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Pestome. Mem6paHo3Ha HepponarTis — Lie MOoMepPYAONATis, M SKivi OCHOBHOK MILLEHHIO € MOAOLMT TQ
YPQXKEHHST 6Q3AAbHOI MEMOPAHM KAYHOYKQA. 3QXBOPKOBAHHS YACTILLE 3YCTRIHQETLCS Y AOPOCAMX, 3AE0INb-
woro y Bij noHaa 50 pokiB. KAiHIYHM MPOSIBOM € HEGPOTUYHUA CUHAPOM, QA€ YACTO PO3BMBAETHCS 6E3-
CUMIMTOMHQ MPOTEIHYPIS. Y MEXQHI3MI YO QXKEHHST HUPOK MQAE 3HQYEHHSI BIAKAQAQHHST iIMYHHVX KOMIAEKCIB Y
cyb6eniteAianbHOMY MPOCTOPI KQMIASIOHOI MeTAI KAYGOYKA 3 MOAQABLLOK QKTMBALIEKD CUCTEMM KOMIAEMEH-
Ty. 30 OCTQHHI ABOALISITb POKIB BiAGYBCSI BEAVKV MPOMPEC Y iAEHTUDIKALT MOTEHLIVIHNX QHTUIEHIB-MILLEHEWN,
OCHOBHMM 3 SIKUX € BINOK — peLentop ¢oconinasmn-A2 M-tuny (PLA2R) 3 LNPKYAKOKOYMM QHTUTIAOM MPOTH
PLAZR, 1O AQ€E 3MOry OLIHIOBATH QKTUBHICTb | MPOrHO3 MEMOPAHO3HOI Heponarii, Liev LWASX YPQXKEHHS
BiaroBiaQe rnpubamnsHo 70-80 % BUNQAKIB MEMOPAHO3HOI HEGPOMNATIl, SIKA XQPAKTEPUIYETHCS SIK MEPBUHHA.
KAIOHOBI CAOBQ: MOMEDYAOHEPPUT, MEMOPAHO3HME, QBTOQHTUTIAQ, PUTYKCUMQAG,; LIMKAOGDOCHAMIA, CTe-

PoiAn; iHFGITOPW KAABLMHEBPUHY

Bctyn

Memb6pano3na Hedpomarias (MH) — 1e rmomepymno-
Marisi, 1110 XapaKTepU3yeThCsl TIEBHUMU MOPGhOJIOTTYHUMU
O3HaKaMM, sIKi BKJIIOYAIOTh CyOeIliTeTaabHi iMyHHI BiIKia-
JIeHHs B KIyOOUKOBUX KamiasipHux nemisax. KimiHiuHa kap-
TUHA CKJIamaeThesl 3 HedporuuHoro cuHapomy (HC) abo
0e3CMMNTOMHOI IpoTeiHypii. BoHa MoXe BUHMKATU B Oylib-
SIKifl BiKOBIll rpyri, yactimne — y gopociaux Bimg 50 pokiB,
piauie — y aireid. B octanHi nBa necaTWIIiTTS Oyau BUSIBIIE-
Hi OTeHIIiliHi 11iIboBi aHTUreHU. OCHOBHUM aHTUTEHOM €
peuenTtop (ocdomninazu-A2 M-tuny (PLA2R), onucanumii
2009 poky. CupoBaTkoBa no3a aHTU-PLA2R aHTuTina mae
3HAYHO MOAM(DIKOBaHI KpUTEpii, SIK-OT KJIiHiYHA 1 iMyHO-
JIOTiYHa aKTUBHICTh a00 pemicisa. TakoxX BOHA CIIYXUThb SIK
MPOTHOCTUYHMIA MapaMeTp i MoKa3aHHSI 10 iMyHOCYTIPECUB-
Hoi Teparii. 3 2014 poky TaKkoxK Oy/Iv BUSIBJICHI iHIII IUTHOBI
anturenu (THSD7A, EXT1/2, NELLI, Sema3B, NCAMI,
PCDH7, HTRAI i NTNG1). Jlesiki 3 LIuX aHTUT€HIB MaJIk
CBOI 0COOJIMBOCTI: Hanpukiaa, Sema3B nepeBakHO 3ycTpi-
yaeThcest y aiteit, THSD7A — npu nesikiux HOBOYTBOPEHHSIX,
EXT1/2 — npu cucteMHOMY YepBOHOMY BOBYAKY i iHIIIMX
CHCTEMHUX aBTOIMYHHMX 3aXBOPIOBAHHSIX.

