl TpaHC(Y3MOHHAsI 3aBUCUMOCTb Yy TaKMX 0OJIb-
HBIX aCCOLMUPOBAHA C HEOJATOMPUITHBIM HCXOIHBIM
POTHO30M 3a0oJeBaHus [9].

KimHuyeckue CHHAPOMBI Eperpy3Ku Kejie30M
CI/IHI[]DOMLI TEPCTPY3KN 2KCJIC30M JICTIATCA Ha HaACICI-
CTBCHHLIC, WJIN BPOXKACHHBIC, a TAKXKE BTOPUYHBIC CUHAPOMBI.
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Knaccudukanums CcoOCTOSHUIA, COIMPOBOXIAIOIINXCS
neperpy3koii xkene3oM (A. Siddique, 2012 1) [10]:
1. CewmeiiHble MU BpOKAEHHBIE (DOPMBI T€MOXPO-
MaTO030B:
1.1. BpOXXIEHHBII TeMOXpOMaTO3;
1.2. romo3urotHas myTtanus B reHe C252Y;
1.3. rerepo3urotHast myTtauus B reHax C252Y, H63D;
1.4. npyrue myrauuu reHa HFE.
2. IOBeHWILHBIN reMoxpoMaro3 (MyTaums reHa HFED).
3.  Myrauusa peuenTtopa TpaHcheppuHa (MyTalus

reHa HFE3).
4.  Myrauus pepporoaTua (myrauus reHa HFE4).
5.  Auepyioria3MUHEMUSI.
6. ArpaHcheppuHEMUS.
7.  Tleperpy3ka Xeje30M HOBOPOXKIECHHBIX.
8.  AyTOCOMHO-IOMUHAHTHBII FeMOXPOMATO3.
9. IIpuobpeTeHHas meperpy3ka Xeje30oM:

9.1. aHEeMUM MEePETPY3KU KEIC30M:
9.1.1. sputpobiaactuueckass aHemus (OeTa-Tajgac-
cemusi);
9.1.2. cunepobnacTHast aHEMMUSI,
9.1.3. xpoHHYeCcKas FTeMOJIUTUYECKAsT aHEMUS.
9.2. Ileperpy3ka xkeae30M, BbI3BaHHAsI U30BITOUHBIM
€T0 MNOCTYIUICHUEM C ITUILEH.
9.3. XpoHHnueckue 3a00J1eBaHUS TICYCHU:
9.3.1. rematur C;
9.3.2. ankorojibHas1 00JIe3Hb TTEYCHMU;
9.3.4. XupoBoii rernaros;
9.3.5. KoxHas nopdupus.

IMopaBnstioniee OONBIIMHCTBO CIIy4aeB CHUCTEMHOM
MEeperpy3Ku >KeJae30M MPUXOAUTCS Ha BPOXICHHBIC
reMOXpOMAaTO3bl, aHEMHHU, COIIPOBOXKIAIOIIMECS IIepe-
Ipy3KOi Xeyie30M (TalacCeMUM, BPOXICHHBIC TU33PH-
TPOTMOITUYECKUE aHEMUU, CHUAEPOOJACTHbIE aHEeMUU,
MAC), a Takke BTOpUUHBIE (DOPMBI IEPETPY3KU, BbI3BaH -
Hbl€ TpaHCHY3UIMU SPUTPOLIMTHOM B3BECH.

Iemoxpomarto3 — HLA-accouunpoBaHHOE BPOXKIEH-
Hoe 3a0oJieBaHME, HacledyeMoe IO ayTOCOMHO-pelec-
CUBHOMY THITY, CBSI3aHHOE C BBICOKMM BCaChIBaHHUEM
XeJjieda TacTPOMHTECTUHAIBHOM CIM3UCTOM, BEOYILIUM
K NaTOJIOTMYECKOM IeTTO3U MU U30bITKA XKejle3a B IeYeHU
u apyrux opraHax [10]. PacmpocrpaHeHHOCTh Haciem-
CTBEHHOT'0 TeMOXpoMaTo3a BapbupyeT oT 1 ciydas Ha 250
yenoBeK, npoxkupatomux B CeBepHoii EBpome, B CILA
HACUYMTBHIBAETCS OKOJO | MJIH 4YelOBeK, Ipeapacioio-
KEHHBIX K TeMOXpPOMaTo3y U OKoJio 150 ThIC. OONBHBIX,
y KOTOPBIX 3Ta 00JIe3Hb AUarHocTupoBaHa. Takum obpa-
30M, BEPOSTHOCTb Pa3BUTHUsI TEMOXPOMATO3a COCTABIISICT
0,33 % [11]. Oko:10 10 % HaceneHUs SIBJISIIOTCSI TETEPO3U-
TOTHBIMU HOCUTEJISIMU PEIIECCUBHBIX TEHOB. ¥ OOJBHBIX
reMOXpPOMaTO30M IIPOIIECC M3OBITOYHOIO HAKOILICHUS
JKesie3a HauMHAETCsl ¢ POXICHUSI, TTPOUCXOAUT MeJIeH-
HO B TeyeHUe Bcelt xu3Hu. Kak mpaBuio, KInHAYECKast
ero MaHudecTanus y MyXXYMH HauyMHAETCSI B BO3pacTe
40—60 nieT, a y XKeHIIMH, Oyiarogapst peryiasipHbIM (GU3HUO0-
JIOTUYECKUM KPOBOIOTEPSIM, CHUMIITOMBI 3a00JIeBaHMS
MTOSIBJISTIOTCST TOJIBKO TTOCTIE MEHOITay3bl — 3TUM OOBSICHSI-
eTcd, ToYeMy reMoxpomMaTo3 auarHoctupyercst B 2—10 pa3
yalle y My>X4uH, 4eM y XXeHIIuH [11].

