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Y mexax aHanisy nowmpeHHs 3anizogediunTty y nauieHTiB 3 NapoKcn3ManbHolo HiYHolo remornobiHypieto (MHI) npoBeaeHe
onuncoBe NMopiBHsANbHe aocnigkeHHs cepep, 10 nauieHTiB 3 MHI Ta pe3ynbraTiB X 3aranbHUX KNiHIYHUX Ta GioxiMiuHUX aHanisie
KpoBi. MeTa. BuBuMTK nowumpeHHs aediunTty 3anisa y nauieHTis 3 MHI, a Tako)X BUSHAYUTN KOMMIEKCHUN NigXip, Ao nikyBaHHS
aHewmii npu MHI. Marepianu ta metoaun. Y pocnip)keHHs 3anyyeHo 10 nauieHTiB i3 BctaHoBneHUM piarHosom MHI Ta HasBHUM
MHM-KNOHOM, BUSIBNEHMM LUNISIXOM MPOTOYHOT LIMTOMeTpii nepudepuyHoi KpoBi. AHanisyBanucsa nokasHMKM 3aranbHOro aHa-
ni3y KpoBi, 6ioximiuHoro aHanisy KpoBi, aHanisy KpoBi Ha BMicT (pepuUTUHy, TpaHchepuHy Ta HaCUYeHHs TpaHchepuHy 3anisom
AN BCTAaHOBNEHHSI HAasiBHOCTI 3anisofedilmTy 4m iHaKLLIOro NoXoaykeHHs aHeMil y naujieHTiB. LLInaxom onncoBoro gocnipkeHHs
Ta NopiBHAHHSA NpoaHanizoBaHoO HasABHi AaHi. Pe3ynbTaTi. BusHa4veHo, Wwo y 60% nauieHTiB 3 MHI dikcytoTb aBuLLa 3anisoaediuuTy,
nuwe y 20% 3anizoaediunT BUABNSAETbCA (pyHKLiOHaNbHUM. TpUBa€ BUB4EHHSA MeXaHi3MiB po3BUTKY AediuuTy 3aniza y XBopux
3 MHF. MporTe niaxip, Ao Tepanii y Takux nawieHTiB Mae GyT KOMMNEKCHO 30PiEHTOBAHMM Ha LUBUAKE NapeHTepasnbHe MOHOBMEeHHS
BMiCTy 3anisa B nnasmMi KpoBi Ta nonepeay)xeHHs po3BUTKY AediuuTHUX aHeMil. BucHoBku. ediunT 3anisa y nauieHTis i3 MHI
Han4acTille CNpUYNHEeHNN BTPATOIO 3aJli3a i3 ceyelo BHaUiA0K XPOHIYHOro BHYTPILUHbOCYAUHHOIO remMonisy (reMmocnpaepuHypii).
Bigomo, Lo npy reMocuaepuHypii BTpadaeTbes go 20 Mr 3anisa 3a 24 rog, Lie 3yMOBJIIO€ HeraTMBHUIM GanaHc 3anisa Ta LWBUAKOro
BUCHaXXeHHs roro 3anacis. Lle notTpeGye komnnekcHoro nigxoay Ao Tepanii 3anizofaediuUTHUX CTaHIB y TaKMX NaLLiEHTIB.

Knioyosi cnosa: napokcuamasbHa remorsiobiHypisi; 3anizone@iunt; MNHI-k10H, epuTpoLnTy; reMmosis.

BCTYN

I[THI'— nabyte KjOHaIbHE 3aXBOPIOBAHHSI CUCTEMU KPOBI,
10 XapaKTePU3YEThCSI BHYTPIIIHLOCYAMHHUM T'eMOJi30M, TUC-
(yHKIIi€10 KICTKOBOTO MO3KY Ta MiIBULLIEHUM PU3UKOM TPOMOO-
TUYHUX yCKJIagHeHb. 3a3Buyaii [THI maHidbecTye sik reMoJiTuaHa
aHeMisl, XapaKTepu3yeTbCsl HEJAOCTATHICTIO KiCTKOBOTO MO3KY
Ta TpomMOo3amu [1].

