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PE®EPAT

AKTYAJNIbHOCTb. [lMapokcuamanbHasi HO4YHasi remorsio-
6uHypua (MHIN) — pegokoe knoHanbHoe 3aboneBaHue Cu-
CTeMbl KPOBW, OAHUM 13 NPOSIBMIEHNA KOTOPOro sIBMsieTCs
reMonutTMyeckas aHemusi. B cBA3M C NpenmyLLecTBEHHO
BHYTPMUCOCYANCTbIM FrEMOMIM30M MeTaboIn3M xenesa y na-
umenToB ¢ MHI nmeet pag ocobeHHocTen. [NMaToreHeTnye-
ckaq Tepanusa nHrnutopamm C5-KOMMNOHEHTa KOMM/IEMEH-
Ta MoancuuMpyeT TeyeHne remMonmsa W, Kak CneacTBue,
BHOCUT U3MEHEHUS B OOMEH Xernesa.

LIE/1b. OxapaKTepun3oBaTb CbIBOPOTOYHbIE NapameTpbl 00-
MeHa xenesay naumeHToB ¢ MNHI 1 pesynesTtatel MPT neve-
HM M NOYeEK B pexunme T2

MATEPUWAJ1bl U METO/bI. BoinonHeHo 97 nccnegosanHuii
CbIBOPOTOYHbIX NOKa3aTeneii ooMmeHa xenesa n 99 MPT-uc-
cnefoBaHWil B pexume T2* nedeHu, novek y 82 naumen-
TtoB ¢ [NHIM, HaxoanBwmxca B ®PIbY «HMWL rematonorumns
MuH3gpaBa Poccun B nepuog ¢ 2018 no 2024 r. bonbHble
Obinn B Bo3pacTe 21-76 net (MegmaHa 39 nert), XeHLWmH —
38, My>XuUnH — 44.

PE3YJ1bTATbI. B aHanu3 Bkto4eHo 78 naumeHToB ¢ [MHT.
B rpynne naumeHToB 6€3 nevyeHuns nHrubutopamm C5-kom-
NMOHEHTa KOMI/IEMEHTa Meperpyska TKaHU MevYeHn xere-
30M BbigBneHa y 10/38 (26,3 %). B rpynne, nony4yaBLueii
nHrnoumTopbl C5-KOMMNOHEHTa KOMMIEMEHTa, Meperpyska
TKaHW NeYeHn Xenesom BCTpeyvanacb CTaTUCTUYECKM 3Ha-
umMo vaue —y 28/40 (70 %) naumeHToB. [Neperpy3ka Tka-
HM NeYveHun xenesom Obina 6o5ee BblpaXeHa y NnauneHToB
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ABSTRACT

BACKGROUND. Paroxysmal nocturnal hemoglobinuria
(PNH) is a rare clonal hematologic disease manifesting
among others in hemolytic anemia. Due to predominantly
intravascular hemolysis, iron metabolism in PNH patients is
characterized by a number of features. Pathogenetic treat-
ment with complement C5-inhibitors modifies the course of
hemolysis and results in iron metabolic changes.

AIM. To characterize the serum parameters of iron metab-
olism in PNH patients and to evaluate T2* MRIs of the liver
and kidneys.

MATERIALS & METHODS. Serum parameters of iron metab-
olism measured in 97 analyses and 99 T2* MRIs of the liver
and kidneys were assessed in 82 PNH patients treated at
the National Research Center for Hematology from 2018 to
2024. Patients were 21-76 years of age (median 39 years);
there were 38 women and 44 men.

RESULTS. The analysis focused on the data from 78 PNH
patients. Among non-recipients of Cb-inhibitors, iron over-
load in liver tissue was identified in 10/38 (26.3 %) patients.
In C5-inhibitor recipients, iron overload in liver tissue was
found significantly more often, i.e. in 28/40 (70 %) patients.
Iron overload in liver tissue was more pronounced in patients
with suboptimal hematologic response to PNH therapy. A re-
nal T2* MRl was performed in 71 patients. In all non-recipients
of C5-inhibitors (n = 34), iron overload in renal tissue was de-
tected. In C5-inhibitor recipients, iron overload in renal tissue
occurred significantly less often, i.e. in 21/37 (57 %) patients.
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C cybonTMMasibHbIM FEMaTofIorMYeckumM OTBETOM Ha Tepa-
nuto MHI. MPT-nccnepgoBaHne no4vek B pexunme T2* BbINO/-
HeHo y 71 naumeHTa. Y Bcex 60nbHbIX (N = 34) 63 neveHuna
nHrnéumtopamm CH-KOMMOHEHTa KOMM/EMEHTa BbiABEHA
neperpyska TkaHu noyek xenesom. B rpynne nonyyaBLumx
NHrnéumtopbl C5-KkOMMOHEHTa KOMM/emeHTa neperpyska
TKaHM NoYeK XenesoM BCTpeyanacb CTaTUCTMYECKM 3HaUK-
Mo pexe —y 21/37 (57 %) nauneHToB.

SAKJ/TKOMEHMUE. NMeperpyska KOPKOBOIro BellecTBa no4vek
XXenesom BbisiBfieHa y Bcex naumeHTos ¢ MNHI us rpynnbl
6e3 nevyeHnsa nHrnomtopamm C5-KOMNOHEHTa KOMMIEMEH-
Ta. [eperpyska TkaHu NevYeHun xene3om accoummpoBanachb
C remoTtpaHcdysnamMnu n cybonTuManbHbIM FemMaTonorn-
UECKMM OTBETOM Ha naToreHeTudeckyto Tepanuto [MMHI.
MeToabl NabopaTopHON OLEHKU COCTOAHUA MeTabonusma
Xenesay naumeHToB c NHIM nmetoT 6on1ee HNM3KyHo YyBCTBU-
TENbHOCTb B CpaBHeHWn ¢ MPT B pexume T2* npu onpe-
AENEHUN MEPErpy3Kn TKaHW MEYEHN W MOYEK XXE/e30M.
Mpwn MNHIC gocTtuXXeHne onTUManbHOro oTBETa Ha Tepanuio
nHrnomtopamm CB5-KOMMNOHEHTaA KOMM/IEMEHTA CBSA3aHO
C YMEHbLLEHMEM BbIPaXEHHOCTWN Neperpyskn XXene3om Tka-
HW NOYEK M OTCYTCTBMEM FreMOCMaepo3a NeyYeHu.

K/THIOYEBBIE CJIOBA: napokcusmasibHasi HouHas
reMorsiobuHypus, BHYTPMCOCYAUCTbIA FremMonuns, 06-
MEH Xenesa, akynulymab, paBynmlymad, MPT B pe-
Xnme T2* neyeHn n nodexk.
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CONCLUSION. Iron overload in renal cortex was identified
in all PNH patients who were not treated with C5-inhibitors.
Iron overload in liver tissue was associated with blood trans-
fusions and suboptimal hematologic response to pathoge-
netic PNH therapy. In evaluating iron overload in liver and
renal tissues, laboratory methods for assessing iron metabo-
lism in PNH patients have lower sensitivity compared to T2*
MRI. In PNH patients, the achievement of optimal response
to Cb5-inhibitor treatment is associated with a decrease in
severity of iron overload in renal tissue and no hepatic he-
mosiderosis.