JInarHocTHKa meperpy3ku xKejxe3omMm

JurarHocTHKa 1 OLIeHKa CTEIIeHU MePerpy3KHU XKeJe30M
MOXeT OBITh MPOBENeHAa KaK Y MallMeHTOB, HE IOJIyJaio-
IIMX MHOTOKpaTHbIE TpaHCHY3UM KOMIIOHEHTOB KPOBH,
TaK M y TOJUTpaHC(HY3UPOBAHHBIX 0OMBHBIX. KinmHuye-
CKUe MPOSIBJICHUS, KaK ITPaBUJIO, PA3BUBAIOTCS IIPU TSKe-
JIOI CTETMeH!U MepPerpy3KM KeJe30M U BKIIOYAIOT TeIaTuT,
TeNaToOLE/UTIOJISIDHYIO KaplIMHOMY, IMa0eT U JIpyrue
9HIOKPUHHBIC HAPYIIEHUS, a TaKXke KapIuOMHUOIATUIO
[12, 13]. YuuThiBasi OCOOEHHOCTM HAKOIUICHUS, IIOpP-
TaJbHBIN (pUOpPo3 nmeyeHu GopMHUpYyeTCs B TeUeHUE 2 JeT
OT Havaja TpaHC(hY3MOHHOI Tepamuu, YTO B KOHEYHOM
WUTOTEe IMIPOBOAUT K MEUEHOUYHOI HemocTaTouHOCTH. Hako-
TUICHUE XeJie3a B cepalle (Jallle y MalMeHTOB MOXUIOTO
BO3pacTa) COIPSIKEHO C pa3BUTHEM apUTMUIA, cepiaed-
Ho#l HemoctaTouHOCTH. [lopaxkeHue cepmalia sBIsIeTCS
MPUYUHOM cMepTU OOJIbHBIX OOJIBIIONM TajacceMueii [7].
V maumenroB ¢ MJIC u HacieACTBEHHBIMM TpaHCDY-
3MOHHO-3aBUCUMBIMI aHEMUSMHU 4YacTO Bemylleil mpu-
YUHON CMEPTHU SIBJISIETCS CepAedHasi HeIOCTaTOUYHOCTD,
BbI3BAaHHASI TOCTTPAHC(HY3MOHHOI KapIMOMMOIIaTUEH.
Kpome Toro, kene30 MoXKeT HaKaIUIMBaThCs B TTOIKETY-
JIOYHOM XeJle3e, IUTOBUIHOM Xelese, runoduse u apy-
TUX OpraHax, IMPUBOIS K HAPYIICHUIO POCTa U TTOJOBOTO
CcO3peBaHMs y MallMEHTOB JETCKOro Bo3pacra [14, 15].

CraHgapTHOe 00cCJiefoBaHUE TAllMEHTOB C IEPerpys3-
KO XKEJe30M BKJIIOYAeT TILIATEIbHbIA cOOp aHaMHe3sa,
(bM3UKaIBbHBIN OCMOTP M AMATHOCTUKY COITYTCTBYIOLINX
3a00/1eBaHUI, OLIEHKY Ha3HauyeHHOro jedyeHus. Haubo-
Jiee TOCTYITHBIM U PacIIpOCTPaHEHHBIM METOJOM B PYyTUH-
HOM KJIMHUYECKOU MNPAKTUKE SBISIETCS ONPEIECICHUE
CBIBOPOTOYHOTO (peppuTuHa [16].

OnTuManbHOI SBIISIETCS OLIEHKA YpOBHSI (heppUTH-
Ha Ha MOMEHT AMArHOCTUKM U Jajiee Kaxable 3 Mec OT
MOMEHTA Ha3HaYCHUs XeJJaTOPHOM Teparnuu. ¥ MaireHTOB
C HE3JI0KaYeCTBEHHBIMHU 3a00JICBAHUSIMU KPOBETBOPHOM
CHUCTEeMBI OIpele/icHUEe YPOBHS (heppUTHHA PEKOMEHIY-
eTcs mepe Kaxkaoi TpaHcdy3ueit SpUTpOoLIMTHON B3BECH,
Ho He pexe 1 pasa B mecsll [16]. HopManbHble 3HaUeHUS
(eppuTHa CHIBOPOTKU Yy MyXumH — 12—300 Hr/mu,
y XkeHmuH — 12—150 Hr/mn. Huskuii ypoBeHb heppu-
TUHA CBUIETEILCTBYET 00 MCTOIIEHUM 3aItacoB Kejie3a,
ypOBeHb (heppuTHUHA CBIBOPOTKH Bhilie 1000—2500 Hr/ma
SIBJIICTCS KPUTEPUEM NUATHOCTUKU TIEPEeTpy3KH Keje-
30M U TpeOyeT Hayaja XeJlaTOPHOI Tepanuu. YpOBEHb
(epputuHa BoIe 2500 Hr/MII IBISIETCS KpaliHe BHICOKUM
¥ TpeOyeT UCKITIOUEHMS TTOPaXKeHUST OpTaHOB-MUIIICHE.