Myraiiii B TeHi, 110 3HaXOAUTHCS B X-XpPOMOCOMi Ta KOIY€E
PIGA B cToBOYypOBUMX KJIiTMHAX Ta iX HalllaaKax, MPU3BOASIThH
110 3MEHUIEHHsI KIbKOCTI abo BincyTHocTi rinikodocdaruanti-
Ho3utoay (GPI)-3akpimieHux OinKiB, TAKMX SIK KOMILJIEMEHT-
peryasTopHi 6inku CD551i CD359, mo € dhyHaraMeHTaIbHUMU
B naTodiziosorii [THI [2]. BrpaTa koMIieMeHT-peryasiTopa OiJiKiB
pobutk eputpouty rpu [THI cipuiiHATAMBUMY SIK 10 BHYTpilLI-
HbOCYAMHHOTO TeMOJIi3y, TaK i A0 iHIIMX IMOB’SI3aHUX MPOSIBiB.
TpuBanuii, CTiiiKMIi i TApOKCU3MaTIbHUI TOCTPUIT BHYTPIIIHBOCY -
NWHHUM TeMOJTi3 YacTO MPU3BOAUTH 0 BTPATH 3ai3a, 1110 CYIIpO-
BOJIXKYETBCSI BUBEICHHSIM FeMOIJIO0iHY Ta FeMOCHIEPUHY i3 Ceuelo,
1110 B KiHLIEBOMY ITiACYMKY 3yMOBJIIO€E nediuut 3aiiza [3—5]. Tomy
MNali€eHTH, 0co0JMBO 3 KitacuyHuM tunom ITHT, cxmibHi 10 ae-
diunty 3amiza [6]. JociaKeHHS MOLIMPEHOCTI Ta XapaKTePUCTUK
nediuunty 3aiiza npu [THI TpuBaioTs.

META

MeTo10 DOCTimKEeHHsI € BUBUCHHST MOIIUPEHOCTI aehiluTy
3astiza y mamieHTiB 3 [1HI, a Takoxx BU3HaUYEHHST KOMILJIEKCHOTO
minxomy o JikyBaHHs aHeMmii mpu [THI.

MATEPIAJIU TA METOOU

Lle omHOLIEHTPOBE TIEpeXpecHe MOCiIKEHHS MMaIliEHTIB 3 JTia-
rHo3oM [THT.

IIpoananizoBaHo 10 maiieHTiB i3 BCTAHOBJICHUM JiarHO-
3oM ITHT, cepen saxux 5 4omoBikiB Ta 5 XiHOK. Bik mamieHTiB
Bim 28 mo 72 pokiB (y cepenHbomy 37,7 poky). [IpoBeneHi 3a-
rajibHi JJaOOpaTOpHi TeCTH (3araJbHUIL aHaJli3 KPOBi; BU3BHAYCHHST
piBHiB JakTaraeringporeHasu (JIAT'), Oinipy0OiHy, peTUKYJIOLUTIB;
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npob6a KymOca To110) HeoOXimHi IS MATBEPIKEHHS HiarHO3y
[THT (tabu. 1).

Hiarno3 [THI BcTaHOBIEHO 32 JOTIOMOTOIO IMIPOTOYHOI IIUTO-
MeTpii. PiBeHb KIIOHY HEMTPOMLTIB Ta EPUTPOIUTIB Y CEPETHBOMY
craHoBMB 46,43% Tta 92,97% BinnosinHo. Lle mocnimkeHHs po-
BeleHO B taboparopii «CSD».

JledinuT 3a1i3a BU3BHAYaBCS SIK 3HVKEHHSI PiBHS TeMOTJIO0iHY
1o <120 r/n i cupoBaTtkoBoro eputuHy — <30 Hr/miI.