Eniaemionoria

MH € ocHOBHOIO TIPUYMHOIO HE(PPOTUIYHOTO CUHAPO-
My Yy Aopocaux 6inoi pacu 6e3 miabety (rmpubauszto 30 %)
[1, 2]. [IpoTe moka3aHHs o0 Oiomcii, reHeTHKa Ta XapaKTe-
PUCTUKM CepedoBUIIA MOXYTh BIUIMBATU Ha €ITiIeMioyo-
rito rioMmepyaonartiii [3, 4]. Y naiieHTiB ycix BiKOBUX IpyIl
MoxXe po3BuHyTHCh MH, cepeaHiit Bik 50—60 pokiB, 6ib-
11a TIOIIMPEHiCTh — cepel YyoioBikiB (2 : 1) [2]. Bausbko
20 % maliieHTiB HA MOMEHT BCTAHOBJIEHHS AiarHO3y A0Cs-
ru Biky moHan 60 pokiB. 3aXBOpIOBaHHS y OiTell 3yCTpi-
yaeThbcs pigko. [leppunna MH, moB’s3aHa 3 aHTUTIIAMU
no PLA2R, 3a3Buyaii Bpaxkae 40J10BiKiB (75 % BUManKiB),
cepenHiit Bik 52 poku. A MH, nos’si3aHa i3 cucTeMHUM
aBTOIMYHHHMM 3aXBOPIOBAHHSIM, JacTillle 3YCTPiUa€ThCS Y
XiHOK (81 % BumankiB) y mojogomy Bitli. MH, acortiiioa-
Ha 3i 3JI0SKiCHUMI HOBOYTBOPEHHSIMU, BpaXka€ IaIli€HTIB,
CepenHiil BiK IKMX CTAHOBHUTH 65 pokiB [5].

Kniniuni nposisu MH HeonHopinHi. ¥ OiblIOCTI BU-
nankiB (70—80 %) xBopoba pO3BUMBAETHCS HETIOMITHO Ta
3 BUCOKOIO0 24-TONMHHOMO TMpoTeinypieto (> 3,5 r/24 ron),
MOB’s13aHOI0 3 IepudepUUHUM HAOPSIKOM ab0 aHACapKOIo,
rinoajab0yMiHEMi€0 Ta rinepxoJjecTepuHeMiero. Pimmie
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crnocrepiraeTbest mporeinypist (< 3,5 r/24 ron). Ane B Lux
BUMAJKaX MOXHa CHOCTEPiraTu IMiIBUILEHHS MPOTEiHYpil
1o HepoTuaHOTO PiBHS Y 60 % BUITANKIB IIPOTSTOM TIep-
LIIOrO POKY CITOCTEPEXKEHHS [6].

YacroTa KJIiHiYHMX TTPOsIBiB pu BUHMKHEeHHI MH Ha-
BemeHa y Taour. 1.

IH1i 03HaKM: MiKpOCKOTIIiYHA TeMaTypisi, apTepiajibHa
TirepTeH3isI Ta 3MiHM PYHKIIiT HIPOK BUKJIMKAIOTh ITiI03PY
moao BropuHHoi MH abo meskux yckiagHeHb. KiriniuHa
eBoutolisl BunaakiB MH € HeomHOpimHOIO: CITOHTaHHA 10~
BHa pemicist (20—30 % 3a 5 pokiB), yacTkoBa pemicist (20—
25 % 3a 5 POKiB), ITOCTYIIOBA €BOJIIOLLSL 10 TePMiHAIBHOT
cranii XpoHiuHOi XxBopoou HUPOK (40—50 % 3a 10 pokiBs)
a00 LIBUIKO MPOrpecyroya rocTpa HUPKOBa HEJOCTATHICTh
[7]. Asig BUBHaAYeHHS TOBHOI peMicii HeoOXiHe criocTepe-
>KEHHSI TIPOTSTroM S pokiB. Peumnusu M H 3a3Buyaii BUHU-
KaloTh Y BUIAJKaX YaCTKOBOI peMicii Ta mpu MpUIMHEHHI
iMyHOCyTIpecuBHOI Tepartii. MakTopu, sAKi BIUIMBAIOTh Ha
MPOTHO3 3aXBOPIOBaHHS: BiK Big 50 pokKiB, iHTEHCUBHICTb
i PO3BUTOK MPOTEIHypil, BUCOKMIU piBeHb KpeaTUHIHY B
CUPOBATIIi KPOBi, HASIBHICTb TJIOMEPYJISIPHOTO CKJIEPO3Y i1
iHTepCcTUILiaaIbHOTO (hidpo3y, aTpodisl KaHAIBIIIB.