KEYWORDS: paroxysmal nocturnal hemoglobinuria,
intravascular hemolysis, iron metabolism, eculizu-
mab, ravulizumab, T2* MRI of liver and kidneys.
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BBEJEHME

[TapokcusmanibHass HO4YHasg remoriio6uHypus ([MIHI) —
pefikoe KJOHaJlbHOe 3aboJieBaHHE CUCTEMbl KpOBH,
XapaKTepH3ylollleecs:  KOMILJIEMeHT-0N0oCpe0BaHHbIM
BHYTPUCOCYAUCTHIM FeMOJIN30M, KOCTHOMO3TOBOH HeJi0-
CTAaTOYHOCTbI0 U BBICOKOH 4acCTOTOM TPOMOOTUYECKHX
ocnoxkHeHu#t [1]. CieAcTBUEeM  BHYTPUCOCYUCTOTO
paspylueHHUs] 3pUTPOLUTOB SIBJIAETCA MOCTOSIHHAs WJIH
nepruoauyecKass reMorjio6MHypHUs, BeJyliasi K XpoHu4e-
CKOH MoTepe »eJjie3a U BO3MO)XXHOMY Pa3BUTHIO XKeJle30-
JedUIUTHOTO COCTOSIHUA. JTO, B CBOIO O4yepe/ib, MOXKeT
NpUBOJUTH K [JJHUTEJbHOMY, HO Maso3pPeKTUBHOMY
JleueHUI0 NpenapaTaMu xeJse3a y 60bHbIx [THT [2].
BMecTe ¢ TeM B paHee ONyGJMKOBAaHHBIX paboTax
MOKa3aHo, 4To ¥ 60JibHbIX ¢ [IHI o6mienprHsATas oneHKa
COCTOSIHMS MeTab0/1M3Ma KeJjle3a Ha OCHOBAHUM ChIBOPO-
TOYHBIX IOKa3aTeJell MOXKeT ObITh HeL0CTaTOYHO HHOP-
MaTHBHOM Y 4acTO leMOHCTPUPYET pa3HOHANpaBJeHHble
napaMeTpbl, TpyZHble /151 KIMHUYeCKON MHTepnpeTaluu
[3]- IpumeHeHnre MPT neyeHu u mnovyek B pexxume T2%,

B CBOIO OYepejib, N03BOJIIeT KOJHYECTBEHHO OIleHUTh
coJiep>kaHUe >kesle3a B TKAHU 3TUX OPTaHOB.

BHeppenue B Tepanuto [THI' nekapcTBeHHBIX Npelna-
paToB, MNOJABJAKLMX KOMIJIEMEHT-0NOCPeJOBaHHbIN
reMoJiu3, KapAUHaJbHO U3MEHUJIO TeueHHe W NPOrHo3s
JlaHHOro 3a6osieBaHusA [4-6]. JIOTUUHO NPEJIOJIOXKUTD,
YTO MeTaboJiM3M jKese3a y GOJIbHBIX, MOJyYyaBUIUX HH-
ru6uTopbl C5-KOMIOHEHTA KOMILJIEMEHTa, KOTOphle Npe-
JOTBpAIlaloT BHYTPUCOCYAUCTOE paspylleHue 3pUTpO-
LIMTOB, CYyLIleCTBEHHO OT/INYAETCS OT TAKOBOTO ¥ 6OJIbHBIX
6e3 JsieyeHus. PaHee B psijie paboT GbLIO MMOKA3aHO, YTO
y MalUeHTOB C MHTEHCHUBHBIM BHYTPHUCOCYJUCTBIM re-
MOJIM30M OTMeyaeTcsl eperpyska KOPKOBOIO BelllecTBa
MOY€eK KeJie30M, B TO BpeMsl KaK Y 60JIbHbIX, TOJyYaIUX
NaToreHeTUYeCKYI0 Tepanuio, pa3BUBaeTCsl reMOCUepo3
neyeHu [3, 7, 8]. YuuThiBasg NOXU3HEHHBIM XapaKTep
natoreHetTnyeckoi Tepanuu IT1HI, oneHka cocTossHUA Me-
TaboJ1IM3Ma KeJsie3a B Ipoliecce JieYeHUs] UHTMOUTOpaMHU
KOMIIJIeMeHTa NpeACcTaB/sieT HECOMHEHHbIN Hay4YHbIN U
NpaKTUYeCKHUU HHTepec.

Ilenb HacTosimiedl paGoOTbI — OXapaKTepu30BaThb
cocTosiHMe MeTaboJin3Ma ese3a y 6osbHbIX [THI, mo-
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JIy4aBIIMX W He MOJIy4YaBIIHUX Tepanmuyd HUHTMOUTOpPaMHU
C5-KoMIIOHEHTa KOMILJIEMEHT], [10 pe3y/ibTaTaM aHaJi3a
JIabopaToOpHBIX NMapaMeTpoB U JaHHbIXx MPT B pexume
T2* neyeHu U NoYeK.

MATEPWAJIbI U METO/1bl

B HacTosllee OJHOLEHTPOBOE PETPOCNEKTHUBHO-NPO-
CNeKTHBHOE HCC/e/0BaHNe BKIIOYaIH NalMeHTOB C yCcTa-
HOBJIEHHBIM iuarHo3oM [THI, koTopbIM 6b1J10 BBINOJHEHO
vcclefloBaHNe ChIBOPOTOYHBIX IIOKa3aTesledl MeTabo-
ausma xenesa u MPT B pexxume T2* neyeHU U MOUYeEK B
nepuof ¢ 2018 no 2024 r. Juaruos [THI" yctaHaBauBanu
B COOTBETCTBUM C KDUTEPUSAMHU, OTPAKEHHBIMU B KJIWHU-
YeCKUX peKOMeHJalUsX 110 JUarHoCcTHKe U JedeHHUo [THI
[9]. BiocneacTBUM naLMeHTh! ObLIM pa3fefieHbl Ha JBe
rpynnbl: NoJy4aBliMe M He IOJy4aBllMe HHTHOGUTOPBI
C5-KOMIIOHEHTa KOMILJIeMeHTa. Y MallueHTOB, MOJy-
YaBILIMX Tepalnulo, OLleHKy 0OMeHa »KeJle3a IPOBOAUIHN He
paHee yeM yepes 6 MecC. OT HayaJla JieYeHHUs.

Bo usbexxaHue HCKaKeHUs pe3y/lbTaTOB Ha (oHe
HCXOJJHO HU3KOHM reMOJIMTUYEeCKOM aKTMBHOCTH Y Nalu-
eHTOB C He60b1IKUM pa3dMepoM [THT-k1oHa B puHaANBHBIN
aHa/u3 ObLIM BKJOYEHbl TOJbKO NanueHTbl ¢ [THI-
kJ10HOM 6oJiee 50 % cpesy rpaHy/IOLMTOB.