VYpoBeHb (deppuUTHMHA  CBHIBOPOTKM  KOPpPEIUpYeT
€ KOJIMYECTBOM MPOBEACHHBIX TeMoTpaHcy3uii. Tak, mis
TOBBIIICHUS YPOBHS (heppuTrHa Bbiiie 1000 Hr/m rmaru-
€HTY IOJDKHO OBITh IpoBeneHo He MeHee 20 TpaHchy3uii
SPUTPOLITHON B3Becu. HemocTtaTkoM maHHOTO aHaau3a
SIBJIICTCSI €r0 HMU3Kasl CIeU(PUIHOCTD, ITOCKOIBKY YPO-
BeHb (heppUTHUHA CBIBOPOTKU OIIOCPEIOBAHHO ITOBHIIIIACT-
CsI TIpY BOCTIAJICHU U, Pa3IMIHBIX MH(MEKIIUSIX, HEKOTOPBIX
3710Ka4eCTBEHHBIX 3a00JieBaHusIX, feduiTe ButamuHa C.
Hnsa momdopa XeaaTOPHOU Tepamuyd U KOPPEKIUMU H03
PYTUHHBIA MOHUTOPUHT (eppuUTUHA PEKOMEHIYeTCs
MpOBOAUTh He pexke 1 paza B 3 Hem Kak y IAllMEHTOB,
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MOJIy4YaloIIUX 3PUTPOLIMTHYIO B3BECh, TaK U Y OOJIbHBIX
I10CJIe OKOHYAHMS CIIEIMAIbHOTO JICUEHMS, TTOTyYaIOIIIX
XenaTopHyto Tepanuio [17, 18].

Hacobimenue tpaHcdepprHa Xkene3oM — mokasaTeb,
OTpakaloluii YpOBeHb CBOOOIHOIO XeJjie3a ChIBOPOTKM/
CBOOOJIHOIO BHYTPUKJIETOYHOTO Keje3a. Ilpu ypoBHe
HachIlIeHUsT TpaHcdeppuHa ChIBOpOTKU Bhie 70 %
YPOBEHb CBOOOMTHOIO BHE-/BHYTPUKJIETOUHOTO XKeje3a
noctoBepHO noBbilnaeTcs [18]. [Tokazarenb HachILIEHUS
TpaHcdheppuHa BapuabesieH B T€YeHHE CYTOK U MOXKET
BapbupoBaTh OT 5 10 60 % OT HOPMaJIbHBIX 3HAYEHMI
B TeueHue 60 MUH, B CBSI3M C 3TUM MOHMTOPUHT I10Ka3a-
TeJIsl MPEAIIOYTUTENIEH YTPOM HATOINAK M MCIIOJIb3YeTCsI
B KOMIUIEKCHO OLICHKE CTEIIEHM ITEPErPY3KU XKEJIC30M.

HawnbGosiee TOUHBIM M HAAEKHBIM CITIOCOOOM OTIpese-
JIEHUSI TIEPEerpy3Ku KeJe30M SIBJSIETCSI KOHLEHTpaLyst
xese3a B iedeHu [ 16]. CtaHaapToM ISl MPpOBEeICHUS JaH-
HOTO MCCJIEIOBAaHUS SIBISIETCS] OUOTCHS IEYeHU, OTHAKO
MpUMEHEHUEe JAaHHOIO METOJa JMMUTHPOBAHO Y IAllM-
€HTOB CO 3JIOKAYeCTBEHHBIMU 3a00JIEBAHUSIMU CHUCTEMbI
KPOBHU, KaK IIPaBUJIO, BCJEACTBUE COMYTCTBYIOIICH TPOM-
oouuTorieHny. HeuwHBa3uMBHOM aJbTepHATUBON MOXET
OBITh TIPOBEICHNE MAarHUTHO-PE30HAHCHOM ToMOrpadun
(MPT) cepaua u nedyenu B pexumax R2, R2—, T2. Ilo
HEKOTOPBIM JIMTEPATYPHBIM NaHHBIM [4], a(pdekTuBHOCTD
JIAHHOTO METOJIa COIIOCTaBMMa C BBIIIOJIHEHHEM OUOIICUM
MEYCHU U KOPPEIUPYET C UCXOAHBIM YPOBHEM (heppUTH-
Ha cbiBopoTKU. [IpoBenenne MPT mo3BojigeT OLEHUTH
CTelleHb HAKOIUICHHUs 3Keje3a B pa3IMYHbIX OpraHax-
MMILIEHSIX, YTO HamboJjiee BaxKHO Ul MMoKapaa. McTUH-
HYI0 TEperpy3Ky CepaeYHOM MBIIILbI IPAKTUYECKU
HEBO3MOXHO OIIPEICIUTh C MOMOILBIO IPYTHUX Jadbopa-
TOPHBIX TECTOB U COIEPKAHUsI XKeJie3a B IIeYCHMU.