3rinno 3 pexkomenpauisimu KDIGO 2021 (Kidney
Disease: Improving Global Outcomes) [9], y nauieHTiB i3
HEe(POTUYHUM CUHIPOMOM i cTabiabHo0 IIK® cuposar-
KoBa jgo03a anTuTi npotu PLA2R, Bu3HaueHa 3a 101momMo-
roto ELISA Ta Hernpsimoro iMyHO(MJyOpeCLIeHTHOTO aHa-
JIi3y, MOXe OyTH JOCTAaTHBOIO JJISI BCTAHOBJIEHHS 1iarHO3Y.
SIkmio tect Ha aHTUTIIA 10 PLA2R HeraTuBHUMIT a60 SIKIITO
1151 OLIIHKA HEMOXJIMBA, TOJi CJTiJi BAKOHATU OiOTICi0 HUP-
ku [8].

VY neskux BUTamKax, HaBiTh 32 HAIBHOCTI aHTUTLI JO
PLA2R, moka3zaHa 06ioIlcisi HUPKM, OCKUIBKM BOHA Hala€
IOAATKOBY Ta MOTEHIIMHO BaxJIMBY iHdOpMalIiio 11 Jia-
THOCTHUKH i TPOrHOCTUYHOI OLIiIHKK. A caMe IIPU aTUTIOBOMY
KJIiHiYHOMY Tiepe0iry, 0CoOIMBO SIKIIO € IBUIKE 3HXKEH-
Hs1 KJIyOOUYKOBOI (hibTpallii; mpu J1abopaTOpHUX 3MiHaXx,
1o He xapakTtepHi aasg MH, ane nos’s3ani 3 PLA2R, 30-
Kpema 11¢ aBTOIMYHHi MapKepu, SIK-OT MO3UTUBHI aHTH-
HYKJIeapHi aHTUTLJIA; IPY HEe3aAOBIIbHIl BilMOBiAiI Ha iMy-
HOCYIIPECHBHY Tepariilo 3 MPOTPecyoYrMM TOTipIIEHHSIM
KJIy0OuKOBOI1 (isibTpallii; mpu 30epexkeHHi HePpOTUUHOTO
CUHAPOMY ITicJist 3HUKHEeHHsT aHTu- PLA2R.

laeHTUdiKaLia LiAbOBUX AHTUTEHIB
Y AIOAUHU

2009 poxy Oinok — peuentop docdoninazu-A2
M-tuny (PLA2R) OyB ineHTH(diKOBaHUI1 SIK LIILOBUIA aH-
trreH [12], PLA2R € TpaHcMeMOpaHHUM TJIiKOIIPOTETHOM,
SIKMI ITUPOKO EKCITPECYETHCS Y TTOMOLIMTAX JIIOAUHI — SIK
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y BiIpoCTKax MOMOLMTIB, TaK i Ha aiKaJbHiil TOBEPXHi 3
MasioBiiomolo ¢yHKIli€e0. [TyckoBuit MexaHi3M IS BUPO-
O0eHHsa aHTU-PLA2R aHTUTIN 3aiMIIaeThCcss HEBIZOMUM.
AHTH-PLA2R anTuTiNa Oysin BUSIBJIEHI B CUPOBATIIi KPOBI
70—80 % mamienTis i3 mepBuHHOl0O MH. Crin 3a3HauuTH,
o antutiza 1o PLA2R acouiotoTtecs 3 nepsuHHo0 MH,
ajie MOXYTb BU3HAUaTUCs i mpu BTopuHHUX popmax MH
[13]. Yuacte antu-PLA2R antmtina B matorene3i MH
OyJa MiATBepIKeHAa B eKCIIEPUMEHTAILHOMY HOCITiIKeHH
30 ITaMOM CBHHeH, sKi ekcnpecyioTb PLA2R B Hupkax.
V 1ux TBapuH pO3BMHYJIACS MPOTEIHYPIsI MiCJs BBEACHHS
rnjasmMuy abo OYMILEHUX aHTUTIN Bin nauieHTiB i3 PLA2R-
acouiioBanoro MH.