B rpynme naunMeHTOB, NOJy4YaBLUIMX HHTHUOGUTOPBI
C5-KOMIIOHEHTa KOMILJIeMeHTa, JOINOJHUTEJNbHO BblJe-
JIeHbl NOATPYIbI B 3aBUCUMOCTH OT reMaTOJI0TUYeCKOro
OTBeTa Ha INaTOreHeTHYeCcKyl Tepanuio (MOJHOTO,
XOpOILero, YaCTUYHOI0, MaJIoro) B COOTBETCTBUMU C paHee
ony6JMKOBaHHbIMU KpuTepusamu [10, 11]. OnTuManbHbIN
OTBET BKJIOYa/J MOJHBIH M XOpOIIMH, a cybonTu-
MasIbHbI — YacTUYHbIN U Masblil. [Ipu TpaHcdy3rnoHHOU
Harpyske B 06'beMe JByX U 6oJiee [03 3pUTPOLUTCOZED-
»KalllMX KOMIIOHEHTOB KPOBU B TeyeHHe 6 MecC. aljueHThl
OblJIM OTHECEHDI B NOATPYIIY C BbIpaXKEHHOW TeMOTpaHC-
$y3MOHHOM 3aBUCUMOCThIO.

Jl1s1 XapaKTepUCTUKM MeTaboJiM3Ma >KeJjie3a Hccie-
Jl0BaJIU CbIBOPOTOYHbIE NIOKa3aTe M GeppuTHH], JKeJle3a,
TpaHcdeppuHa,  JIATEHTHOM  KeJie30CBS3bIBAIOIIEN
cnocob6HocTtu cbhiBopoTku (JIZKCC). INokasatenu obIei
JKeJie30CBsI3bIBaloLIel crnoco6HocTH cbiBopoTKU (0XKCC)
¥ Ko3dduiMeHTa HaChIILeHUs1 TpaHcpeppuHa Kesle30M
(HT?K) 6b1111 paccurTaHbl 10 06IIENPUHATHIM GOpMyJIaM:
CoiBopoTouHoe >xesne3o + JIXKCC (znsa pacdera OXKCC);
Kenezo / Tpancoeppun x 3,98 (mna pacyera HTXK).
YTo6bl MHUHUMH3HUPOBATb PHUCK HCKaKEHUS CbIBOPO-
TOYHBIX NT0Ka3aTesiell 06OMeHa »KeJie3a, U3 aHaJIu3a OblIU
VCKJ/II0YeHbl MALMeHThb! C JJAG0pPaTOPHbIMU NMpPU3HAKaMHU
octpodasHoro otBeTa (C-peakTUBHBIN 6esiok > 5 Mr/i)
U 0e/JKOBOCHHTETUYECKON HeJOCTaTOYHOCTH IedyeHHU
(obuuii 6esok < 60 r/n u/unu anbbymuH < 30 r/a).

MPT neyeHu M MOYeK NPOBOAUJIMN Ha Tomorpade
Ingenia (Philips, Hugepiangbl) c MHAYKLIMEH MarHUTHOTO
nosisg 1,5 Tn [12]. MPT B pexxume T2* npeacTaBiisieT co6oi
MeTO/J MCCJIe[J0BaHHs, IMO3BOJSAKIUN KOJUYeCTBEHHO
OLIEHHUTb COZlep)KaHUe Keje3a B OpraHax M TKaHAX Ha
OCHOBAaHHUM pErucTpallid BpeMeHU peslakcallud Mar-
HUTHOTO M0JI. YMeHbllleHue BpeMeHM peJakcauuu T2*
COOTBETCTBYeT 0o0Jiee BBICOKOMY COJeP>KaHUI0 aTOMOB
’KeJsle3a B M3y4yaeMoM opraHe (o6paTHas KoppeJsuus).
[TokazaTenb R2* (repipl, ') sAB/ISETCS peLUNIPOKHBIM 11O

Meta6onusm xenesa y nayuentos ¢ MHI 3

OTHOLIEHUIO K MoKazaTesto T2* (MusiucekyHasbl, mc). I[lo-
KazaTesb R2* paccuutsiBaeTcs no popmyne 1000 / T2*
Y MMeeT NPSAMYI0 KOPpesLHUIo C COAepKaHUeM xeJjie3a B
TKaHSIX.

B npoTtokosie uccief0BaHUS MCHOJIb30BAIU CleAy-
e pexuMbl ckaHupoBaHusi: T2 SSH, OP/IN T1, T2
FS, DWI c 3apepxkoi bixaHus Ha 16 ¢ B KOpOHapHOU U
aKcuaJbHOM mpoekuusax. Boi6op 30H uMHTepeca (region
of interest, ROI) B meuyeHU U MoYKax JJjisl NOCAEAYIOIIETO
M3MepeHUs1 TNoka3aTesedl T2* BBINOJHAIM C Yy4eTOM
CeAyoUMX KpUTEPUEB: OTCYTCTBUE MEeJKUX U KPYITHbIX
COCyZl0B; OTCyTcTBUe GUOpO3a; OTCYyTCTBHME BUJMMBbIX
CTPYKTYPHBIX H3MeHeHUH U/WJM [JONOJHUTEJbHbIX
o6pa3zoBaHuit B ROL /[lnsg oTto6panHbix ROI mpoBoauiu
c6op 3HaueHudt T2* (Mc) u pacueT 3HaueHUM R2* (') c
HCI0JIb30BAaHUEM IPOrpaMMHOro obecrnedyeHuss Ha 6Gase
IntelliSpace Portal 6.0. U3MmepeHUs ocCyllecTBASJM Ha
TpeX pa3HbIX YPOBHSX CKaHUpOBaHUsA. B kauyecTBe wc-
THUHHOI'0 [I0Ka3aTeJisl IPUHUMaJU CpeJijHee 3HAYEHHe M0
pe3yJibTaTaM Tpex usMepeHui. /i mapeHXWMbl e4eHU
nepeBo/, nokasartesis T2* B LIC (KOHLIEHTpAIUS «CYXOT0O»
’KeJle3a B TKaHM IeYeHH, MI'/T) BBINOJHSAIU C IOMOIIbIO
Tab/MLbl, pa3paboTaHHON B MCC/Ie0BaTEIbCKOM UHCTH-
TyTe Jose Michel Kalaf (Bpasuius) [13].

HopmanbHble pedepeHcHble 3HauYeHUsl MOKa3aTess
R2* B KOpKOBOM Bell|eCTBe I0Y€eK ONpese/sINCh B Ipymne
nu3 16 3/0poBbIX A0OPOBOJBLEB B Bo3pacTe 28-65 et
(MegnaHa 34 ropa). CooTHOlIEHHE MYKYUH/>KEHLIUH
coctaBisiio 1:1,3. CpesHee 3HaueHUe MokaszaTens R2*
JUJ1S1 TKAHU TOoYeK Y 3/J0pOBbIX J06POBOJIbLIEB PABHAJIOCh
11,81 + 1,55 I'y. PedepeHcHBIN MHTepBaJI GBI pacCYUTaH
no ¢opmyse: CpeaHee = 1,96 x SD (cTaHapTHOE OTKJIO-
HeHUe); oH coctaBua 8,77-14,85 T'u. Takum o6pasowm,
3HaueHus R2* 111 TkaHU noyek, npeBblasiune 14,85 I'y,
pacleHMBa/IM KaK leperpy3Ky opraHa »keje3oM.