[Moka3HuKM MeTaboJIi3My 3ajTi3a BKIIIOYAIN piBeHb (DEPUTHHY
Ta TpaHc(epuHy B CMpPOBATIIi KPOBi, HACMYEHHS TpaHC(hEpUHY
3aJ1i30M.

JlabGopaTopHi gocimkeHHs TpoBeaeHi B 1abopatopii «11JTA».

PE3YJIbTATU TA OBIrOBOPEHHA

YV pesyJibTati MpoBeIeHOro aHali3y BCTAaHOBJIEHO, 1110 Y 60% ma-
LiEHTIB BUsIBJIeHO nediuuT 3amiza ta y 20% — dbyHKIIOHATbHMI
nediluT 3ai3a.

VY pesynbratax nociimkeHHs G. Peng ta criBaBT. BUSIBICHO,
110 TTOIIMpPeHicTh AedinuTy 3amiza B KitacuaHomy [THI Oyma Ha6a-
raTo BUILIOK0, HiX B iHIIMX 2 miarpymnax. 87 i3 114 (76,3%) naiieHTiB
3 kimacuaauM [THT manu gediuvr 3amiza [6].

3a nanumu A.M. Risitano Ta criiBaBT. ClIOHTaHHA BTpaTa 3ai3a
i3 ceuelo, siKa PO3IISIIAETLCS IK TeMOTI00iHypist ab0 reMocuie-
puHYpis, € ocobauBoto o3Hakotw [THI: e nocutk yHikaibHa 06-
CTaBMHa, 1110 NALlIEHTH OTPUMYIOTh BEJIUKY KiJIbKICTb TIepe/IiBaHb

Ta6nuugs 1. JlabopaTopHo-AiarHOCTUYHI METOAM 06CTEXEHHS NaLlieHTiB
3MHI
Moka3Huk
3aranbHuii aHania KpoBi
3 neitkoumuTapHoio dop-

3miHu, xapaktepHi npu MHI
3HUXEHHS piBHS reMOornobiHy,

y 80% oci6 — neitkoneHis,

MyNOt0 y 60% — TpomboumTONEHis
PeTukynouuntn Petukynouutos

nar MipBuweHHs pisHs JIAT

Binipy6iH MigBuniLeHHS Yepesd Henpsmuii 6inipy6iH
Mpoba Kymbea HeraTueHa npsma Ta Henpsima
KpeatnHin NigsuweHnii y 20% oci6

[anTorno6ix SHNUXKEHNI

3aranbHuil aHanis cedi  FemMocuaepuH y ceui
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TaGnuug 2. Pesynbtatv aHaniay nokasHukiB kKpoBi y nauiextis 3 MHI
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CepepHiit 06°em epu- KoHueHTpauis B epuTpouuTi

HacuuyenHs TpaHcoe-

Mauiew, sik Tpoumta (MCV), dn _ remornobiny (MCHC), r/n @eputun, Hr/mn  TpaHchepuH, r/n puHy 3anisom, %
C., 29 pokis 80,8 305 3,91 2,56 1,9
®., 28 pokis 100,6 311 10,5 3,26 2,4
X., 38 pokis 99 328 6,69 2,87 3,1
€., 72 poku 97,2 332 1561 2,16 19,3
M., 30 pokis 103,6 350 33,9 2,97 22,8
®p., 28 pokis 102,6 304 88,1 1,68 17,6
J1., 67 pokis 96,1 332 4118 1,48 80,1
H., 49 pokis 97,9 333 8,77 2,78 2,
M., 33 pokn 100,1 328 65,4 2,63 38
LLI., 41 pik 103,8 335 84,5 3,03 20,1