Yepes m’saTh pokiB OyB ineHTU(dIKOBAaHMI iHIIMI 11i-
JIbOBUI aHTWUTEH MOAOLMTIB — TPOMOOCIMOHAMH TUMy 1,
o Mictuth foMeH 7A (THSD7A) [14]. Lleit antureH yac-
TO 3ycTpivaeTscs B 1—3 % Bumnankis PLA2R-HeratuBHOI
MH. Bunanku MH, nos’s13ani 3 antutiiamu 1o THSD7A,
CTOCYBaJIMCS IesIKMX HOBOYTBOpeHb. Kpim Toro, ycrminiHe
MIPOTUITYXJIMHHE JIIKYBaHHSI BUKJIMKAJIO peMmiciio Hedpo-
TUYIHOTO CHMHIPOMY, i el OiToK yXe imeHTH(hiKoBaHO B
IesIKMX TUIIaX HEOIJIACTUIHMX KIIITUH [15].

AHTH-EXT1/2 aHTUTiIa IPUCYTHI B CyOemiTeTiaIbHIX
BinkianeHHsX i mop’s3ani 3 CYB (61m3bko 30 %) Ta iHim-
MU aBTOIMYHHUMU 3aXBOpioBaHHAMU. Biausbko 80 % natii-
€HTiB 3 anTuTiIamu 10 EXT1/2 y 6ionratax Oyau XXiHKaMu
(cepenHiit Bik: 35 pokiB); 6au3bko 70 % mMalieHTiB Malu
CUPOBATKOBi 3MiHM aBTOIMYHHMX 3aXBOPIOBaHb. Y Oilb-
IIOCTi 1IMX MAalli€EHTIB TaKOX TpoBeaeHa Oiornciss HUPKU 3
o3HakaMu BropuHHoI MH, sak-or Binknagenus Clq [16].

binox NELL-1 (HeiipanbHUii enigepMaibHUil hakTop
pocty 1) 6yB omucanmii 2020 poky i1 imeHTHdiKOBaHMI
npubam3Ho y 20 % PLA2R-HeraTUBHMX TAlli€HTIB, a aH-
tutino npotu NELL-1 Oyno ineHTH(}iKOBaHO B CMPOBATII
KpoBi nauieHTiB [17]. Lli mamieHTH TaKoX MPOAEMOHCTPY-
BaJIu OLUIBIIINMIA 3B’S130K i3 TTOSIBOIO HOBOYTBOpPeHb [17, 18].

CemadopuH 3B (Sema 3B), onucanuii 2020 poky [19],
repeBaxaB y MeAiaTpUYHUX MalieHTiB, Xo4a MOro Takox
BUSIBJISUIM Y opociuX. AHTUTIIA 10 Sema3B Oyau BusIB-
JIEHi B CMpOBATIIi KPOBi MalliEHTIB, BOHU MOB’s3aHi 3 KJIi-
HIYHMMH Ta TiCTONATOJOTIYHMMM OCOOJIMBOCTSIMU, IO
cBimyaTh npo BropuHHuit MH i BincyTHICTh BinkiaaeHHs
IgG4. Ha choronHi 11eii 1iJIbOBUIT aHTUTEH € TIIOHEPOM Ce-
pen BUMaAKiB IUTAYoi imiomatnanoi MH.

NiaXxia i AiKkyBOHHS
JlixyBanHs xBopux Ha MH mae OyTu iHnuBigyaabHUM.
JlikyBaHHS 3 HiATPUMYIOUMMU 3aX0AaMU Ma€ OyTH BCTa-
HOBJICHO JIJIs BCiX MalLieHTiB 3 AiarHo3oM M H, 3 Harojiocom
Ha Take: KOHTPOJb apTepiaibHOIO THUCKY; aleKBaTHiCTh