XesaTopHas Tepanus

Xematopbl — JeKapCTBEHHBIE Iperaparhbl, 00Jama-
IOIIMe CITOCOOHOCTBIO CBSI3BIBATh M BBIBOAUTH M3 Opra-
HU3Ma u30bITOYHOE Xene3o. CorjlacHO COBpPEMEHHOIM
KOHIIEIIIMY, O0JIbHBIC, MOJyJYalolIie PeryIspHbIe 3aMe-
CTUTENIbHbIE TPaHC(hY3UN 3PUTPOLIMTHON B3BECU, HYXa-
IOTCS B MPOBENCHUM aJCKBAaTHOW XEJIaTOPHOW Tepamnuwu,
LIEJIbIO KOTOPOIl CIYXXUT CHIDKEHUE YPOBHSI TOKCUYHOTO
JIAOMJIBHOTO 3KeJie3a BHYTPU KJIETOK M BO BHEKJIETOUYHOM
npoctpancte (Fe**, NTBI), cHukeHne oOIIMX 3a11acoB
KeJjie3a B OpraHU3Me, YTO MO3BOJIUT MPEeIOTBPATUTh TOK-
cuyeckue 3pdekThl cBOOOIHOTO Xenesza. CormacHo pas-
JIMYHBIM PEKOMEHIAIUSIM, XeIaTOPHYIO TePaIInIo CICAyeT
HayuHaTh 1ociie 10 TpaHcdy3uili SpUTPOLIMTHON B3BECH
U ypoBHe heppUTrHa ChIBOPOTKHM BhIie 1000 Hr/ma [19].
XenaTopHas Tepamnus He peKOMEHI0BaHa K IPUMEHEHUIO
y IeTeil 1o 2 JIeT B CBSI3U C BO3MOXHBIMU HeKeaaTelb-
HbIMU 3(pdeKkTamMu, BIUSIOIIUMU HAa Pa3BUTHE KOCTHOM
TKaHU U LEHTpaJIbHOI HEepBHOI cucTeMbl. B HacTosiee
Bpemst B EBpome u CIIA paspenieHbl K TpUMEHEHUIO
3 mpenapaTa BeIOOpa — medepokcamMuH, nedepasupokc,
nedepunpoH, OCHOBHBIMU Pa3IUYUSIMU KOTOPBIX SIBJISI-
I0TCS TIyTh BBEACHUS, NIEPUOL MOJYBBIBEACHUS, a TAKXKE
HexenateabHble sBieHus (HS).

Hedepokcamun (lecdepan™)

JedepoKcaMuH MOJIy4UI LIIMPOKOE pacIpoCTpaHeHUe
B KJIMHUYECKOM MpakTuKe B KoHIIe 1970-X ronoB y B3poc-
JIBIX TIALIMEHTOB C TaJlacCeMUeli 1 TToKa3all CYIIIeCTBEHHOE
COKpallleH1e OpraHHOM IUCOYHKIMY U yIy4IlIeHe OO
BBDKMBAEMOCTH y 9TOM rpymniibl 60abHBIX [20]. Iedepok-
CaMHUH — X€JIaTOp C YPE3BbIYATHO BICOKOM CEJIEKTUBHOMU
TPOITHOCTBIO K KeJjiedy. OmHa MoJieKyna aedepoKcaMu-
Ha CBSI3bIBAaCT OAMH aToM keje3a. [Ipemapat obpasyer
CTaOMJIBHBIM KOMIUIEKC C KeJe30M, IMpeAoTBpalliasi ero
BCTYIUICHME B JaJIbHEHIIINE peaKIIMU: CBSI3bIBACT XKeJIe30
(beppuTtuHa 1 remocuaeprHa (Ho He TpaHcheppuHa), 100
yacTeil medepokcamuHa (MO Becy) CBS3BIBAIOT 5 yacTeil
JKejie3a; He B3aMMOJICHCTBYET C KEJIe30M IIMTOXpOMa,
MuorioouHa M reMmorioomHa. Llupkyaupyer B KpoBM
1 MEUICHHO MeTaboau3upyeTcs: hepMeHTaMM I11a3Mbl
(K HacTosIILIeEMYy BpeMEHU He BCe IyTu OMoTpaHcdopMa-
LIMM OXapaKTepU30BaHBI TOCTATOYHO). JIETKO BBIBOIUTCS
MOYKaMM, HEKOTOPOE KOJIUYECTBO BBIACIISICTCS C JKETUbIO
U 9KCKpeTUpyercs ¢ hpeKaausMu, B CBI3M C YeM IPOTHU-
BOMOKAa3aH MalleHTaM C HapylleHueM (DYHKIIMM ITOYeK.
He BbI3bIBaeT yBeIWYEHMSI SKCKPELUM DSJIEKTPOJUTOB
1 MUKpo3eMeHTOB. [11KoBast KOHILIEHTpaIlys mpernapaTa
nmocturaetcs yepe3 5—10 MMH OT Havyaja BHYTPUBEHHOM
WHQY3UU, TIPU 3TOM NIEPUOJ MMOJYBBIBEICHUS COCTABIISIET
He 6osee 3 4. B ¢BSI3M ¢ KOPOTKMM MEPUOIOM TTOTYBBIBE-
JIeHus nechepoKcaMMH Ha3HayaeTcs IMPEeUMYIIECTBEHHO
B BUJIC JUINTEJbHBIX BHYTPMBEHHBIX MH(Y3UI, TOCKOJIb-
Ky IIpu TepopajibHOM IpuemMe o0JiaJaeT KpailHe HU3KOM
OMOJOCTYITHOCTBIO. YUMTHIBas OCOOCHHOCTH (papMako-
KMHETUKM, TpernapaT Ha3HadaeTcsl 5—7 p/Hed, 4yTo He
BCeraa SBISIETCS YIOOHBIM MJis TallMeHTa, ITOCKOJIBbKY
TpeOyeT HaxOXACHUS B CTallMOHape.

