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Hakoniienue u30bITKa jKeje3a B OpraHax U TKAHAX ABJIAETCA OCHOBHON IPUYMHON Pa3BUTHSI
OCJIOKHEHMII mpu 3a00J1eBaHUAX, TPEOYIOIINX NMPOBEJEHUS PeryJapHBIX 3aMeCTUTEeJIbHbIX TPaHC-
dbysuii spurpountHoit Mmaccel (IM). [lia BbIOOpPA aJeKBATHON M03bI XEJATOPHOI Tepamuu Heo0-
XOAUMMA BCECTOPOHHAS OLEHKAa CTeleHH Ieperpysku skeine3oMm. CyliecTByeT HECKOJIHKO METOTHK,
MO3BOJISIIONINX OILEHUTH 3aIAaChl JKejie3a B OPraHH3Me — OIpe/iejieHHe KOHIeHTpanuu (heppuTuHa
ceiBopoTKN (PC), GHomCHa MeYeHH ¢ MOCHeAYIOINUM THCTOXHUMHYECKHMM ucciaemoBanuem, MPT B
pexxkume T2% meuenu, MuoKapaa, MOMKEIyTOUHON skene3sl u runodmusa. Ileap Hacroamein pado-
TBI — OLEHHUTh CTeIleHb HAKOILICHHS ’Kejie3a B I€YEeHH, MHOKapae, IOMKeIyJOUHOH Kejle3e M
runoduse y ManMeHTOB PAa3JINYHOIO BO3PAacTa ¢ TPAHCHY3MOHHO-3aBHMCHMBIMHU BPOKIEHHBIMH
anemuaviu — anemuein [laiimonga—bBaexdena (AIB) u BpoKIeHHON TU33PUTPONOITUUECKON aHe-
mueii (BIA) u mpoBecTH aHAJIN3 aJeKBATHOCTH IIPOBOXMMON XeJaTOPHON Tepanuu. B ucciaemosa-
Hue 0bLT0 BKIOYeHO 5 mamueHToB ¢ AJIB (omun mansunk, 4 1eBOYKH) B Bo3pacrte ot 8 mo 24 mer, 4
nanuenTa ¢ BJIA (2 mansunka, 2 1eBoukH) B Bo3pacrte ot 2,5 10 9 jer. Bece manmneHTsI HAXOXUIUCH
Ha PeryJsApHBIX 3aMecTUTeJdbHbIX TpaHchysusax IM c¢ 0—4 mecsaueB :xusHu. UHTEpBad Memxay
TpaHchy3usaMu cocTaBiasyi oT 4 o 6 Hegeap IPH KOHIEHTPALMH reMoOrjIo0uHa n0 TpaHchysmu
75—80 r/xa. [lo BKaoueHus B ucciaemosanue 2 namuenta ¢ B/IA He mosyuyaau XeJIaTOPHYIO TePAIIHIO.
Bcem neram nposeaeHo ucciaenopanue cogep:xanus @C u pacTBOpuMBIX TpaHC(hEPPHUHOBBIX penern-
Topos (pTP®P) B ceiBopoTke KpoBu, MPT B peskume T2* runodpusza, Muokapma, meueHu, MOIK eIy I0U-
HOM sKeJjie3bl. [[Jig oneHKH cTeneHu (pudpo3a U reMocHAepPo3a MeYeH! IIPOBOTUIN YPE3KOKHYIO ITyHK-
IIUOHHYIO GHOIICHIO IIeYEHHU C IOCIEAYIOIUM I'MCTOJOrHYECKUM M THCTOXUMUYECKUM HCCIeTOBAHNEeM
ouonrara. Ilpu ananu3se MoJIyYeHHBIX Pe3yJIHTATOB MbI OTMETHIU 3HAYUTEJIbHOE PA3JIHYNE B CTeIIeHU
HAKOILIEHUS JKejie3a B OPraHax cpeau 00CJieJOBAHHBIX MAIMEHTOB. ¥ BCeX MAI[MEeHTOB ObLIa BBHISIB-
JIeHa TeH/IEHIU C BO3PACTOM HAKAIJIHUBATH (OJIBbIIE JKejie3a B MHOKap/e, MO KeIyJOYHOI jKejie3e u
runoduse. MbI BRIIBUIN NPAMYIO KOPPEIANNOHHYIO CBSI3b MEK/AY HAKOILIEHNEM JKejie3a B IeYeHU U
B IMOPKeyT04YHOI kemese (r=0,25), mpu 5TOM HAKOILJIEHUE JKejie3a B MeUeHN IMPOUCXOIUT ObIcTpee,
YeM B IO/PKeJIyJOYHOM Keae3e, YTO paHee OBLIO 0TMEUYEHO /I MANMEHTOB C TPaHC(Y3MOHHO-3aBHCH-
Mol B-ranaccemueii. Tak:ke orMeueHa MpsaMasa KOPPeIAIMOHHAS CBA3b MESK/IY HAKOILJIEHUEM sKeJjie3a
B MO/KEIyI0UHOM Kese3e u B runoduse (r=0,35). Cpapaupas rpynny namueatos ¢ BIA u A/IB, Ml
00HAPYKHUIM CIA0YI0 OTPUIIATEIbHYIO KOPPEIIINIO A5 mepBoit rpynns! (r=—0,3) 1 CHIBHYIO 10JIO0-
JKUTENbHYI0 Koppeaanuio (r=0,53) — gaa sropoii, mesxay ®C u LIC (liver iron concentration), uro
MOATBEP:KAAET TOT (PaKT, YTO NIpU Hed(ddekTHBHOM dpuTpomnodze PC He Bcerga aeKBaTHO OTPakaeT
CTelleHb Meperpy3Ku opraHusma xeiae3om. Takum o6pa3oM, HEOGXOAUMO IIPOBOAUTH OILEHKY HAKO-
ILIeHH S JKeJjie3a He TOJIbKO Ha oCHOBaHUM uccienoBanus @C, HO U B OTJeJIBHBIX OPraHaXx, KaK Iepes
MepBHIM Ha3HAYEHNEM XeJaTOPHOH Tepamuu, TAK M B JMHAMUKE, C I[eJIbI0 CBOEBPEeMEeHHO! KOppeK-
IIUH T030BOT0 PEKMMa, YTO B CBOIO 0UepPeahb MO3BOJIUT COXPAHUTH HOPMAJIBHYIO (GYHKIIUIO HE TOJBKO
IMeYeH! ¥ MHOKAaP/a, HO ¥ 9HIOKPUHHBIX OPraHOB.