CraTncTMyecknin aHanms

CTaTucTUYecKyl0 06paboTKy pe3yJbTaTOB MpPOBO-
JUJU C HCII0Jb30BaHHMEM NPOrpaMMHOro obecrneyeHus
SPSS v29.0. [lns cpaBHeHUs 3HAaUUMOCTH [OKa3aTesed B
JBYX TpyNnax NpUMeHsIIM KpUTepud MaHHa—YUTHHU U
t-kpuTepuit CTblofeHTa [iJ1s1 HeCBsI3aHHBIX BbIOOPOK. [Ipu
CpaBHEHHUHU Tpex U 60Jiee TPy UCI0J1b30Bad KpUTEPUH
Kpackesna—VYouuca ¢ nonpaBkoit boHdepponu. B kaue-
CTBe KpUTepHUs CTAaTUCTUYECKOW 3HAYMMOCTH BBICTYIaAJ
nopor p < 0,05. [loctpoeHue rpadpUKoOB GbLJIO BBINOJIHEHO
C mnoMollblo mNporpaMMHoro ob6ecneyeHuss GraphPad
Prism v10.0 u SPSS v29.0.

PE3Y/NIbTATDI

O6uas xapaKTepucTMKa naymeHToB

Bcero BeimosiHeHO 99 MPT-ucciemoBaHuil nme4yeHd WU
noyek, a Takxe 97 Hccief0BaHUM NapaMeTpoB o6MeHa
»kesie3a y 82 nanuenTos ¢ [THI. I'pymnny naToreHeTHyeckoi
Tepanuu coctTaBuu 43 60bHbIX. Tpoe nanueHToB ¢ [THI -
kJ10HOM MeHee 50 % (cpefy rpaHyJIOLIUTOB U MOHOLUTOB)
OblIM HCKJ/IOYEHbl W3 Ja/lbHelllero aHaausa. [pynmy
NaLyeHTOB 6e3 JieyeHHUss UHTUOUTOpaMU C5-KOMITOHEHTa
KOMILJIEMEHTa COCTaBUJM 39 desoBeK. OguH 60JIbHOH
ObLI TaKKe HCKJIO4YeH U3 ¢uHaibHOro aHaausza (ITHI-
kJ10H < 50 %). 1151 OT/ie/IbHBIX AL eHTOB ObLIY JOCTYIHbI
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MPT-uccnesnoBanus B juHaMmuke (n = 21). U3 Hux y 9 66111
BbINOJIHEHBI TAPHbIE UCC/Ie[0BaHUs — [0 ¥ 110CJIe Hadasla
Tepanuu. MesinaHa BO3pacTa NaleHTOB KO BpeMeHU Ipo-
BesieHuss MPT-uccnenoBanus cocraBuia 39 Jiet (AuanasoH
21-76 net). B rpynne naToreHeTu4eckoi Tepanuu (n = 40)
60JIBLIMHCTBO NauueHToB (87,5 %; 35/40) noay4anu aky-
Jnu3ymab, 5 — paBy/u3yma6. ['pymnmbl ObIIM CONTOCTABUMBI
1o noJjiy 1 Bo3spacty. [lofpo6Hast XxapaKTepUCTHKa Nalu-
€HTOB Ipe/icTaBJieHa B Tab.1. 1.

CbIBOPOTOYHbIE NOKa3aTenu o6mMeHa xenesa

Bce wuccnenoBaHHble JabopaTopHble MapaMeTpbl
o6MmeHa xene3a (pepputuH, TpaHcheppuH, 0XKCC, HTXK
Y CbIBOPOTOYHOE 3KeJjie30) CTaTUCTUYeCKH 3HauuMOo
pas/iMyaiuch B TpyNnax NalMeHTOB, MOJy4YaBIIUX U He
MoJIy4yaBLIUX JiedeHHUs (TabJ. 2).

B rpynne nosy4aBmIMX UHTMO6UTOPBLI C5-KOMIOHEHTA
KOMILJIEMEHTa KOHIleHTpauuu ¢eppUTHUHA, CbIBOPOTOY-
HOTro ’KeJsie3a U nokasaTesib HT?K 6bLIM 3HAaUMMO BhIlleE,
4yeM B Tpylllle 6e3 naToreHeTU4YeCcKON Tepamuu. B To xe
BpeMsi 3HaueHus1 TpaHcheppuHa U OXKCC 6bLIM MeHblle.
BoisiB/IeHHble HM3MeHeHMsl JIabopaTOpHBbIX IOKa3aTeJed
obMeHa KeJsle3a CBUJIETENbCTBYIOT O TEHAEHIMHU K GoJiee

K/TMHNYECKAA OHKOTEMATO/ON 4

BbICOKOMY COJIEP’KaHUI0 TKaHEBOIO >KeJie3a y NMallueHTOB,
MOJIy4yaBIIUX UHTUOUTOpPBI C5-KOMITIOHEHTA KOMIIJIEMEHTA.

Y 18 (47 %) 13 38 nanueHTOB, He NOJy4aBLIMX NATO-
reHeTUYECKON TepaluM, BbISIBJIEHO Kese304edUIIUTHOe
coctosiHUe (peppuTuH cbIBOpoTKU < 30 Hr/mu). Ilpu
3TOM y 3HA4YUTeJbHON YacTH NMalMeHTOB C HU3KUM 3Ha-
yeHHeM eppUTHHA Apyrue MokasaTeJu oO6MeHa >xkese3a
OoCTaBa/IUCh B npejenax pedpepeHcHbIX 3HaueHun: 0XKCC
u TpaHcdeppuH —y 14/16 (62,5 %), kes1e30 CbIBOPOTKHU
n HTX — y 6/18 (30 %). O6paiiaanu Ha ce6s1 BHUMaHUe
BbICOKME IOKa3aTesJU CbIBOPOTOYHOIO >KeJjie3a y HeKo-
TOPBbIX NALMEHTOB, YTO MOXET CYIIeCTBEHHO HUCKaXaTh
pacudeTHble nokasateau HTXK u O2KCC.

JlabopaTopHble TNpPU3HAKU I[eperpy3kd Keje3oM
(depputun > 1000 MKr/s Opd OTCYTCTBUM MapKepoB
BocnaJieHus1) BbisiBJaeHbl ¥ 4 (10 %) u3 38 60sbHBIX. Bee
4 manyeHTa MMeJu BbIpaXKEHHYI0 reMOTpaHCy3MOHHYIO
3aBUCHUMOCTH (> 10 103 3pUTPOLUTHOM Macchl B TeYeHUE
roja).

B rpynne manueHTOB, MOJy4aBLUIMX Tepanuio UHIU-
6utopaMu C5-KOMIOHEHTa KOMIJIEMEHTA KaK MUHUMYM
6 mec. (n = 40), xene3oaePULUTHOE COCTOSTHUE 3aperu-
CTPUPOBAHO JIKIIb y oAHOTO (2,5 %).

Ta6nuua 1. Xapaktepuctuka naumeHtos c MNHI (n = 78)

MHrM6nTopom C5-KOMNOHEHTa

I'pynna 6e3 Tepanuu Ipynna tepanuu

MHrn6uTopom C5-KOMNoHeHTa

Mokasarenb KoMmnnemeHTa (n = 38) KomnnemeHTa (n = 40) p
Jemorpaghnyeckne nokasaresm
Myxckoii non, n 24 (63 %) 18 (45 %) 0,110
Bospact*, net 37,5 (21-76) 40 (22-62) 0,730
Xapaktepuctnka nayneHTos ¢ [THI
Paamep IMHI-knoHa cpean rpaHynountos™, % 91,7 (37,7-99,7) 97,3 (44,6-99,9) 0,007
Paamep IMHI-knoHa cpenn sputpouuto Trna Il + 11I*, % 34,4 (4,9-84,5) 65,2 (2,2-99,7) 0,002
BbipaxeHHas TpaHCdy3noHHas 3aBMCUMOCTb (> 2 03 3PUTPOLIMTHOA 20 (53 %) 14 (35 %) 0,120

Macchl B TeYeHue 6 mec.), n
Cpok oT noctaHoBKM anarHosa IMHI*, mec. 3,0 (1-197) 66,5 (13-288) <0,001
[nutenbHOCTb Tepannum MHrM6UTopoM C5-KoMNoHeHTa — 33,5 (6-132) —
KoMMnemeHTa*, Mec.