0e3 po3BUTKY MepeBaHTaXeHHS 3aji3oM. KpiM Toro, y 6isbiocTi
MAIiEHTIB PO3BUBAETHCS 3HAUHUI €KCTPAaBACKYISIPHUI TeMOJIi3,
SIKMIA PU3BOAMTD JI0 iICTOTHUX 3MiH Y roMeocTa3i 3aj1i3a 3 MOXKJIU -
BUM TIepeBaHTaXKEHHSM 3aJ1i30M HaBiTh 3a BiICYTHOCTI peryJsip-
HUX TepesnBaHb [7]. Xoua MexaHi3MM NIepeBaHTAXKEHHS 3aJ1i30M
npu [THT npu nikyBanHi aHTr-C5 HeOOXiTHO ITOBHICTIO 3’CyBaTH,
PETYJISIPHUIT MOHITOPUHT HaCWYeHHSI (pepUTUHY Ta TpaHChepUHyY
IIy>Ke BaXKJIMBUI IS BUsIBIeHHs mauieHTiB 3 I[THI, sskum moxe
3Ha00MTHCS TepalleBTUYHE XeJIaTyBaHHS 3ajtiza [8].

VY pesynbrarax MpoBeACHOTO AOCTIIXEHHSI BCTAHOBJICHO,
mo nauieHtn 3 [THI gyacto Ta TpuBano MaroTh medinur 3aiiza,
SIKMA HeTaTUBHO BIUIMBA€ Ha e(eKTUBHiCcTh JikyBaHHs [THT,
TOMY Mali€HTH NOTPeOYIOTh KOMIJIEKCHOTO MiAXOAY 10 Kypallil,
000B’s13K0BO1 HOpMaJTi3allii 3a1i301eilluTHOTO CTaHy Ta MOCTiii-
HOT'O CIIOCTEPEXEHHS B IMHAaMIlli 32 piBHEM 3ajtiza, Gheputuny
B IUIa3Mi KPOBi, HACUYEHHS TpaHC(hEPUHY 3aJTi30M.

BUCHOBKMHA

Hedinumt 3amiza y mauienTis i3 [THI HaitgacTiie cipyauHeHMit
BTPATOIO 3aJli3a i3 ceuelo BHACTIIOK XPOHIUHOTO BHYTPIIITHHOCY-
TMIMHHOTO reMoJTi3y (reMocuaepuHypii). Bimomo, 1o npu remocune-
puHYypii BTpauaeThbest 1o 20 Mr 3aji3a 3a 24 1o/, 1110 3yMOBITIOE He-
TaTMBHMI OajlaHC 3aJTi3a Ta BUIKOTO BUCHAXKEHHS 11OT0 3aracis.

Konrpons 3anmizonediuuty npu ITHI moTpedye KOMITIIEKCHOTO
TIXOMY 10 JIIKYBaHHSI 3 000B’I3KOBUM 3aTydeHHSIM ITapeHTepaib-
HUX IMpenapariB 3aj1i3a IS MiABUILIEeHHS ¢(DeKTUBHOCTI TPaHCIIOP-
TyBaHHSI Ta ACTIOHYBAaHHS 3aJ1i3a, TaK CaMo SIK BiTHOBJICHHS KiJIb-
KOCTi epUTPOLIMTIB Y TUIa3Mi KPOBi Ta HACUYECHHSI iX TeMOTJIOOiHOM.

3a 0OCTaBMH HEMOXJIMBOCTI Hapasi MOBHOIO BUJIIKYBaHHSI
Big [THI Baxki1mBUM € MOCTIMHMIT KOHTPOJIb 3ami3omediury,
aHeMii Ta BYaCHOTO BTPYJYaHHS IIIO0 KOPEKIIii 1eilluTHUX CTaHiB,
30KpeMa 3aj1i30aeiluTHOTO CTaHy.

CMUCOK BUKOPUCTAHOI NNITEPATYPU

1. DeZern, A. E., & Brodsky, R. A. (2015). Paroxysmal nocturnal hemoglobinuria:
a complement-mediated hemolytic anemia. Hematology/Oncology Clinics of North
America, 29(3), 479-494. doi: 10.1016/j.hoc.2015.01.005.