Knioueswie cnosa: anemus Jlaiitmonda—Baexdena, 6posclennas 0u3apumponodamuieckas anemus, nepe-
2py3ka scenesom, MPT-Ouaznocmuka.
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The accumulation of excess iron in organs and tissues is a major cause of complications in diseases
that require regular substitutive transfusions of packed red blood cells (RBC). The choice of chela-
tion therapy appropriate dose requires a comprehensive assessment of iron overload degree. There are
several ways to measure iron reserve in the body — determination of serum ferritin (FS) concentration,
liver biopsy followed by histochemical research, MRI in T2* mode of liver, myocardium, pancreas and
hypophysis. Objective of this research — to assess the degree of iron accumulation in liver, myocardium,
pancreas and hypophysis in patients of different ages with transfusion-dependent congenital anemia —
Diamond-Blackfan anemia (DBA) and congenital dyserythropoietic anemia (CDA), and to analyze the
ongoing chelation therapy adequacy. The study included 5 patients with DBA (1 boy, 4 girls) aged from
8 to 24 years and 4 patients with CDA (2 boys, 2 girls) aged from 2,5 to 9 years. All patients were on regu-
lar substitutive RBC transfusions from 0—4 months age. The interval between transfusions ranged from
4 to 6 weeks at a hemoglobin concentration 75—80 g/1 before transfusion. Prior to inclusion in the study
2 patients with DBA did not receive chelation therapy. All children underwent study of FS concentra-
tion and soluble transferrin receptor (sTfR) in blood serum, T2* mode MRI of hypophysis, myocardium,
liver and pancreas. To assess the degree of liver fibrosis and hemosiderosis percutaneous needle biopsy
of the liver with subsequent histological and histochemical biopsy sample study was performed. Analysis
revealed significant difference in the iron accumulation degree in organs among patients studied. All
patients had a tendency to accumulate more iron in the myocardium, pancreas and hypophysis with
age. The study revealed a direct correlation between iron accumulation in liver and pancreas (r=0,25),
and iron accumulation in liver goes faster than in the pancreas, as noted previously in patients with
transfusion-dependent -thalassemia. Direct correlation between iron accumulation in pancreas and
hypophysis (r=0,35) was noted. Comparison of patients groups with DBA and CDA revealed a weak nega-
tive correlation for the first group (r=—0,3), and a strong positive correlation (r=0,53) for the second,
between FS and LIC (liver iron concentration), that confirms the fact that the ineffective erythropoiesis
FS does not always adequately reflect the iron overload degree. Thus, it is necessary to evaluate iron
accumulation not only by FS study, but also in specific organs, as prior to the first appointment chelation
therapy so in dynamics, for timely correction of the dose regime, that will maintain liver, myocardium
and endocrine organs normal functions.

Keywords: Diamond-Blackfan anemia, congenital dyserythropoietic anemia, iron overload, MRI
diagnostics.

Haxonienve m30bITKa Kejie3a B OpraHax u
TKaHAX ABJIAETCA OCHOBHOU NPUUYMHON Pa3BUTUA
OCJIOJKHEHUH Ipu 3a00/IeBaAHUAX, TPEOYIOIUX IIPO-
BeIeHUs PeryJIAPHBIX 3aMeCTUTEJNbHBIX TpaHchY-
3uii spuTporuTHOi Macchl (OM) [1]. HesmoBeueckuit
OpPraHmM3M XOPOIIO AJAlTHPOBAH K HAKOIJIEHUIO
JKejle3a M3BHE IIPU KeJie30Je(PUITUTHBIX COCTOSAHM-
fX, UJIU IIPU aHEMUU, a TaKKe K CHUKEHUIO YTUJIN-
3aIuy Kejesa U3 MakpodarajabHON CHUCTEMBI IIPHU
BocnaseHnu. OJHAKO He CYIIleCTBYeT YHUBEPCAJIHHO-
ro MexXaHU3Ma JJIs BbIBeJeHUA U30BITOUHOTO JKeJe-
3a. @opmupyromaacsa Ieperpyska KejJe3oM IIpU
PeryJspHBIX TpaHc)y3uax 0e3 COIPOBOIUTEIHHON
XeJIaTOPHON Tepanuyu, MPUBOAUT K IIOBPEXKAEHUIO
JKUBHEHHO BaYKHBIX opraHoB [2]. Omy6GiamKoBaHBI
JAaHHBIe, YTO B 3aBHCHMOCTH OT BUJA BPOKJEHHOM
aHeMHU! OTMeYaeTCs TeHIEHIMA K HAaKOILJIEeHUIO
JKeJiesa B Da3HBIX OPraHaX B PA3JIMUYHOU CTEIeHU
BBIpaskeHHOCTU. IIpy cpaBHEHUY COZIEPIKAHNA JKeJIe-
3a B neuenu (LIC, liver iron concentration) y marmu-
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eaHTroB ¢ aHemueidl [atimonma—Biaexdena (AIIB) u
IaIueHToB ¢ 060JIBINIOH (hopMOil B-TasacceMuu B mep-
BOH rpynme ObLI BbIABJIEH mocToBepHo (p<0,0001)
6ouiee BeIcOKUIT MoKasaTeab LIC [3].

AJIB — 9T0 0iHA 3 PEJKUX IPYII BPOKIECHHOMN
amIasuy KpoBeTBopeHHs (BcTpeuaemocTh 5—10 ma
1 000 000 po:kmeHHBIX KUBBIMH AeTel), xapaKkTe-
puU3yomaaca CHUKEHUEM KOJIUYECTBA SPUTPOU-
HBIX MIPEAIIeCTBeHHUKOB, rallJIOHEI0CTATOUHOCTHIO
pPa3JUUHBIX CYO'beguHuI], PubocoM, HAJIUUYUEM B
HEKOTOPBIX CJIy4YasX IOPOKOB PAa3BUTUA U IIPEA-
PacIoJIO}KEeHHOCThI0O K 3JIOKAaUeCTBEHHBIM 3aboJie-
BaHuaAM. llepBoil JuHUHel!l Tepanmuu B HaCTOAIIlee
BpeMs ABJIAIOTCA TioKokopTurkocrepounbl (I'KC).
IlepBUYHBIN TreMaTOJIOTUYECKUIT OTBET TOCTUTAET-
ca npumepuo B 60-70% cayuaeB, ofHAKO MeHee
[MOJIOBMHBI TIAI[MEHTOB COXPAHAIOT €0 JINTEJIbHbBIN
nepuo/. BoJBIITMHCTBO MAIMEHTORB MI0JYYaloT Pery-
JIApHBbIE 3aMecTUTeJbHBIe TpaHchysuum IM [4, 5].
3a mocienHee IeCATUIETHE CTAJO OUEBUIHBIM, UTO