Ikynu3ymao, n - 35 (87,5 %) —
PaBynu3ymab, n — 5 (12,5 %) —
JlaboparopHsie nokazarenn*
[emorno6uH, r/n 83 (49-114) 88 (52-139) 0,075
Petukynouutbl, x10%n 159 (37-346) 226,5 (17-477) 0,026
Nar, Ef/n 1620,5 (249-7781) 246 (160-1579) <0,001
Bunupy6uH o6Lumid, MkMonb/n 27,5 (10,9-126,0) 40,4 (15,3-111,9) 0,014
Bunanpy6uH HenpsiMoi, MKMONb/N 23,65 (8-114) 34,6 (12,0-98,6) 0,021

NAI — nakratgerupporerasa; MHI — napokcuamanbHas HOUYHas FeMOrIoOMHYpUs.

* [laHHble NpeAcTaBneHbl B BUAE MEAMaHbI (Anana3oHa).

Tabnuua 2. Xapaktepuctnka nabopatopHbix NapaMmeTpoB OOMeHa >enesa B rpynnax nauveHToB ¢ natoreHetnyeckor tepanueii MNHI n 6e3 Takosow

I'pynna 6e3 Tepanuu MHrM6MTOpoOMm

['pynna Tepanun MHrM6UTOPOM

C5-KoMnoHeHTa KomniemeHTa (n = 38) C5-koMnoHeHTa KomnnemeHTa (n = 40)

Mokasarenb Yucno nauueHToB MepuaHa (auanasoH) Yucno nauueHToB MepuaHa (auanasoH) p
®eppuTuH, MKr/n 38 35,5 (4-1500) 40 404,3 (16,3-2954,0)  <0,001
TpaHcdeppuH, r/n 35 2,4 (1,52-3,75) 39 2,1(1,4-3,03) <0,001
0XCC, mkmonb/n 35 56,75 (35,0-98,7) 37 52,65 (35,7-74,0) 0,020
HTX, % 35 33,6 (5,4-93,4) 37 60,16 (12,3-93,6) 0,003
)Keneso CbIBOPOTKM, MKMOb/N1 38 14,65 (3,56-79,54) 40 28,11 (6,85-54,06) 0,004

HTX — koadhhuumeHT HacbiweHus TpaHcdeppuHa xenesom; 0XXCC — obLwas xenesocBs3biBatoLias Cnoco6HOCTb CbiBOPOTKY; MHI — napokcuamanbHas
HOYHasl reMorno6uHypus.
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Ta6nuua 3. CogepxaHue xenesa B TKaHW NeYeHn 1 noyvek no pesynbtatam MPT B pexume T2*

Ipynna 6e3 Tepanun MHrM6MTOPOM
C5-koMnoHeHTa KomnnemeHTa (n = 38)

['pynna Tepanun MHrM6UTOPOM
C5-koMnoHeHTa KomniemeHTa (n = 40)

Mokasartenb Yucno naymeHToB MegauaHa (aMana3oH)

Yucno nayueHToB MepauaHa (auanasoH) p

LIC, mr/r 38 1,09 (0,72-10,45)
R2* nouek, My 34 250 (33,3-625,0)

40 6,01(0,79-29,5)
37 15,27 (9,9-250,0)

<0,0001
<0,0001

LIC — KOHUEeHTpaL s «Cyxoro» Xene3a B TKaHU NeyveHu.

[leperpyska »kesjie30M Ha $OHe TepanUu WUHTUOUTO-
pamu C5-KOMIIOHEHTa KOMILJIeMeHTa 3aperucTpupoBaHa
y 12/40 (30 %) mauueHTOB. [Ipy 5TOM BbIpakeHHas re-
MoTpaHcdy3MOHHAas 3aBUCUMOCTb UMeJia Mecto y 11/12
(91,5 %) 60abHBIX, elje 1 NallMeHT He 3aBUCEJ OT I'eMo-
TpaHc)Y3UH, OJJHAKO MMeJ KOMIAyH/-reTepo3UroTHYIO
myTanuo C282Y/H63D B reHe remoxpomaTosa HFE.

Y ocTasnbHBIX NAaLMeHTOB (n = 43) B 06eux rpymmnax
JabopaTopHble MOKasaTeJd OOMeHa 3>Keje3a HaXo4u-
JINCb B Npejiejlax HOPMaJbHbIX 3HA4eHUU 60 UMesH
pa3HoOHanpaB/ieHHble HW3MeHeHHUs, He MoAJaloluecs
OJJHO3HAYHOM UHTepNpeTaLUH.

CopepxaHue xenesa B ne4yeHu no pesynotatam MPT

B pexume T2*

Bcero BbinosiHeHO 96 MPT-uccienoBaHuil neyeHu y
78 nmanueHTOB (Tab6.. 3). [lokasatens LIC > 2 mr/r pacie-
HUBAJICSl KaK Nleperpy3ka opraHa xejiesoM. B rpynmne 6e3
JleyeHUs1 UHTMO6UTOpaMu C5-KOMIIOHEHTa KOMIJIeMeHTa
neperpy3ka TKaHU NeYeHU >Kesie30M BbisiBieHa y 10/38
(26,3 %) 60sbHBIX (puc. 1). Y Bcex 10 nanueHTOB UMesa
MeCTO BblpaXkeHHasi FeMOTPaHCPY3HOHHAsl 3aBUCUMOCTbD.

Y mnaunuMeHTOB, NOJy4yaBIIMX HHru6utop C5-kommno-
HeHTa KOMIIJIEMEHT], lleperpy3ka TKaHU [e4eHH KeJie30M
BCTpeyYasachb CTaTUCTUYECKU 3HAYUMO 4alle — y 28/40
(70 %). l'emoTpaHcdy3ur B aHaMHe3e HMeJH JUIIb 15
(53,5 %) u3 28 nanueHToB. U3 38 60.1bHBIX ¢ MPT-ipHU3Ha-
KaMU reMocu/iepo3a rnedyeHu Juiib y 16 (42 %) orMevanochb
yBeJIMYeHHe KOHIeHTpalUu ¢GeppuUTHHA B ChIBOPOTKE
6oJiee 1000 MKr/J1. Y ocTasibHbIX 22 /38 nanyeHToB (58 %)
KOHLeHTpanusa ¢peppuTHHA OCTaBaJlach HUXe IOPOroBOro
3HavyeHusd. [Ipu 3ToM y 3 60JIbHBIX 0 AaHHBIM MPT 6bL1a
BIlepBble BbIIBJIEHA TsXeJasi Neperpyska TKaHU NeyeH!
)esiesoM (LIC > 15 Mr/r), HecMOTpsi Ha KOHIEHTpPALUIO
deppuTrHa B cbiBopoTKe MeHee 1000 MKr/J1.