JedepokcaMrH TIPOTUBONOKA3aH K MPUMEHEHUIO
y neteit 1o 3 yeT, Tak Kak Obumi 3acdukcupoBanbl HA co
CTOPOHBI OCEBOIO CKeJleTa — JAeMUHEpaIu3alusl KOCTHOM
TKaHU TTO3BOHKOB, 3a7epXKKa pocTa AUCTAIbHBIX MeTachu-
30B JIOKTEBBIX, JIYYEBBIX 1 OONbBIIEOSPIIOBLIX KocTei [15].
V B3poCIBbIX MALMEHTOB OMUCAHbI TOKCHMYeCKHe (PPEeKThI
Ha CeTYaTKy, B TOM YKCJIe TTOTepsl LIEHTPAJIbHOIO 3PEHUSI,
CEHCOHEBpaJIbHAs INTyX0Ta, KOoxKHAas Chib. KpaitHe penkumu
CHCTEeMHBIMU OCJIOKHEHUSIMU SIBJISTIOTCST OCTPasi NbIXaTe b~
Has HEIOCTaTOYHOCTb, MOYEYHAs HEIOCTaTOYHOCTh IIPU
MPYMEHEHUH BBICOKHX 103 TIpernapaTa. YUUThIBasi 0COOeH-
Hoctu HA, mpu npumeHeHun neepokcaMmia He0OXOIMMO
MPOBEICHNE ayIMOMETPUI, OCMOTP Bpada-opTaabMoiora.

Hedepasupokc (IxkaneHy)

Hedepazupokc ogobpeH YIpaBieHUEM 110 KOHTPOJIIO
KaveCTBa MUIIEBBIX IPOAYKTOB 1 JIEKAPCTBEHHBIX CPEIICTB
CIIA (FDA) mis ucrnosib30BaHUs y MAllMEHTOB C Tepe-
rpy3koii kene3om B 2005 . B mccnenoBaHusX y monu-
TpaHcdy3upoBaHHBIX naneHToB ¢ MJIC nedepasupokc
MOoKa3ajl JIOCTOBEPHOE CHUXEHUE YpPOBHs (eppuUTUHA
chIBOpOTKM KpoBu [14]. B uccnegoBanuu I1 ¢as3br tak-
JKe T0Ka3aHo, 4To aedepa3srpoKC TOCTOBEPHO CHIKAET
HaKOILICHUE 3KeJie3a B IMeYSHU y MOJIUTPpaHChy3MpPOBaH-
HbIX TTareHToB ¢ MJIC [21].
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Jedepa3upokc B MpoBeAeHHBIX KIMHUYECKUX UCCIe-
JTIOBaHUSIX ITOKAa3aJI XOPOIIYIO IepeHOCUMOCTh M He3HAUM -
TEJbHOE KOJIMYECTBO IMOOOYHBIX 3(PhEeKTOB (YyMepeHHas!
TOIIHOTA, 3MU30AMYecKast pBOTa, aOJOMUHAJIbHBIN 00J1e-
BOI CMHIPOM, KOXHas cbib) [22]. CilemyeT OTMETUTB,
yto nepeunciaeHHbie HA Obln xapakTepHbI 111 TOXKUIIBIX
MMaIeHTOB, OOJIPHBIX C HAPYIICHUSIMU (GYHKIIUI TTeIYCHN
1 TTOYEK, a TAKKe TAIIMEHTOB ¢ KpaifHe BEICOKUM PUCKOM
pazButug BropunuHoro M C. I1pu nmpuMeHeHUN TIpena-
paTa B pyTMHHOI MpPaKTHKe HEOOXOINM TePUOTNICCKIIA
MOHUTOPHUHT (DYHKIIMI TTOYEK U TTICUYCHH.

Haznauenue xematopHoii Tepanuu nedepa3upoKcomM
TOKAa3aHO B CJICAYIONINX KITMHUUECKUX CUTYaITUsIX.