OAOTHUA
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KAueCcTBO JKU3HU MAIMEHTOB BBLIPAYKEHHO CTpaza-
eT 3a CUeT OCJOYKHEHHI OT IIoCTTpaHC(Y3UMOHHOMI
meperpysku opranmusMa xkeae3oMm. O0IIas BbIXKUBA-
emocTh namueHToB ¢ A/IB mo Bospacra crapiie 40
ger — 75%: 100% s mamueHTOB C AJUTEJIbHON
pemuccueii, 86% s Tex, Kro Ha Tepanuu I'KC,
u 57% pnss TpaHchy3UOHHO-3aBUCUMBIX IIAI[MEH-
ToB. Takum o0pasoM, ©MeeT MEeCTO CTATHUCTUUECKU
3HAUYMMAs PASHUIA B IPOJOJKATEIbHOCTHU KUSHU
namnuenToB Ha Tepanuu 'KC mo cpaBHeHHUIO C maIu-
€HTaMU, [IOJIYYAIOINMY PEeryIsaPHYI0 3aMEeCTUTEIb-
"Hyio tepanuio [6]. Ilo mamHbIM AMepPUKAHCKOTO
perucrpa, oxojo 23% Bcex cMepTeill BBIZBBAHO
OCJIOJKHEHUSIMH OT IePerpy3Ky OpraHmsMa JKeJje-
3oMm [6]. Cpenu mamuenToB ¢ AIIB, mo cpaBHEHUIO
¢ OosbHBIME C 0OJbINION (hopmoil [-TasacceMuu,
BBIIIE BCTPEUAEMOCTb TAKHX OCJIOMKHEHUI CO CTO-
POHBI SHIOKPUHHON CHUCTEMBI, KaK I'MIOTOHAIU3M,
TUIIOTUPEOUAU3M, T'UIIONAPATUPEOUINU3M, a TaAKKe
CO CTOPOHBI CePHeYHO-COCYAUCTON CHUCTEMBI B BUE
kapauonarum [3]. IsBecTHO, UTO M3OBITOK ’Kejie3a
B OpraHusMe IIPUBOAUT K OOPa30BAHUIO PEAKTUB-
HOUM (dopmbl Kucaopoma (PPK), xKoropas BBI3BI-
Baer noBpexxaeHue [THK, uro cmocoberByeT rube-
JU KJIETOK, Ju0O0 PasBUTHUIO HOBOOOpasoBaHUM [7].
CyilecTByeT APYroll MeXaHH3M, S3allyCKAaIOIIUi
KaHIepOreHes — 3TO AKTUBAIIUA TPAHCKPUIIIINOH-
Horo (garkropa NF-kB (amepublil (paKkTOp <«Kamma-
6u», nuclear factor kappa-light-chain-enhancer of
activated B cells) mocpeascreom P®PK, mmeromias
aHTHamonToTuuYecKuil apdert [8]. YuursiBasa yxe
MMEOIIYIOCS IPEIPACIOI0MKEeHHOCTD Y ITAI[EeHTOB C
AJIB K 3710KauecTBeHHBIM 3a00JI€BaHUAM, 9THU JAH-
HbIe IIOBBIIITAIOT HEOOXOAMMOCTH CBOEBPEMEHHOTO
HA3HAUYEHUS XeJaTOPHOU Tepaliuu.

B macroAmuii MOMEHT OmyOJMKOBAHO MaJio
WCCJIEIOBAHUI O IEepPerpys3Ke OpraHusMa yKejiesoM
P BPOKAEHHBIX AU39PUTPONOITUUYECKUX AHEMU-
ax (BIIA) B Buny ux peakoit Bcrpeuaemoctu. BIIA —
9TO I'PYIIIa HACJIEACTBEHHBLIX aHEeMU, XapaKTepu-
gyronrasaca Hed(PeKTUBHOCTBIO SPUTPOII0d3a, CIIe-
nupuueckoir mopdQoJiorueil IIpeaIlNecTBEeHHUKOB
SPUTPOIUTOB B KOocTHOM Mo3are [9]. ¥V mamueHTOB
¢ BIIA mHaOGmomaeTcsa TOBBINNIEHHOE HAKOIJIEHUE
JKejiesa B Makpodarax, TaksKe XapaKkTepPHO MOsBJIe-
HHe 0O0JIBIIIOT0 KOJIMYeCTBA CULepPo0JIacToB, BCIE-
CTBHE Yero MeTOH OIPEeIeIeHUs OLEHKHU 3aIlacoB
opraHmsaMa JxeJjesa C IIOMOIILI0 UCCIeI0OBAHUS KOH-
meutpanuu pepputuHa cbiBopoTKu (PC) He ToKasa-
TeJIeH y JAHHOU IPYIIILI IAI[eHTOB.

Hsa BpIOOpa aleKBaTHOU XeJaTOPHOU Tepamuu
Heo0XOoarMa BCECTOPOHHSAS OIEHKA CTEIeHU Iepe-
rpysku sxesesom. CylecTByeT HeCKOJIbKO METOIAUK
ompejeJieHNs HAKOILICHUS JKejie3a B OpraHusMe.
Haubosee mocTymHBII M PYTHHHBIN CIIOCO0 — 3TO
onpegeneHne KoHueuTpanuu @C. ITOT mMoKasaTeab
WCIIOJIb3YIOT AJISI MOHUTOPUPOBAHUS 3aIIaCOB JKeJre-
3a ¥ IJIs INPUHSATHAS PEIleHus O Hadyajge XeaTop-
HOUl Tepamnmum. CylllecTByeT IpsaMasi 3aBUCHMOCTH
comep:xkaaua PC U IPOLOIIKUTESBHOCTH KUSHU
00bHBIX ¢ OoxbIoil (popmoit B-ramaccemuu [10,
11]. OmHaro, Kaxk ysKe TOBOPHUJIOCH BBIIIE, TaH-
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HBIII METOJ HeJOCTATOUHO MOKasaTesJeH U He OoTpa-
JKaeT KapTUHY IIePerpysKu sKeJjesa B OTIeJbHBIX
opraHax, OH TaK:Ke Hecmenmu@puueH, pax (ParKTo-
POB, TaKMX KaK BoclajeHue, 3a00JeBaHUSA ITeUEHH,
MOTYT BJIHATH Ha KoHIeHTpanuio PC. 30JI0TbIM
CTAHJAPTOM OIIeHKU COAEP:KaHUA Kejies3a B IeUeHUn
(liver iron concentration — LIC) saBisiercsa Ouoncus
neuenu [12]. OgHAKO HEeZOCTATOUHBINA pasmep Omo-
nrara (MmeHee 1 MT cyXoro Beca, MeHee 4 MT BJIaKHO-
ro Beca UJIu MeHee 2,5 CM IJIMHBI) NI HepaBHOMEP-
HOe pacupejieieHNe TapeHXUMbl Te4eHU, 0COOEHHO
npu Haanuuu Gubdposa,/Iupposa, MOTYT IIPUBECTH K
HeaJleKBaTHOMY (3aHUIKEHHOMY) Pe3yJIbTaTy UCCJIe-
noBaHusd [13]. Haubosee 6e30macHbBIM 3a CUET HEMH-
Ba3WBHOCTHU U JOCTATOYHO TOUHBIM METOJOM SABJIA-
eTcA MarHuTHO-pesoHaHcHass Tomorpadus (MPT)
B pesxxume T2%, KoTopas IO3BOJISIET OIeHUTHL HAKO-
IJIeHWe JKejie3a B PAs3JIMUYHBIX OpraHax, IMpeKze
Bcero B meueHu [14, 15] u muokapze [16—18].

ITesns HacTosIeir paboThl — OIEHUTH CTEIeHb
HAKOIIJIeHUA JKeje3a B IIeUYeHU, MHOKapHe, MOJI-
JKeJTyTOYHOM JKejiede U rumnoduse y marueHToB pas-
JUYHOTO BO3PACTa ¢ TPaHCHY3MOHHO-3aBUCUMBIMU
BpokmeHHbIMu aHemusamMu — AJIB u BIA u mpo-
BECTH aHAJIU3 aJeKBATHOCTU MPOBOAUMON XeJIaTOP-
HOU Tepaiuu.