2. Nagarajan, S., Brodsky, R. A., Young, N. S., & Medof, M. E. (1995). Genetic
defects underlying paroxysmal nocturnal hemoglobinuria that arises out of aplastic
anemia. Blood, 86(12), 4656-4661.

3. KeoxaH, E. M. (2015). KniHi4Hi 3acTOoCyBaHHSI Ta npuHLUmNu remarosorii Poaa-
Ka: BHYTpILWHI aegektu, 1o npu3BoasTs A0 MiABULLEHOro PyHyBaHHS epUuTpoLMITIB
(5-Te BupA.). Cent-Jlyic, Miccypi: CoHnepc.

4. Rother, R. P, Bell, L., Hillmen, P., & Gladwin, M. T. (2005). The clinical sequelae
of intravascular hemolysis and extracellular plasma hemoglobin: a novel mechanism
of human disease. JAMA, 293(13), 1653-1662. doi: 10.1001/jama.293.13.1653.

5. Braunstein, E. M. (2022). Glucose-6-Phosphate Dehydrogenase (G6PD)
Deficiency. Retrieved from: www.msdmanuals.com/ professional/hematology-and-
oncology/anemias-caused-by-hemolysis/glucose-6-phosphate-dehydrogenase-
g6pd-deficiency.

6. Peng, G, Yang, W., Jing, L., Zhang, L., Li,Y., Ye, L., ... Zhang, F. (2018). Iron
Deficiency in Patients with Paroxysmal Nocturnal Hemoglobinuria: A Cross-Sectional
Survey from a Single Institution in China. Medical Science Monitor, 24, 7256-7263.
doi: 10.12659/MSM.910614.

7. Risitano, A. M., Imbriaco, M., Marando, L., Seneca, E., Soscia, E., Malcovati, L.,
... Matarazzo, M. (2012). From perpetual haemosiderinuria to possible iron overload:
iron redistribution in paroxysmal nocturnal haemoglobinuria patients on eculizumab

ISSN 2410-2792

by magnetic resonance imaging. British Journal of Haematology, 158(3), 415-8. doi:
10.1111/j.1365-2141.2012.09145 ..

8. Hillmen, P. T. (2008). The role of complement inhibition
in PNH. Hematology American Society of Hematology Education Program, 1, 116-123.
doi: 10.1182/asheducation-2008.1.116.

Iron-deficient state of patients with a clone
of paroxysmal nocturnal hemoglobinuria
0. Karnabeda’?, N. Huk'?
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Resume. As part of the analysis of the prevalence of iron
deficiency in patients with paroxysmal nocturnal hemoglobinuria
(PNH), a descriptive comparative study was conducted among
10 patients with PNH and the results of their general clinical and
biochemical blood tests.

Objective. Studying the prevalence of iron deficiency in patients
with PNH and to determine a comprehensive approach to the
treatment of anemia for patients with PNH.

Materials and methods. For the study, 10 patients with a diagnosis
of PNH and an existing PNH clone established by peripheral blood
flow cytometry were selected. We analyzed the results of complete
blood count, biochemical blood count, blood test for ferritin,
transferrin, and transferrin iron saturation to determine the presence
of iron deficiency or other causes of patients anemia. The available
data were analyzed by descriptive research and comparison.

Results. 1t was determined that 60% of patients with PNH have
iron deficiency, and only 20% have functional iron deficiency.
The mechanisms of iron deficiency in patients with PNH are still
being studied. However, the approach to treatment in such patients
should be comprehensively focused on rapid parenteral restoration
of serum iron and prevention of the development of deficiency
anemia.

Conclusions. Iron deficiency for patients with PNH is most often
caused by urinary iron loss due to chronic intravascular hemolysis
(hemosiderinuria). As known, hemosiderinuria results the loss
of up to 20 mg of iron per 24 hours, which leads to a negative
iron balance and rapid depletion of iron stores. This requires
a comprehensive approach to the treatment of iron deficiency
in such patients.

Key words: paroxysmal hemoglobinuria; iron deficiency;
PNGeclone; erythrocytes; hemolysis.
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