[Ipu aHanu3e 3HaueHu LIC B pa3/IMuHBIX MOATPYIIIAX
(puc. 2) B 3aBUCUMOCTH OT HaJIMYUsl WJHU OTCYTCTBUSA
reMoTpaHcdy3uil U C y4eTOM reMaTOJIOTHYECKOT0 OTBETA
Ha JeyeHue [THI okasasoch, 4TO HauboJblIMe MTOKa3a-
Teau LIC peructpupoBanuch y 60JIbHBIX, MOJY4YaBIIMX
MHru6uTop C5-KOMIOHEHTA KOMILJIEMeHTa U 3aMeCTHU-
TeJbHble TeMOoTpaHc)y3uu. [Ipy 3TOM y mauueHToB 6e3
TpaHCPY3UOHHOW 3aBUCUMOCTH NokKasaTesb LIC 6bLa
CTAaTUCTHYECKU 3HAYMMO Bblllle B Ipylme MoJy4YaBIIUX
MHru6uTop C5-KOMIOHEHTA KOMIIJIEMEHTA, YTO CBUJe-
TeJbCTBYET 0 CAMOCTOSITEIbHOM posiu paKkTopa nmaToreHe-
THUYeCKOHN TepanuU B OTHOLUIEHUM Pa3BUTHUSA Neperpysku
JKeJle30M TKaHM nedeHu. [Ipu ananuze LIC B noarpynnax
C pa3JMYHbIM OTBeTOM Ha JieueHUe [IHI' BbIsiBJIEHO, YTO
neperpyska NneyeHM »ese30M Oblia 6oJiee BbIpakeHa y
NaLUeHTOB C CyOONTUMAJbHBIM IeMaTOJ0IHYECKUM OT-
BETOM (YaCTUYHBIM U MasbIM). [Ipy 3TOM cTaTUCTUYECKHU
3HAYMMBbIX pa3Jnyuil B nokasaTensax LIC y nanueHTOB 6e3
Tepanvu UHTM6UTOpoM C5-KOMIIOHEHTa KOMILJIEMeHTa U

p<0,0001

30

LIC, mr/r

20

p

l'pynna 6e3 nevenns
uHrnéuropom C5, n = 38

lpynna noayyasLUmMX
uHrnéurop C5, n =40

p <0,0001

600

400

R2* nouek, Ny

200

['pynna 6e3 neyeHus
nHrnéutopom C5, n = 34

pynna nonyyaBLwmx
uHruéurop C5, n =37

Puc. 1. CopgepxaHue xenesa B TKaHu (A) neyeHn un (b) noyek

B rpynnax nauneHToB, Noy4yaBLUMX U He NOJTyYaBLUNX MHIMOUTOP

C5-KkOMMOHeHTa KOMM/eMEHTa, No pesynbrataM MPT B pexume

T2*. MYHKTUPHBIMU TMHUAMU 0603HAYEHbI BEPXHWUE MPaHuLIbl HOP-

MasbHbIX 3HAYEHWIA COAEPXaHNSA Xere3a B TKaHW NeYeHn 1 noyek
LIC — KOHUEHTpaLmMs «Cyxoro» xenesa B TKaHW NeyeHu.

Fig.1. Iron status in (A) liver and (6) renal tissues reported by T2* MRI

in patients with and without C5-inhibitor treatment. Dashed lines

show upper limits of normal iron status in liver and renal tissues
LIC — liver iron concentration.

B IpyIIe C ONTUMaJIbHBIM (ITOJIHBIM U XOPOLIMM) reMaTo-
JIOTUYeCKUM OTBETOM He OTMeuaJoch. B rpyne c nosHbIM
OTBETOM MHUHUMa/JbHble MPT-npu3Haku neperpysku
TKaHU MNedeHU xeje3oM (LIC = 2,05 Mr/r) BbIsABJIEHbI
JUlb y 1 60/bHOTO, B TO BpeMs Kak B TpyIIe ¢ MaJbIM
orBetoM — y 14/15 (93,3 %).
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Puc. 2. KOHLEHTpaums «cyxoro» xenesa B TkaHu nedenu (LIC) B pasnmyHbix nogrpynnax nauymeHTtos ¢ MHI. CtatTuctnyeckn 3Haummble

pasnununsa (p < 0,05) oTmMeyeHbl ***:

A — nNoarpynnbl € Pas/iMyHbIM reMOTPaHCHY3NOHHBLIM @aHaMHE30M; b — noArpynnbl C Pa3fMYHbIM FremMaTolornyeckmm oTBeToMm Ha Tepanuto MNMHI

Fig. 2. Liver iron concentration (LIC) in different subgroups of PNH patients. Significant differences (p < 0.05) are marked ***:
A — subgroups with different blood transfusion histories; 5 — subgroups with different hematologic responses to PNH therapy
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uc. 3. CopepxaHue xesesa B TKaHW NoYeK No pesynbTatam B pexume B PasNn4YHbIX NoArpynnax naumMeHToB . Cratnctu-
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ok

Yeckn 3HaunMble pasnuyms (p < 0,05) otmeyeHsl

A — noarpynnbl C Pas/iMyHbIM reMoTpaHCy3MOHHbIM aHaMHEe30M; b — noarpynnbl C Pa3fIMyYHbIM FeMaToNIornyeckmm oTBeToM Ha Tepanuto MHI

Fig. 3. Iron status in renal tissue reported by T2* MRI in different subgroups of PNH patients. Significant differences (p < 0.05) are marked ***:
A — subgroups with different blood transfusion histories; 5 — subgroups with different hematologic responses to PNH therapy

CopepxaHue xenesa B noykax no pesynbratam MPT

B pexume T2*

Bcero BeimosiHeHo 81 MPT-ucciepoBaHue mMoyek y
71 nayueHTa (cM. Ta6s. 3). 3HaueHus1 R2* B TKaHU MoYek
cBbille 14,85 'y paciieHUBaIUCh KaK NeperpysKa eje3oM
KOPKOBOT'O BellleCTBa opraHa. B rpymnne 6e3 sieueHUust UH-

rubutopamMu C5-KOMIIOHEHTa KOMILJIEMEHTA Ieperpyska
TKaHU II0YEK JKeJIe30M BhIsiBJIEHA y BceX 34 manueHToB (CM.
puc. 1, F). BeipaxkeHHasi reMoTpaHCcy3UOHHAs Harpyska
HMMeJsia MECTO TOJIbKO Y 0JIOBUHBI (17 /34) 60/IbHBIX.

B rpynne nosiydyaBIIMX MHrUOUTOP C5-KOMIOHEHTA
KOMILJIEMEHTA Neperpy3Ka TKaHU MOYEK JKeJle30M BCTpe-
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YyaJlach CTaTUCTUYECKU 3HaUUMoO pexxe —y 21/37 (57 %).
[Ipy 3TOM remMoTpaHc)y3HOHHAsA 3aBUCUMOCTb B aHaM-
Hes3e uMeJsiach uib y 8/21 nanueHToB (38 %).