Ma’repnanm 1 MEeTOOAbI UCCJIeTOBAHUA

ITocne omobpenusa JIOKaJIbHBIM BSTHYECKUM
rkomurerom @PI'BY «®HKII [ITON» B uccaemoBanue
OBbLIM BKJIIOUEHB! 5 mmarnueHToB ¢ AJlB (oguH MasbuuK,
4 meBOouKHU) B Bo3pacTte oT 8 mo 24 jer, 4 mamueHTa
¢ BIIA (2 manbuuKa, 2 JeBOUKM) B Bo3pacre oT 2,5
o 9 ger. Bece mamueHThl HAXOAUINCHL HA PEryJsp-
HBIX 3aMECTUTEJbHBIX TpaHchysuax OM. Bospact
Hauaja tpancdysuii — ot 0 1o 4 mecsames. Iurepsasa
MeKAy TpaHcy3UIMU COCTABJAI OT 4 1o 6 Hemeab
IpU KOHIIEHTPAIIMM T'eMOIJIOOMHA OO0 TpaHchysum
75—80 r/n. [laHHBIE O XeJIATOPHON Tepanuu, IPOBO-
IUMOM TTarueHTaM, BKJIIOUEHHBIM B MCCJIeJI0OBaHMe,
npexactaBiaeHbl B Tabsn. 1. Ogua nmamuenTtka (Ne 3) ¢
AJlb umesa MeIUKaMEHTO3HYIO PEMHCCUIO B Tede-
Hue 6 Jer, OJHAKO IIOCJeAHNe 8 JIeT COXPaHAIACh
TpaHC()Y3MOHHAA 3aBUCUMOCTh C MHTEPBAJIOM OT 4
o 6 Hemesb.

o BKJIIOUEHUS B HcCcJemoBaHMe 2 IallMeHTa
¢ BIIA He mosyuasu xejaTopHyio Tepanuio (Ne 8,
Ne 9). CBoeBpeMeHHOE HAYAJIO XEJIATOPHOU Tepannmu
066110 oTMeueHO y 4 mammenToB (N 1, Ne 2, Ne 3,
Ne 6). B 3 cayuasx xejmaTopHas Tepanus ObLiIa
naunuupoBada npu ®C sHauwuTenbuHo Bhinie 1000
MKT/JI B BO3pacTe cTapiie 3 JieT mpemapaToM nede-
pasupokc B mode 20—25 mr/Kr/cyrt, B 2 ciaydasx
(Ne 5, Ne 7) xemaTopHad Tepanusa Obliaa HePeryJasap-
HOI MJIX B HEJOCTATOYHOM J03€.

Bcem pmeram mpoBegeHO wuccIegOBaHUE COAEpIKa-
Husa @PC u pacTBOPUMBIX TPAHCHEPPUHOBBLIX PEIIEITO-
poB (pT®P) B criBoporke KpoBu, MPT B pexume T2*
runodusa, MUOKap/a, MeueHu, IO KeJIyIOUHON KeIe3bl
Ha Tomorpade GESigna 1,5 T («xeHepan DJIeKTPUK»,
CIIIA), momuocTthio 1,5 T, 2 mammenHTam mox oOIIeit
aHecTe3uei. KoHIleHTpaIuio Kejge3a B BEIleCTBE IIeUeHU
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Tabnruua 1

XapaKkTepuCcTUKA TaIlMEHTOB

Ho3soxornueckas
rpymnmna

Bospacr, dC,

ITox OB

MKT/J1

pT®P,

X TOPHAA T b1ie
iy eJIaTOpPHASA Tepannsa

1 M 8 1525

0,2 DFX 20 Mr/Kr B CyTKU C 2 JIET, PeryJIapHO

24 1050

DFO 40 Mr/Kr B CyTKU ¢ 2 JIET IOTKOKHO
5 mueit B Hegento, DFP 75 Mr/Kr B CyTKU
exxenHeBHO, peryasapHo. C 14 gser DFO
100 Mr/Kr/CcyT HEIPePbIBHOM MHDY3Meit
Kypcamu 1o 10 gHeit B KBapTas Ha GoHe
TPOJOJIKAIOIIerocs B IpekHel no3e DFP

0,1

AIIB

17 2022

Ho 9 ner me mosyuana (c 3 jget go 9 jer
— MeJUKaMeHTO3HasA PEMUCCUs), ¢ 9 jer
DFX 20 Mr/Kr B cyTKu, yepes3 2 MecAna —
TOKcuUecKuit renarur, gagee DFO 40 mr/xr
B cyTKu ¢ 10 JleT IOAKOXKHO.
C 16 ser Bo3o6HOBIeH DFX 20 Mr/Kr/CcyT

0,1

S

20 913

Ho 13 jeT xemaTOpHYIO Tepanuio moayJdaia
"eperyaapuo. C 13 et DFX 25 mr/kr
B CYTKHU PeryJasipHO

1,6

8 4259

DFX 20 mr/xr B cyTKu C 6 €T

0,3
HeperyJIapHo

9 913

8 DFX 20 Mr/Kr B CyTKH C 3 JIET PeryJasapHO

BIA

825,6

DFX 20 mr/kr B cyTku ¢ 6 Jer
HeperyJapHo
(c mepepbiBaMu B 3—6 MecsIeB)

10,9

4 1145

4,86 Panee He mosryuan

B B (R =

2,5 500

5,87 Panee me mosryuasa

DFX — medepasuporc; DFO — nedepoxcamun; DFP — nedepumnpos.

(LIC) u xoumenTpanuio xejaesa B muokapzae (Myocardial
Iron Concentration — MIC) paccuuThIBaju ¢ IOMOIIBIO
cuenuaJbHON nporpaMmmer [19—21].

Kpurepuu cremeHu OLEHKN IEPETrPY3KU JKeIe30M
npencTaBieHE! B Tabu. 2. HakonieHue jxege3a B MIOKap-
e oneHUBaJIu 110 BpemMeHu MP-curuana B pexxume T2% u
o MIC [17, 18]. HakomnieHue Kejie3a B TOIKEIYIOUHOMN
'xesese (Pancreas iron concentration — PIC) u B rumo-
¢use (Hypophysis iron concentration — HIC) oneruBanu
no Bpemernu MP-curnaina B pexkume T2% [22, 23]. O6bem
I‘I/IHO(I)I/ISa PacCUYUTHIBAJIU CTaHAZAPTHBIM METOAO0M.

Yacrtu mamueraToB (Ne 1, Ne 5, Ne 6, Ne 8, Ne 9) mpo-
BelleHA UYPEe3KOYKHAs HYHKIMOHHAS OUOICHUS IIeYeHU C
OCJIeLYIOIIUM TIHUCTOJOTMUYECKAM U THUCTOXUMUYECKUM
uccienoBanueM 6Ouonrara. C I[esbl0 WHTEPIPETAIUU
pesyabTaToB mcnonabzoBanu meronbl Merasup (Metavir)
U WHAEKC ructojioruueckoit aktuBHoctu (T'A), usBect-
bl o HasBanueMm Kuogess (Knodell).