1. Hanuuue poKazaHHOW MeEPErpy3Ku KeJie30M
y TpaHC(hY3MOHHO-3aBUCUMBIX OOJIBHBIX:

- C HaCJIEACTBEHHO! MaTOJIOTUEN 3PUTPOHA: Tajacce-
MMSI, CepITIOBUIHO-KJIETOYHASI aHEMUSI U Ipyrue penkue
(opMBI HaC/IECTBEHHBIX TEMOJIUTUYECKUX aHEMUIA,

- ¢ MIAC Huskoit creneHu pucka (pedpakrepHas
aHeMUsI, B TOM YHUCJIe C KOJBILEBBIMU CUAEPOOIacTaMu,
5Q-CUHAPOM), C OXKUIaeMOI MPOJOKUTETbHOCTBIO XKU3-
Hu OoJjiee 1 roaa;

- TMEePBUYHBIM MHUETOo(GUOPO30M ¢ OJAaronmpUsATHLIM
WJIN MPOMEXXKYTOYHBIM ITPOTHO30M.

2. Hannuue nokazaHHOI Neperpy3Ku KeJie30M Y 00JIb-
HbIX reMo0bjacto3amu win MIAC, oxugamomux mpoBeae-
HUS aJUIOTeHHOM TpaHCIUIAaHTALMM TeMOITO3TUYECKUX
CTBOJIOBBIX KJIETOK.

Jedepa3upokc BBIMYCKAeTCs B IepopajbHOi (popme
1 objamaeT UIMTEIbHBIM IIEPUOIOM ITOJYBBIBEICHUS
(14 49), 9TO SBISIETCSI TIPEUMYIIIECTBOM IS TTAIIMEHTOB.
Y OONBHBIX € HHU3KOM TpaHC(PY3MOHHON HArpy3Koii
(< 2 emHUIL SPUTPOLIMTHOM MACCHI B MECSIII) Ha3HAUYCHNUE
nmedepazupokca B go3ze 10 Mr/Kr/cyT sIBIsieTCs OOCTa-
TOYHBIM JUISI CHYDKCHUSI COIEpKaHMS Kejle3a B TKaHU
reyeHu. Y OOJIbHBIX CO cpefHelt (2—4 en/mMec) U BBICOKOM
(> 4 en/mec) TpaHcdhy3nOHHOI Harpy3kou 3hbeKTUuB-
HBIMM J03aMu Jedepasupokca sBisstiorcss 20 Mr/Kr/cyT
u 30 Mr/KT/CyT COOTBETCTBEHHO [8].

Jledepunpon (B Poccmiickoii Denepanym He 3aperu-
CTPUPOBAH)

IIpenapat 3apeructpupoBaH 0Oojee 25 JjeT Hazan
JUTSL JISYeHUs TTAalMeHTOB ¢ TaJlacCeMMeil U Teperpy3Koit
XeJie3oM B 59 ctpaHax Mupa. Ha ocHoBaHUM pe3yibTaToB
12 npoBeaeHHbIX UccaenoBanuii, B 2011 r. ogodbpen FDA
B CILIA a5 Tepanuu naureHTOB C TaJlacCeMUE U COTTyT-
CTBYIOLLEl MEePerpy3Koii Xeae30M ¢ HEYAOBIETBOPUTEb-
HBIM OTBETOM Ha TMPEAIIECTBYIOIIYI0 Tepanuio aede-
pokcaMuHOM/nedepa3upokcoM. Kene30cBsa3bIBaroIast
CMOCOOHOCTDH MpemnapaTa HIXKe, YeM Y IPYTUX XeJaTOpPOB,
OIHAKO, IO JAaHHBIM JMUTEPaTyphl, JOCTOBEPHOE CHU-
>K€HUEe YpOBHS (DeppUTUHA CHIBOPOTKM OTMEYaloCh He
MeHee yeM y 73 % GonbHbix MJIC ¢ ypoBHEM (eppUTHHA
cbiBopoTKU < 2000 mMr/mi, u'y 43 % nalureHTOB C YpOBHEM
depputuna ceiBopotku > 2000 mr/mi. Ipemapar Takxke
JIOCTOBEPHO CHIDKAET HAKOIUICHNE M30BITOYHOTO Keae3a
B cep/lie ¥ TapeHxuMme redeHn [23].

HedepunpoH MoOXeT MPUMEHSThCS KaK BHYTPb, TaK
U B BUAE BHYTPUBEHHBIX MH(GY3UIA, YTO nejaeT yA0OHBIM
ero IpUMEHEeHHEe B KJIMHUYECKOW mpakTuke. OmHAKO
npernapar MMeeT LIMPOKUI CIEKTp IMOOOYHBIX 3(Pdek-
TOB, JTUMUTUPYIOIIUX ero npuMeHeHue. Haunboee yacto
BCTpEYalOTCs HEUTporneHus U arpaHygouunto3 (3—4 %
MalUeHTOB), IIUTEIBHOCTh KOTOPOIO MOXKET COCTaBIISITh
oT 4 10 124 nneii [24]; koctHbIe 60u 1 apTpuT (10 39 %
MaleHTOB), pexKe HaOII0Jal0TCsT HEAOCTATOYHOCTD LIMH-
Ka 1 pa3IndHble HapylIeHus (GYHKIIUM MeYeH!, BKITIoUast
(bu16po3. YunrteiBas BbIcOKUi puck passutust HA, 13—30 %
MalMeHTOB JeUYeHNEe ne(epUIIpoHOM OBLIO TTPEKPAIICHO.
YuuThIBas 4acToe pa3BUTHE arpaHyIOIIMTO3a, IIPUMEHE-
HUE TIperapaTa y JAeTeil orpaHMIeHO M BO3MOXKHO C BO3-
pacra 12 net.