[Ipy noArpynnoBoM aHa/u3e He BbISBJIEHO CTaTUCTU-
YeCKHU 3HAYMMBbIX pa3/M4yui B NoKasaTeasdax R2* nouek y
NaLUeHTOB C Pa3/IMYHbIMU KaTeropUsIMU reMaToJioruye-
ckoro oTBeTa Ha JsieyeHue [IHI. Hapsay c atum B rpymnne
6e3 Tepanuu uHruébutopamu C5-KOMIOHEHTa KOMILIe-
MeHTa 3HaueHUs R2* moyek ObLIM CylleCTBEHHO BbILle,
YyeM B JII0O0M U3 MOJIyYaBIIUX JieueHHe noArpyni (puc. 3).
JlaHHbIe pe3y/NbTaThbl CBUAETENbCTBYIOT O BeAyliel pou
NaToreHeTHU4YeCKOW Tepanuyd B HOpMaJH3alUU COZep-
»KaHUs KeJle3a B TKaHU N0YeK He3aBUCHUMO OT BapHaHTa
reMaToJIOrM4ecKoro oTBeTa.

Y 9 manueHTOB BBLINOJHEHO 23 U3MepeHUs MOoKasa-
Teas1 R2* noyek B JUHaMUKe, B T. 4. 0 U NOCJIe Hadajaa
Tepanvu UHrU6UuTOpamMu C5-KOMIOHEHTA KOMILJIeMeHTa.
OTMeueHO, UTO Yy BCex NalMeHTOB I0C/e HavyaJa naTore-
HeTHUYeCKOM TepanuHy cofilep>KaHue jkesie3a B TKaHU [T0YeK
CTaTUCTHUYECKU 3HAYUMO YMeHbIanoch (p < 0,0001). ITpu
3TOM MHTEHCUBHOCTb CHMXXEHHUS NOKa3aTess R2* Oblia
6oJiee BbICOKOM B 1-11 rof Tepanuu (puc. 4).

Kak BuJiHO Ha puc. 4, nokasaTesib R2* nouek y nanu-
eHTOoB c [IHT cHuxaeTca B 2 pa3a 110 OTHOILIEHHUIO K UCXOJ-
HOMY B TeueHHe MepBbIX 5 Mec. Tepaluy HHTUOUTOpaMHU
C5-KOMIOHEHTa KOMIIJIEMEHTa.

OBCYXAEHUE

MeTa60s113M xesie3a y nayueHToB c [IHI" umMeeT cBou oco-
O6eHHOCTH M CYL|eCTBEHHO OTJHWYaeTCcsl OT TaKOBOT'O MpHU
JPYTHUX TeMOJUTHYECKUX aHeMHUsX. Mbl IPOBeJU aHA/IU3
COCTOSIHMS MeTaboJiM3Ma »KeJjie3a Ha OCHOBAaHWMU ChbIBO-
POTOYHBIX MOKasaTesel, pe3yabraToB MPT B pexume
T2* neyenu u noyek. Kpome Toro, usyyeHa 3aBUCHMOCTb
3TUX INOKa3aTejedl oOT TpaHCPY3UOHHOW HArpy3kd U
reMaToJIOrM4ecKoro OTBeTa Ha Tepaluio HHTMOUTOpaMHU
C5-KOMIOHEHTa KOMIIJIEMEHTA.

[ToyTH y noJioBUHbI NanueHTOB (47 %), BKJIIOUEHHbIX
B HacTosllee MCCJe/loBaHUe, B JebioTe 3a60JieBaHUA
OblJIO BbIABJEHO >Xesie30flePULIUTHOE COCTOSIHHE, YTO
NpensiTCTBYeT CBoeBpeMeHHON jauarHoctuke IIHI wu
CAYXKUT OCHOBaHUEM JJis JAJIUTeJbHOM, HO Headpdek-
TUBHOW Tepanuu NpenapaTamu xesne3a [14]. PazButue
)Kesie30/1eQUIIMTHOTO COCTOsIHUSA y mnauuenTtoB c ITHT,
He IMOJIy4aBIIUX MHIUO6UTOpbl (C5-KOMIOHEHTa KOM-
IJIeMeHTa, MO0-BUJVMMOMY, OOYC/J0BJIEHO HWHTEHCUBHOMH
noTepei KeJsie3a 3a CieT BHYTPUCOCYJUCTOrO reMoJI13a C
nocaefymwllel reMocuiepuHypueit [2].

[IpakTHyecKH y Bcex MAllMeHTOB C JIAGOPATOPHBIMHU
NpU3HaKaMHU Ieperpysky >Keje3oM HMeJla MeCTO BbI-
pakeHHast TreMoOTpaHC)Y3HOHHasi 3aBUCUMOCTb. [eMo-
TpaHC)Y3UU B aHaMHe3e TaK)Ke OblIM CBsI3aHbI C GoJiee
BbICOKMMU 3HaueHUsIMHU LIC kak y noJsyyaBIIUX, TaK U He
MOJIy4aBLIMX UHTMOUTOPBI C5-KOMIIOHEHTA KOMILJIEMeHTa
6ousbHbIX [THI. OHaKo y manueHTOB 6e3 reMoTpaHcdy3u-
OHHOH 3aBUCUMMOCTHU 60Jiee BbICOKHe KoHLieHTpauuu LIC
peructTpupoBanuch Ha ¢poHe Tepanuu [THI' uHru6UTOPOM
C5-KOMIIOHEHTa KOMIIJIEMEHTa B CPaBHEHUM C Tpynnoi
6e3 JieyeHUs. ITO CBUJETENbCTBYET O BOSMOXHOCTH pas-
BUTHS reMOCH/Zepo3a NeYyeH! 110 MexaHHW3My, OTIMYHOMY
OT NMOCTTpaHC)Y3MOHHOM Neperpysku xesne3oM. B kaye-
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Puc. 4. PerpecCcmnoHHbIn aHanmn3 3aBUCMMOCTM Nokasatensa R2* no-

YeK OT A/MTENbHOCTU Tepanun UHrnoutopamm C5-KOMMOHEHTa

KOMM/eMeHTa:
A — perpeccuoHHbIRn aHanu3 npu NOBTOPHbLIX U3MEPEHUSIX 3aBUCK-
MOCTK nokasaTtesis R2* noyek oT BpeMeHW nocse Havana tepanuu
nHrnéutopom C5-komnoHeHTa komnnemeHTta. KpuBble wnHaAnBMAY-
anbHOI perpeccum 0603HaYeHbl NMYHKTUPHBLIMU NINHUAMW, KpUBas
YCPEAHEHHON perpeccMOHHON 3aBUCMMOCTU — CM/IOWHOW VHUENR;
b — mMopenb AMHAMUKU CHUXEHUSA nokasaTensa R2* nouyek B 3aBu-
CUMOCTWU OT ANMTENBHOCTU Tepanuu UHrnémutopoMm C5-KOMMOHEHTa
KOMM/IEMEHTA

Fig. 4. Regression analysis of renal R2* due to therapy duration in

recipients of C5-inhibitor:
A — regression analysis with repeated measurements of renal R2*
due to therapy duration after the start of Cb5-inhibitor treatment.
Individual regression curves are marked by dashed lines, the average
regression relationship curve is marked by a solid line; 5 — dynamics
of renal R2* decrease depending on the duration of C5-inhibitor
treatment

CTBe OIHOM U3 NPUYMH TaKUX U3MEeHEHHUH MOXKeT paccMa-
TpuBaTbcs (3b-onocpesoBaHHbIA BHYTPUKJIETOYHbBIN
reMoJiu3, IPUBOJSAIIMHI K JIM3UCY S3PUTPOLMTOB B OpraHax
CUCTeMbl MOHOHYKJIeapHbIX GaronuToB, B T. Y. B IEYeHHU.