T'mcTonornuecku onpeneseHHBIN IeMOCUIEPO3 IIeUe-
Hu 0—1-% crenenu coorBercrByer LIC 0,1-2 mr/r c.B.,
2-% creneHu — 2—7 mr/r c.B., 3-i crenenu — 7—15 mr/r
C.B., 4-11 cTenneHu — OoJtee 15 mr/r c.B. [24].

Cucrema 6as10B MeTaBup IpegycMaTpPUBAET UCIIOIb-
30BaHMe cTaaupoBaHus u rpajganuu (tabua. 3). CreneHb
XapakTepua3yeT aKTUBHOCTb NH(PEKIIUU UJIN YPOBEHb BOC-
najeHus, a craauda (pasa) maet mpencTaBIeHUE O KOJU-
yecTBe (uOpo3HON TKaHuU uiau pybueBammu. CremeHu
mpucBauBaeTcs 0alI Ha OCHOBE TSKECTH BOCIIAJIEHUS
— ot 0 1o 4 6annoB (0 — oTcyTCcTBUE BOCIIAJIEeHUA, a 3 UIU
4 yKas3bIBAIOT Ha TsKesoe BocrasieHue). Craguu ¢hudposa
Takke nmpucsauBaerca 6amn ot 0 zo 4 (0 — orcyrcTBUE
py6uoB; 1 — MmuHUMaNbHOE PyOIeBaHMe; 2 — PyOIeBaHMue
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MMeeT MeCTO U BEIXOIUT 3a 00JIaCTH IIeYeHY, COAePIKAIIITe
KPOBEHOCHBIE COCYZABI; 3 — MOCTOBHUZIHBIN pacIpocTpa-
Hatomuiica ¢Guopos, PuOpPo3HbIe YYACTKU COeAUHSIIOTCSI
MeXXKay coboit; 4 — nmuppo3 Uam TIyOOKoe pyOlieBaHuTe
Ie4YeHn).

Metox Kuopmens,
rucrojrorudeckoi axrtusHocTu (MTIA),

WHOTJA Ha3bIBA€MBIA METOLOM
3aKJIIOUAETCA
B NPUCBOEHUU 4 OTAEJbHBIX 0ajlIoB, KOTOPBHIE BMECTe
COCTaBJAIOT eANHBII nHAEKC. [[epBbIii KOMIOHEHT UHIEK-
ca (mepuIOpPTANBHBIM W/MJIW MOCTOBUIHBLIM HEKPO3)
uamensierca B npenenax 0—10. Cuexyrooimiue aBa KOM-
IIOHEHTA (HEKPO3 [HoJiell IeUYeHW U IIOPTaJIbHOE BOCIIA-
nerue) uamensiorcsa or 0 7o 4. KomOuHanusa aTux Tpex
MapKepOB YKasbIBaeT HA CTENeHb BOCIAJEHUS IIeYEeHU
(0 — orcyTcTBUE BOoCcTiaeHUusa; 1—4 — MUHUMAaJIbHOE BOCHA-
sneHmne; 5—8 — HeboubII0e BocuaneHue; 9—12 — ymepeHHOE
BocnasneHnue; 13—18 — sHaumTenpHOe BocmasieHue). 4-i
KOMIIOHEHT yKas3bIBaeT HAa CTeleHb PyOleBaHWUS IeYEeHU
u usMmeHAeTcsa ot 0 (pyOIbl OTCYTCTBYIOT) 0 4 (00IIUpPHOE
pyO1ieBaHUe WU IIUPPO3).

Pe3yabTaTsl

PesyabTaThl KOMIIJIEKCHOTO 0OCJIeTOBAHUSA
HaIMeHTOB IpeJcTaBJaeHbl B Taba. 4. Y Bcex maiu-
euToB ormeueno mosbimenue LIC. Cpennee 3Ha-
yenue LIC y mamwmenTtoB ¢ AJIIB 12,44 wmr/r c.B.
(4-18,6 mr/r c.B.), y mamuentoB ¢ BIJA - 11,1
mr/r c.B. (8,1-14,9 mr/r c.B.). CpegHee 3HaUEeHUE
®C y mamuenToB ¢ AIIB — 1953 mir/a (913—-4259
MKr/ia), y manuenToB ¢ BIIA — 846 mxr/a (500—
1145 mkr/m). Haubosee Huskoe comep:xanue @C y
nanueHTKu ¢ BIIA (Ne 9) 2,5 et mipu HeahGHEeKTUuB-
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OlleHKa CTeleHHU MePerpysKu sKeae30M

Tabruuya 2

PedepenTasie Jlerkas YmepeHHasT Taxenas
Opran Toxasarean 3HAYeHU S CTelleHb cTeneHb cTeneHb
Ileuenn LIC, mr/r c.B. 0,1-2 2—-7 7-15 >5h
T2%, m/c >20 10-20 <10
Cepane MIC, mMr/T C.B. <1,16 1,16-2,71 >2,71
ITomxenynounas _ _
sxenesa PIC, m/c >33,3 10-33,3 <2,5-10
T'nnodus HIC, m/c >88,6 <88,6

3peck u B Tabu. 4: LIC — Liver Iron Concentration — comep:xanue xesesa B meuenu; T2* — ckopocts MP-curnaza B pesxume T2%; MIC
— Myocardial Iron Concentration — cogepxkanue sxenesa B muoxkapge, PIC — Pancreas Iron Concentration — comep:xanue sxejesa B mos-
JKeJIyJOUHOM 2Kesiese o ckopocTu MP-curaasia B peskume T2%*; HIC — Hypophysis Iron Concentration — cogep:xkanue sxejesa B rurnoduse

1o ckopoctu MP-curnasa B peskume T2%.

Tabruua 3
IIkana METAVIR:
CTaU¥ TMCTOJOTMYECKOH aKTUBHOCTH
CrynmeHuaTtsie JloOysapHOe UTA
HEKPO3bI BOCIIaJICHHE
0 (HeT UM MATKOE) A0
0 (uer) 1 (ymepeHnHoe) Al
2 (BBIpAsKEHHOE) A2
1 (markue) 0’21 Al
A2
0,1
2 (ymepeHHBIE)
2 A3
3 (BBIpaKeHHBIE) 0,1,2

HOM 9PUTPOI033€e (3HAUUTEIHLHO IIOBBIIIIEHO COJEP-
sxarue PTOP — 5,87 mr/;m nmpu BepxHeH rpaHuile
pedepeHTHBIX 3HaUeHUH — 2,5 Mr/ia). ¥ Hee BHIAB-
JIEHO JJOCTATOYHO BBICOKOE HAKOIUJIEHUEe jKeJjie3a B
neuenu — LIC 12,4 Mr/T ¢.B., TUCTOJOTUYECKA CTE-
IIeHb TeMOCHiepo3a — 3, TaKiKe IeperpysKa xeJje-
3oMm runodusa — ymepeHHoe cHmixenue HIC 78,6
M/c (HOpMaJibHbIe 3HaueHusA 6ojee 88,6 m/c), mpu
HOPDMAaJIBbHOM COJIeP’KaHUU Keje3a B MUOKapjie U
IIOJ3KeJTy LOYHOH JKeJese.