HeobxonmMocTh B IPOBEICHUN XeIaTOPHOI Teparn
y TpaHC(PY3MOHHO-3aBUCHUMBIX OOJBHBIX COXPaHSIETCS
0 TeX Top, MoKa IPOJOJIKAeTCs TeMOTpaHC(hy3MOHHAS
Tepanmus W/WIA TIOKa TIeperpy3ka KeIe30M OCTaeTcs
KJIMHUYECKU 3HaYMMOIt. JleueHune, Kak MpaBuIO, XOPOIIIO
MEePEeHOCUTCS; U3 TOOOUHBIX 9(GHEKTOB CIIEAYET OTMETUTh
JKEJTYTIOYHO-KUIIIEUHbIE ~ PacCTPOMCTBA,  IMPEXOMISIINE
KOXXHBIC BEICHITTAHUS W HEOOJIBIIOE TTOBBIIIICHUE YPOBHS
KpeaTUHWHA CHIBOPOTKM KPOBU. Y OOJBHBIX, OXUAAIO-
IUX AJIOTEHHYIO TPaHCIUIAHTAIIMIO TEeMOTIO3THYECKUX
CTBOJIOBBIX KJIETOK, XeJIAaTOPHAs Teparust TIPOBOAUTCS 10
MOMEHTa TUTAaHUPYEeMOIi TpaHCIUTAHTALUH.

Ha npoTtsokeHuun Beeil XeslaTopHOM Teparuu Heo0Xo-
JUM PYTUHHBI MOHUTOPUHT (peppUTHHA CBIBOPOTKU [25].
Llenb xenaTopHoIi Tepanuu — CHUXEHUE YPOBHS (heppU-
THHA CHIBOPOTKU U moaaepxxaHue ero Huke 1000 Hr/mi.
IIpu HEOOXOAMMOCTU 3aMECTUTEIBHBIX TeMOTpaHchy-
31 XEeJaTOPHYIO Tepamnuio ClIeAyeT MPOJOJIKUTH Jdaxe
B cllydyae HOpMajau3aluy (peppuTUHA CHIBOPOTKU HUXKE
1000 ©r/mn. IlpepeiBaHMe Tepanuy pPEKOMEHIYeTCs
B CJIyyae HETIEPEHOCHMMOCTH XeJIaTOPOB JTNOO0 TOCTIKCHUS
ypoBHs ¢eppuTrHa chIBOpOTKU Hike 1000 HT/MJI 1 BHE
3aBHUCHUMOCTH OT TpaHCDY3Uit SpUTPOLIMTHOM B3BeCH [25].

Ha mpoTsskeHMM Bceit XenaTOpHOM Tepanmuu HEo0-
XOIUM MOHUTOPWHT BUTAJIBHBIX (DYHKIIMI, KpeaTMHIHA
CBIBOPOTKM, MOYCBUHBI, KIMHWUYCCKUII aHAIN3 KPOBU
C IMHAMUYECKMM MOHUTOPWHTOM YPOBHS HEHTPOGhWIOB
U TPOMOOIIUTOB.

OCOOEHHOCTH  XEJIATOPHOW Tepanmuu TMeperpy3ku
JKeJIe30M MpecTaBaeHbl B Ta0JI. 2.

3akmouenue

Takum o00pa3oM, COBpPEMEHHBIE YCMEXW AETCKOW
reMaToJIOTUM CTaJd Pe3yJbTaTOM HE TOJbKO WHTEH-
CHUBHBIX PHMCK-alaliTUPOBAHHBIX MpPOTrpaMM JIeUeHMUsI,
HO U COINPOBOJUTEIbHON Tepanuu, OAHO U3 LIEHTPaIb-
HBIX MECT B KOTOPOW 3aHMMAaIOT TeMOTpaHCOY3UU.
3aMecTuTeNbHAsE Tepanusi SPUTPOLUTCOAEPXKAIIUMU
TpaHC(Y3MOHHBIMU CpelaMU MO3BOJISIET KOMITEHCUPO-
BaTb MOJIMOPTaHHYIO AUCHYHKIUIO, OOYCIOBIEHHYIO
AHEMUYECKUM CUHIPOMOM, U BOBpEMsI HayaTb CJely-
IOIMI 2Tal JeyeHUs] OCHOBHOTO 3aboJieBaHus. TeM He
MeHee MOMHUMO PHMCKa MUMMYHHBIX M MHOEKIIMOHHBIX
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Jlo3upoBKa
Dosage

ITyTh BBeiCHUS
Way of introduction
Iepuon mostyBbiBe-
neHust (9)

Half-life (hours)
ITyTh BbIBeIEHUS
Excretion path

TOKCUYHOCTB U O~
60ouHbIe 3 HEKTHI

0,5—1,0 Mr/KT/CyT BHYTPUMBIIIEYHO
20—40 Mr/Kr/cyT MOAKOXHO
0.5— 1.0 mg/kg/day intramuscularly
20—40 mg/kg/day subcutaneously
TombKO MapeHTepasTbHO
Parenteral only