[[pumeyaTenbHO, 4YTO MNpU cpaBHeHUU ¢ MPT B
pexxuMme T2* yyBCTBUTENBHOCTb MeTOJa ONpejeseHUs
Neperpy3ku Ie4YeHU >KeJe3o0M C [OMOIIbI0 CbIBOPO-
TOYHBIX IOKasaTesed OKasajachb CYLIeCTBEHHO HMXe
(42 %). B paHee ony6JMKOBaHHBbIX paboTax, MOCBHA-
LleHHBbIX JPYTrHUM TeMOJUTHYEeCKMM aHeMHUsM Npoje-
MOHCTPUPOBaHbl CXOJHble pe3yJbTaTbl B OTHOLIEHUHU
HU3KOHW 4YyBCTBUTEJBHOCTH Nopora ¢eppUTHHA GoJjiee
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1000 mkr/na [15]. BeposiTHO, moporoBble 3HaYeHUs 1a6o-
pPaTOPHBIX MapKepOB MeperpysKHu xesae3oM MpHU peKUux
reMoJIUTHUYECKUX aHeMUsX TpeOylT IepecMoTpa B
OoyayimeM. B HacTosileM uccaej0BaHUM NpPUMeHeHUe
MPT B pexxume T2* mo3B0JIU/IO BBISIBUTh MPU3HAKU Te-
MoOCH/lepo3a MevYeHU JOMNOJHUTENbHO ¥ 22 NMaldeHTOB.
OTMe4yeHO, YTO CyGONTUMAJbHBIM reMaToJIOrMYecKUun
OTBET aCCOLMMPOBAJICA C JOCTOBEPHO 60Jiee BBICOKUMU
nokasatendaMu LIC, 4To MoxeT C/Iy>XXUTb [JOINOJHHU-
TeJbHbIM MapKepoM HeA0CTaTOYHOW 3QQPEeKTHUBHOCTH
natoreHetudeckoi Tepanuu [THT.

B oTinyue OT neyeHU MNeperpyska TKaHU I0YeK
»KeJle30M pa3BHBaJlach BHe 3aBUCHMOCTH OT reMOTpPaHC-
$y3uoHHOTO cTaTyca MalUeHTa U perucTpupoBaach y
Bcex 6e3 HckJwueHUs 6osibHbix [THI, He mosyyaBmux
JleyeHUs1 UHrH6UTOpaMu C5-KOMIIOHEHTA KOMILJIEMEHTa,
YTO COIVIacyeTcsl C ONny6JMKOBaHHBIMU paHee JaHHBIMU
[3, 8]. IIpu 3TOM HUMeHHO caM (aKT Hayaja MaTOreHe-
THUYeCKON TepanuU BHe 3aBUCUMOCTH OT AOCTUTHYTOIO
reMaToJIOrM4ecKOro OTBeTa ObLI K/IHUYeBbIM [JIsI HOpMa-
JIN3allUM COZeprKaHUsl JKesle3a B TKaHU M0YeK. YUUThIBas
BbICOKYI0 YaCTOTY Pa3BUTHUS OCJOXXHEHUH CO CTOPOHBI
nouek (octporo moBpexzaeHus noyek [OIII], xpoHuue-
ckoit 6osie3HM nouek [XBII]) y nanuenToB c ITHI, Henb3s
WCKJ/IOYUTh BKJaJ, reMocujiepo3a KOPKOBOI'O BelllecTBa
B KayecTBe OJHOTO M3 MaTOTeHeTUYeCKUX MeXaHU3MOB
HedponaTtuu. Tak, B sKcnepHMeHTa/JbHbIX paboTax Io-
Ka3aHo, YTO TeMOCH/lep03 N0YeK MOXKeT NPUBOAUTS K I10-
BPEX/leHHI0 KaHaJblleB 3a CYeT aKTUBHOI'O BOCHaJIeHUs
[16] unu 3a cyeT yTpaThbl 3HAOTEJNHMANBHOIO peLenTopa
npoTteuHa C [17], 4To MOXXeT BHOCHUTb BKJIaJ, B pa3BUTHUE
XBIl y 3TOl KaTeropuu NanueHToB.

3AK/TIIOMEHUE

Y nanuenToB c [IHI, He nosyyaBmUX Tepanud UHTUOU-
TopaMu C5-KOMIOHEHTa KOMIIJIEMEHTa, MeTabo0JIU3M
»KeJsle3a XapakTepusyeTcs: 6ojiee HU3KMMHM TKaHEBbIMH
3amacaMy 3TOro MUKpO3JieMeHTa C Pa3BUTHEM KeJle30/e-
GUIMTHOrO COCTOSIHUSA NMOYTH B NI0JIOBUHE HabJII0/JeHUH.
BMecTe c TeM y BceX NaljMeHTOB BbIsSIBJISETCS Neperpyska
KOpPKOBOTO Bell|eCTBa I0YeK >Kejle30M BHe 3aBUCHUMOCTHU
OT reMOTpPaHCPY3UOHHOr0 aHaMHe3a. BiusHUe cTeneHU
BbIPQ)KEHHOCTHU U JAJIMTEJbHOCTH INeperpy3Ku >xKejie3oM
TKaHU nodek Ha pasBuTue OIIIl u XBII y 60sabHbIx [THT
TpebyeT Aa/ibHeNIlIero u3yyeHus.

Y nmainyeHTOB, MOJIy4YaBUIMX UHTUGUTOPBHI C5-KOM-
NOHEHTa KOMIIJIEMEHTa, OTMedaeTcsl TeHJeHIHUs K
pa3BUTHIO reMoCH/iepo3a NeyeHH, 60Jiee BbIPAXKEHHOTO
y OGOJIBHBIX C CyGONTUMa/JbHBIM TeMaTOJOTHYeCKUM
OTBETOM Ha JiedeHHe U MHOXeCTBEHHbIMU I'eMOTpaHC-
¢by3usamMu B aHaMHe3e. CbIBOpOTOYHble IOKa3aTesd
MeTabo/1M3Ma KeJse3a y nanueHToB ¢ [THI 3agactyio xa-
pPaKTepHU3yIOTCS pa3HOHANpaBJeHHbIMU U3MEHEHUSIMHU.
JlabopaTopHble MeTO/bl OLlEHKH [apaMeTpoB 0oOMeHa
’Kesjle3a MMelOT 6GoJiee HU3KYH0 4YyBCTBUTEJbHOCTb B
cpaBHeHuun ¢ MPT B pexume T2* npu omnpezesieHUH
neperpy3ku TKaHM Ne4eHU U 0YeK XKeJIe30M.

JlocTy>keHWe ONTHMMa/JbHOrO OTBeTa NpU Tepanuu
MHruéuTopamu C5-KOMINOHEHTa KOMIlJIeMeHTa IPUBOAUT
K HOpMaJIU3alluy CoZiep:KaHusl »KeJie3a B TKaHU NoYeK U
XapaKTepH3yeTcsl OTCYyTCTBHEM reMOCHepo3a eYeHH!.
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