Y nmanuentku ¢ AIIB (Ne 5), HauaBmIeit moJy-
YaTh XEeJATOPHYIO Tepamuio ¢ 6 jeT B HeperyJsp-
HOM pesKkmMe, obparlfaeT Ha cebs BHUMAaHNUE HaU-
OoJsiee BhIcOKada KoHieHrpamua PC, TakKe BBICO-
kag LIC (15,4 mr/r c.B.), THCTOJIOTUYECKU TI'€MO-
CHIepo3 IeueHu 4 CTeleHW W HaJNudYhe BBICOKOTO
THECTOJIOTHUYECKOr0 HMHIeKca (Ppubposa IeYeHH IIO
MeTaBup, MMOBBIIIEHHAS TMCTOJOIMYECKAS AKTUB-
HOCTH 0 KHozmento — 6. ¥V mamuenTta ¢ BIIA (Ne 8),
He IIOJIyYaBIIero XeJaTOPHYI0 TePaIluio A0 IIPoBe-
meHus o0cJiefOBaHUsA, THCTOJIOTHYECKAs CTeIeHb
reMocuzepos3a HecKoJabkKo Hu:ke — 3, LIC — 9 mr/r
C.B., I'MCTOJIOTUYECKUN NHAEKC (PrOpo3a ImeyeHu 1o
MeraBup — 0. BeposATHo, TaKkoe pasjinuue 00yCJI0B-
JIEHO BO3PACTOM MIAI[MeHTOB (COOTBETCTBEeHHO 8 1 4
roma).

V Bcex 9 manueHTOB, 3a MCKJIOUEHNEM IIaIl-
euTku Ne 5, MIC u ckopocts MP-curuasa B pexxume
T2* Muokap/a B IIpeaeax HOPMAaJbHBIX 3HAUCHNH.
Y mamueHTKu Ne 5 BhIABJIEHA yMepPeHHadA CTEIEeHb
meperpysku cepara xeaesom (MIC — 1,42 mr/r c.B.,
T2% - 17 m/c).

Y mamuenToB ¢ AJIB cpenuuii mokasatens PIC
- 20,2 m/c (3,9-47,8 m/c). NurepecHo, uro y 4
HaMeHTOB, 3a MCKJIIOUeHHeM mamueHTKu Ne 5,

Tab6ruuya 4

PeSyJILTaTLI OGCJIeJIOBaHI/Iﬂ (MelIl/IaHa, MHHHMMAJbHOE 1 MaKCHUMaAJbHOE 3Haqe}me)

Ho3omornueckue rpynmnsl PedepenTtrnie
IToxasaTenu AJIB (n=5) BJIIA (n=4) 3HAYEeHUT
1953 846
@©C, MEr/1 913-4259 500-1145 <250
12,44 11,1
LIC, mMr/T c.B. 4-18,6 8,1-14,9 <18
35,6 46,4
T2* muorapaa, Mm/c 17-54,4 31,8-57,5 20
0,6 0,42
MIC, wr/r c.5. 0,29°1,42 | 0,34-0,54 <0,9
20,2 37,4
PIC, m/c 3,0-47,8 26,8-45,4 >83,3
19, 67
HIC, m/c 8,9-33 40-78,7 >88,6
o % 1,5 0,3
T'ucronoruueckuii magexc Gpubposa neuernu no MeraBup 0-3 0-1 0
3,5 3
TucTosornuecKasi cTelieHb reMOCHAepo3a IIeueHn ™ 34 3-3 0

*Buoncus neueHu nposeena 2 namuerram ¢ AIIB, 3 mamuenTtam ¢ BITA.
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KOoTopasd HMeeT TSMKeJNYI CTelleHb Meperpy3Ku
JKeJIe30M MeUYeHU U YMEPEHHYIO CTeIleHb Ieperpys-
KU JKeJie30M cep/iIla, BBIABJIEHA IIeperpysKa sKeJe-
30M IO KEJIYOUHON JKeJie3bl Pa3/IMUYHON CTEeIleHM!.
Haubonee muskuii moxasatens PIC y mammenrta
Ne 1, 8 ner (3,9 m/c), YTO COOTBETCTBYET TAMKEJION
meperpyske Keje30oM 9TOTO OpraHa U KpaiiHe BhICO-
KOMY PUCKY HAPYIIIeHUA TOJEPAHTHOCTH K TJIIOK03€e
[14]. Takke y HeTro oTMeUalOTCA BHICOKAS TUCTOJIO-
rudeckas cTemeHb remocuzaeposa mneuenu — 3 (LIC
15,5 Mr/T C.B.), 3HAUNTEJIbHOE HAKOIIJIEHHE JKeesa
B runopuse — HIC 15,1 m/c, HecMOTpPsA HA TO, UTO
OH TIOJyYaJ PEeryJsapHYI0 XeJaTOPHYI0 Tepamuio
nedepasuporcoM B go3e 20 MI'/KT B CYyTKH C 2 JIeT.
IanHbIE Pe3yJIbTAThI, BOSMOKHO, MOTYT YKa3bIBATh
Ha HEJOCTATOUHYIO MO3y xejaTopa. ¥ IaIlMeHTOB C
BIIA cpenuee suauenue PIC — 37,4 m/c (26,8-45,4
m/c). I3 4 manmuenTos ¢ BIIA y oxzoro (Ne 8) BbIAB-
JeHa JIeTKas CTelleHb IIePerpys3K’ KejJe30M IIOJ-
skemrynounoit xemesbl (PIC 26,8 m/c). MsBectHO,
YTO 9TO MAIIMEHT M0 4 JeT He MOoJyYas XeJaTOPHYIO
Tepanuio. Kpome Toro, y Hero ormeueHna ymepeHHad
cTeneHb neperpysku xeaesom nmeuernu (LIC 9 mr/r
C.B.), IOBHIIIIEHO COZlepsKaHMe Kejieda B THUIIOPU3e
(T2%* runousa — 78,7 m/c).