0,5

Moua, kan
Urine, feces

AJuteprudeckue peakiuy HeMeUIEHHOTO
THUITA, BOCTIATUTETbHBIE MH(MUIBTPATHI
B MECTAX BBEJICHMsI, TIOBPEXKIECHIE CETUATKH,
oTepst CIIyXa, OCTEOIIOPO3, 3aIePKKa POCTa

Tabmumna 2. Xapaxmepucmuka npenapamos 015 neueHus nepecpysKu Hceae3om
Table 2. Characterization of drugs for the treatment of iron overload

20—40 Mr/cyr per os
20—40 mg/day per os

TlepopanbHblii (TabaeTKM)
Oral (tablets)

8—16

Kan
Feces

TIpoTteuHypus, moyeyHast
HEIOCTATOYHOCTh, YMEPEH-
Hasl raCTPOMHTECTUHAIbHAS
TOKCUYHOCTD, KEIYIOUHOE

KPOBOTEUEHHE — PEIKO
Proteinuria, renal failure, mild

202011N

75—100 mr/Kr/cyT per os
75— 100 mg/kg/day per os

TTepopaibHblit (TabJaeTKH/PacTBOP)
Oral (tablets/solution)

2-3

Moua
Urine

lacTponHTeCTUHATIBHASI TOKCUYHOCTD,
apTpaJITMy, arpaHyJIOLNTO3
Gastrointestinal toxicity, arthralgia,
agranulocytosis

Toxicity and side Allergic reactions of immediate type,
effects inflammatory infiltrates at the injection sites,
retinal damage, hearing loss, osteoporosis,
growth retardation
s @mmrs OcMoTp Bpaya-ohTaibMoIIora, ayImoMe-
Tpust
i:gkpnm_/mr red Examination by an ophthalmologist,
creening require audiometry

JUTeNbHbII Mepro moJy-
BBIBEICHUSI, YIOOHBIN PEXUM

B03MOXHOCTB JJIUTETLHOTO Ha3HAUYCHU ST 9

OO1IMit aHaJIM3 MOYM, Kpea-
TUHUH CbIBOPOTKU, MOYEBUHA

Urinalysis, serum creatinine,

gastrointestinal toxicity, gastric

bleeding — rarely
OO1IMit aHAIN3 MOYH, KPEaTMHUH
CBIBOPOTKH, (DEPMEHTHI TIEYEHU, OCMOTP
Bpava-o(TaIbMOIIOTa, ayTUOMETPHUST —
1 p/Mec, 1o rnokazaHusIM — yallie
General urine analysis, serum creatinine,
liver enzymes, examination by an
ophthalmologist, audiometry — 1 time/
month, if indicated — more often

CBIBOPOTKH

serum urea

Bonee ahdekTrBeH B ciiyuae pa3BUTHS

[Mpenmymecrea BHYTPUBEHHBIII CTOCO0 BBEACHMUS KapaIuOMHUOMATUU
Benefits Long-term use, intravenous route of AO3MPOBAHH . More effective in case of developing
T . Long half-life, convenient dosing .
administration cardiomyopathy

regimen

OCJIOXKHEHUI TeMOTpaHC(y3Uu 3pUTPOLIMTHOIN Macchl/
B3BECU HECYT PUCK HEMOCPEACTBEHHBIX M OTIAJEHHBIX
MaTOJOTUYECKUX COCTOSIHUI, OOYCIOBJICHHBIX IIepe-
Ipy3Koit Kejie3oM. [paMoTHOe ompeaeneHue MoKa3aHWii
K reMoTpaHchy31sIM, MOHUTOPUHT IMOKa3aTejleil ooMeHa
Xeje3a M KOHTPOJIb (DYHKUMI CepaedyHO-COCYAUCTOM,
NbIXaTeJIbHOU, SHIOKPUHHOM 1 IPYTUX CUCTEM ITOMOTAIOT
CBOEBPEMEHHO AMArHOCTUPOBATh TAKOE TPO3HOE OCIOX-
HeHUe reMoTpaHc(py3MOHHOMN Tepanuu, KaK BTOPUYHBI

reMoxpomarto3. OTSITOILIEeHHBIN TeMOTpaHC(HY3UOHHBIM
aHaMHe3 JOJDKEH HaCTOPOXUTH MeAMaTPOB U TepareBTOB
B OTHOIIEHUHW ONpeneeHUs TMOKa3aHUN M1 KOHCYJIb-
TallM¥ KapAauoJiora, SHAOKPUHOJIOra, TenaTojiora y Jiuil,
WU3JICYCHHBIX B JETCTBE OT 3a00JIeBaHNI CUCTEMbI KPOBH.
JlabopaTtopHbIii MOHUTOPMHI OCHOBHBIX ITOKa3aTeseit
oOMeHa 3keJjie3a MO3BOJISIET B ONTUMAaJIbHbIE CPOKY HayaTh
XeJIATOPHYIO TepaIruio mpernapaToM, HanboJjee MOAX0oasI-
IIMM C YYETOM BO3pacTa 00JBHOTO.
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