Y Bcex 5 mamumeHToB ¢ AJlB BhiABIEeHa mepe-
rpysKa Kejesda runodusa — cpegaee sHauenue HIC
-19,8 m/c (8,9-33 m/c). [lantuernTra ¢ AIIB (Ne 3),
17 mer, mosyuajia peryJspHbIe 3aMeCTUTeJIbHBIEe
TpaHcysuu a0 3 JeT ¢ mHTepBaJoM B 3—4 Heme-
Ju, He moJiydyasl XeJaToOpHyI Tepamnuio. [lamee oHa
HaxoAuJach B TeueHHe 6 jerT B MeIUKaMEHTO3HON
pemuccun Ha I'KC-Tepamuu. C 9 jer Onlaa BO3006-
HOBJIEHA TpaHC)y3WMOHHAA Tepamus ¢ WHTepBaja-
mu 4—6 Hemesb, Oblaa IMapaJlieJbHO HauaTa XeJja-
TopHaA Tepanus naedepasuporcoMm B mosde 20 mr/
Kr B cyTKu. OTMeUasioch pPasBUTHE TOKCUUECKOTO
TelaTuTa, B CBA3U C 4eM OBLI IIepephIB B TEeUEHUE
mOJIyro/ia, U Ha3HaueHa Tepanud AedepoKcaMUHOM
B mo3e 100 MI/Kr B CyTKM BHYTPUBEHHO KypCcaMHu
1 pas B 4 Mecsama. Y OaHHOI HaIMeHTKU Haubo-
Jlee BRIpa'KE€HHOE HaKOILJIEHUE JKeJie3a BBIABJIEHO B
runoduse ¢ HapyIlieHueM ero QyHKI[uU B BUie I1ep-
BuuHOU ameHopeu u B nmeuenu (LIC 18,6 mr/r c.B.),
0e3 3HAUMMBIX KJNHHKO-JIA00pPaTOPHBIX IIPOSBIIE-
Huii. O6beM rumodusa y sTOl mamueHTKu — 55,44
MM3 , YTO ABJIAETCSA HUMKE BO3PACTHON HOPMEI. Ilpu
9TOM HAaOJIIONAIOTCS JeTKad CTeNeHb HaKOIJIEeHUSA
JKesie3a B momkenymounoii sxenese (PIC 23,8 m/c)
¥ HOpPMAaJIbHBbIe 3HAUEHUSA COAEp:KaHUA ’Kesesa B
cepaie. BeposaTHo, HaKOILJIeHUE Kejie3a B TUIIODU3e
TPOMBOIILJIO 3HAUYUTEJIHLHO PAHBINE ITPOBEIEHHOTO
obcaenoBaHMUSA, B BO3pacTe A0 MeAUKaMeHTO3HOM
peMuccum, Tak KaK M3BECTHO, UTO JO ITybeprara
U3MeHEeHUsA B rumnoduse He UMET KJIUHUYECKUX
nposaBieHuii. JlanHoe HAOJIIOeHE CBUIETEIHLCTBY-
eT 0 HeOOXOAMMOCTH IIPOBOAUTH XeJaTOPHYIO Tepa-
OHIO 10 HopMaiusanuu Kounentpanuu OC.

¥ nanuenToB ¢ BIIA cpemuuii mokasareab HIC
HECKOJIBbKO BHIIIE, ueM y nanueHToB ¢ AIIB — 67 m/c
(40-78,7 m/c), 4TO TaK:Ke MOKA3bIBAET HAKOIJIEHUE
6OJIBIITOT0 KOJIMUECTBA *KeJjie3a B Tumoduae.
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O6cy:xnenue

IIpu amasu3e MTOJNyUYEHHBIX PE3YJIbTATOB MBI
OTMETHUJU 3HAUUTEJbHOE pa3juuue B CTeleHUu
HAKOILJIEHUS JKejges3a B opramax cpeam o0cJeso-
BaHHBIX IIAIlE€HTOB. VI3BeCcTHO, UTO Hed(PPEKTUB-
HBIII SPUTPOII033, COIPOBONKIAIOIIUN OOJBIIYIO
dopmy B-rTasacceMuu m Apyrue aHeMHUM, BKJIIOYAA
BIIA, npuBoIuT K yCUJIEHUIO BCACBIBAHUSA JKeJse3a
3a cuer mpoayknuu GDF15 u, BO3MOKHO, OpPY-
rux OenxoB (Hampumep, TWSGI) spurpobiacra-
MM, TOJABIAIOIIUMY dKCIPECCHUIo rermcugauHa [25].
HopwmorpauchysumonHbIi pexuM (o0 Tpaxchysuu
Hb Gosee 95 r/u; mocie tpanchysuu Hb 115-125
r/J1) obecreunBaeT a(ppeKTUBHOE IMogaBIeHUE HEddh-
dexTuBHOrO spumTpomossa [26]. Ilpu orTcyrcTBUH
IeduiiTa jKeyiesda cojiep;KaHne B CBIBOPOTKE KPOBU
pT®P orpakaeT aKTUBHOCTL dpuUTpomossa [27].
¥ Bcex marnuenToB ¢ BIIA coxep:xkanme pT®PP 66110
cyiiecTBeHHO moBbimieHo (7,41+1,63 mr/im, Bepx-
HAA TpaHula pedepeHTHBIX 3HAYEHUH 2,5 MT/i)
(p<0,0001) B pesysbTaTe HECBOEBPEMEHHBIX 3aMe-
CTUTEJIbHBIX TpaHchysuit M, 3a cueT coxpaHeHHUs
BBICOKOII aKTHBHOCTU COOCTBEHHOTO Hed((EeKTUB-
HOTO PUTPOII0d3a, UTO B CBOIO OUEPEJb COIPOBO-
JKIAJIOCh YBeJIMUEHEM Pa3MepPOB CeJIe3eHKU.

VY BCcex mamnueHToB ObLIA BLISIBJIEHA TEHIECHIIUA C
BO3PacTOM HAKAILJIWBATHL OOJIBIIIE JKejie3a B MUOKAaP-
e, TMOJKeJIyI0UYHOIl Keyede u runoduse (puc. 2),
YTO HE IPOTHUBOPEUYUT paHee ONyOJIMKOBAHHBIM JaH-
HbIM [28]. MBI BRIABUIMN IPAMYIO KOPPEJIAITUOHHYIO
CBA3b MEXKAY HAKOILIEHWEM :Kejes3a B IeUeHU U B
mosKesrynounon kemuese (r=0,25), mpu aTOM HaKO-
IJIeHWe ’Kejie3a B IEUEeHUW HIPOUCXOIUT ObICTpee,
YyeM B IIOKeJTyJJOUHOU Kejese (puc. 3), 4TO paHee
OBLTIO OTMEYEHO /ISl MAIMeHTOB C TPaHCH)Y3UOHHO-
3aBucuMoO# [3-ramaccemueii. Takike oTMeueHa IpHA-
Mas KOPPeJAIMOHHAS CBA3bh MEXKAY HAKOIJIEHUEeM
JKeJie3a B TOJMKEJNIYIOYHOI ’Kejiede W B THUIIOPU3e
(r=0,35) (puc. 4). Bce mamueHTsl UMeJIU TEePETPY3-
Ky sKeJjesa B runoduse Pa3iIndHON CTeleHn, V D 13
HUX OTMEUYEHO JOIIyCTUMOE COAep:KaHue Keje3a B
moaKeaymouHoii kemese. IlomoOHoe paciipezmelie-

20

—_

ot

L
[*

X

/

LIC, mr/r c.B.

hd \

DC, mr/a

Puc. 1. BsaumocBass comep:xanusd sxeiesa B meuenu (LIC) u
®C g nanuentos ¢ BIA (M) (r=—0,3) u a1a nanueHTos ¢
AJZIB (®) (r=0,53).

— —smHeiiHaa AIB, — —nuneitnaa BIIA, —2wmr/rc.B.
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o Bospacr, roast T2%* momxesnynouHas sxeyesa, M/C
g 6
g“ 60 Puc. 4. Bsaumocsass PIC u HIC (r=0,35).
2 0 IlBeTHbIE JMHUYU OKA3bIBAIOT HUKHUE IPAHULBI PedepeHT-
g AN HBIX 3HaueHUi: — — T2% momkenynounoii xeynesst 33,3 M/c;
® 40 - — — T2% runopusa 88,6 m/c; € — 3HAUEHNA IJId KAXKIOTO
g T MCCJIeJOBAHHOIO MAIMeHTa; HUKHUI JIeBBII KBaJAPaHT COaep-
2 30 Y \ JKUT WHAWBULYAJbHblE 3HAUEHWs MAIUEHTOB, UMEIOI[UX
E . IeperpysKy ’Kejie3oM Kak rurnodusa, Tak U IOAMKEeTYJOUHON
g 2 ~—_ sxesie3bl (n=5), HIPKHUM IPaBbIil KBAAPAHT — HHIWBUIYAJIb-
§10 9 - Hble 3HAUEHUA NAIUEHTOB (n=4), MMEIIUX HAKOIJIEeHUEe
g JKejiesa Pas/IMYHON cTemeHyW B runoduse OpU JOIYCTUMOM
S ¢ COJIePIKaHUY JKeJe3a B IO/KeNyJOYHON Kele3e; IalueHTOB C
I3 5 10 15 20 25 30 JONIYCTUMBIM KOJIUYECTBOM JKejie3a KaK B IIOAYKEeNIyJOYHOMN
Bospacr, robt JKeJesa, Tak U B runoduse B HAIIIEM HCCJIeJOBAHUN He OBLIO.
90 B
80 & Hue OOJIBHBIX CBUAETEeJIbCTBYET O TOM, YTO I'MIIO-
o
< 5 . ¢us3 HakamamBaeT M30LITOK JKeJjes3a CYI[eCTBEH-
o1 N
4 g 60 HO paHbIIle, YeM IIOAJKeNyAOouYHasd ’Kejiesa, HO 0
50
e < HACTYILJIeHHUS ITy0epTaTa 3TU N3MeHeHUs ruioduia
= 40 - o
] E 30 > HEe MMEIOT KJINMHHNYECKHUX IIPOABJI€EHHNM, YTO COIJIa-
o Z;\] 20 ¢ cyeTcda C pe3yJjbTaTaMHM HCCJIeOTOBaAHUA ITAIITMIEHTOB
10 ¢ . ¢ TpaHc(y3UOHHO-3aBUCUMOI B-Tasmaccemueii [28].
VY manueHTOB, He MOJYYHBIINX aJeKBATHYIO
° 10 s 1 20 2 80 XeJIATOPHYIO Tepamnuio (HeZOCTATOUHAd 703a, Hepe-
03pacr, rofbl o
P A TyJAPHBIA IIpHMEeM IIpeliapata u/MJIuU HeCBOeBpe-
Puc. 2. Hakonsenue keie3a B Muokapge (a), IMoaKeIya0d- MeHHOe Hauajo), OTMeuaeTca Hambojee TsKesas
HOIl skeiie3e (0) u runoduse (B) B 3aBUCHMOCTH OT BO3pacTa CTeIeHb IIePEerpys3KH K ejIe3a B OpraHax.
60JIBHOTO.
a — MIC (r=-0,13), — — 0,9 Mr/r c.B. BepXHAA I'PAaHUIA CpaBHHBaH Tpymiy HanueHTOoB C B'U;A u A'HB’
pedepenTHBIX 3HaueHmit; 6 — PIC mo m3MeHEHWIO BpeMeHU MBI OOHAPYSKHJIN CIa0yl0 OTPHUIATEIbHYIO KOppe-
MP-curnana (T2*) (r=-0,53), — — 33,3 M/c HU}KHAA rPaHu- Jaanuio AjaA nepBoi rpynnbl (r=-0,3) ¥ cuIbHYIO
na pedepeHTHbIX 3HaueHuii; B — HIC 1o nuaMeHeHUI0 BpeMeH! _ _ _
MP-curnaina (T2%) (r=—0,58), — — HmKHAA rpaHuna pede- HOJ}OMHTeHBHym KOppeJIAnnio (I' 0’53) AJLd BTO
DEHTHBIX 3HAUEHHIL. poii, mexay ®C m LIC, uTo moaTBep:KaaeT TOT
dakrT, uTo npu HedPHEeKTUBHOM spuTpoosse ®C xHe
BCerJa aJeKBATHO OTPa’sKaeT CTEIeHb Ieperpysku

20 oprarusma xesesom (puc. 1). B rpymme nmamuenTos

18 .

16 ¢ AJIb HamboJjiee BhIpasKeHa Teperpys3Ka Kesie3a B
g * . runoguse (HIC 8,9-15,6 m/c, meguana 19,8 m/c),
©12 — yeMm B rpynne nanuentoB ¢ BIA (HIC 40-78,7
>~
510 — | s M/c, Mmeguana 67 M/c), KoTopas XapaKTepusyeTrcs

*

o 8 * eire 0o0Jiee BHIPAYKEHHBIM Hea(h(HEeKTUBHBIM dPUTPO-
= 6
— . mos30M, ueM OoJsbirasg (opma f-ranmacceMuu, 4To

9 coriiacyercsda C paHnee OHyﬁJII/IKOBaHHBIMI/I JaHHBIMNI

[3].
10 20 30 40 50 60
T2* momxenyouHas xenesa, M/c 3akJIoyeHue

Puc. 3. Bsaumocsszn PIC u LIC (r=0,25). Taxum o6pasoM, HeOOXOAMMO IIPOBOAUTD OIeH-
IIBeTHBIE IMHNY TOKA3bIBAIOT I'PAHUIILI peDePEHTHBIX 3HAUE- KY HaAKOILIEeHHudA eJjie3a He TOJBKO Ha OCHOBAHNU
HUM: —— — HUKHAA rpaHuna ajis T2% momaKe Ty ouHoH sKeie- uccienoBanusi ®C, HO M B OTHEIBHBIX oprasax,
3pl — 33,3 M/c; —— — BepxHaAd rpanuna aad LIC — 2 mr/rc.B.; .
@ - sHaueHHs VIS KAaXKIOTO WMCCJIENOBAHHOIO MAIIMEHTA; Kak II1epeJ IepBbIM HasHAYCHUEM XeJIaTOPHOU Tepa-
BEPXHUH JIEBBIA KBAJ[PAHT COAEPYKUT MHAVBHUAYATIbHbIE 3HA- IIn1, TAaK 1 B JUHAMHNKeE, C I€JIbI0O CBOEBPEMEHHOU
YeHUs NaIeHTOB, NMEIOIIUX IIeperpy3Ky sKejie30M TOJBLKO B KOPPEKIIUH H030BOTO PEKUMA, UTO B CBOIO OUepPenb
nmeueHu (n=>5), B MpaBOM BepXHEM KBaJpaHTe — MAIUEeHTHI,
KOTODBIE MMeJIU HAKOILJIEHUE YKeJie3a PA3IMIHON CTeIIeHN KaK TO3BOJIUT COXPAHUTH HOPMANbHYIO (QYHKNUIO He
B IIeUEeHU, TaK U B IO KEJIYIOUHOM ;Kesese (n=4); Bce malueH- TOJIBKO II€eUeHU U MUOKapna, HO U 3HIOKPUHHBIX
THI UMeJIU IIeperpys3Ky Kejie3oM rurnodusa. OpraHOB
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