Ta6nuys 1. Yactota KkniHiyumnx nposisis npn MIH

MpoTeinypia > 3,5 /o — 75 %

lematypis < 25 %

Mem6paHo3Ha
HedpponarTis

ApTepianbHa rinepteHsisa < 20 %

3HmxeHHs LUK®D < 10 %

TpomboemboniyHi nogji — 8 %
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IIETU 3i 3HMWKEHUM CIIOXKMBAHHSIM HATpilo; 3MEHILIEeHHS
NpoTeiHypil NUISIXOM OJIOKYBaHHSI PeHiH-aHTiOTE€H3MHOBOI
CHCTEMU; KOHTPOJIb IUCIIMiAeMil Ta OL[iHKA PU3UKY TPOM-
00eMOOTiUHUX TIOMii i3 MPUIAHSTTSIM pillleHHs Mpo Tpodi-
JIAKTUYHY aHTUKOATYJISTHTHY Teparlito Ipu He()pOTUIHOMY
CUHJIPOMI 3 TSIKKOIO TilloabOyMiHEMi€l0, 0COOIMUBO y T1a-
LIEHTIB i3 cupoBaTKOBUM aibOymiHOM < 2,5 v/ [9].

JlikyBaHHSI MTPU3HAYAETHCS 3 OTJISIY HA PU3MK MPOTpe-
cyBanHs MH. Buninsrors HU3bKUiA, TOMipHUI, BUCOKUH i
JIyXK€ BUCOKMIA pU3KK.

s ctpatudikaliii pu3MKy IporpecyBaHHs, Ha JOJATOK
no mporeinypii Ta pLIIK®, BuMiptoBaHHSI CHPOBATKOBUX
aHTuTi ipot PLA2R 0OyJi0 BKJIIOUEHO Y KIIiHIUHY Mpak-
TUKy [1, 2, 9]. 32 HasIBHOCTiI BOHU HaalOTh MPOTHOCTUYHY
iH(bopMallilo Ta KOPEJIOE 3 aKTUBHICTIO 3aXBOPIOBAHHSI.

Y 6mu3bko 30 % nanientis 3 MH Moxe crioctepiratucst
CTMIOHTaHHA peMicist TPOTeTHYPil 3 XOPOIIUM JOBrOCTPOKO-
BUM TIPOTHO30M [UJISI HUPOK (HU3bKUI pU3UK TIPOTpecy-
BaHHS 10 TEPMiHAJIbHOI CTa/lil XpPOHIYHOI XBOPOOU HUPOK).
V 1umx BuImamkax iMyHOCYIIpecis He IOTpiOHa, i JiKyBaH-
HSIM BUOOpY € MiATpUMYIOUa Teparris.

IMyHOCYIIpecHBHY Tepallilo MOXHa BiIKJIACTU Ha 3—6
MiCA1IiB y BUMAAKaX 3 HU3bKUM a00 MOMipHUM PU3UKOM,
OCKIJIbKM iCHY€E HIMOBIPHICTb CITOHTAaHHOI pPeMicil.

IMyHOCyIIpecuBHY Tepallilo Clil po3MOYMHATU Yy Ta-
KMX BMIAAKaX: 3HUXEHHS KiIyOoukKoBoi inbTpariil
(eGFR < 60 mii/x8/1,73 M?), moB’sizane 3 MH (6e3 iHImIoro
BinnoBigHoro oorpyHryBaHHs 3MiHu LIIK®); Baxkkuii He-
GpoTUUHUIT CUHIPOM (TOCTPE ypaxkeHHsI HUPOK, TPOMOO-
TUYHA MO abo iH(eKIlis1), a TAKOX y MAallieHTIB, SIKi He
BiJIITOBiAIOTh 3aJOBIJTbHO HA KOHCEPBATUBHE JIiIKYBaHHSI.

Bubip iMmyHOCyIIpecuBHOI cXeMM 3ajieskaTUMe Bifl CTpa-
Tr(iKaLil pu3UKy Ta XapaKTepUCTHUK MAalli€HTa.

BaxunBo minkpeciuTu, 110 MOHOTEpaIllisl cTepoigaMu
HeedeKTUBHa i He mokKa3aHa nmpu MH.

Unknogpocpamia

CxeMa mepopaibHOro Ipuitomy LUKiIodochaminy,
acolliiloBaHOTrO 3i cTepoigaMu, sika Ha3UBAEThCS «MOIUi-
KoBaHa cxema [loHTiueTi», BAUKOPUCTOBYETHCS SIK Tepa-
Mist, SIKift HagaloTh TepeBary y Malli€HTIB i3 1yKe BUCOKUM
PU3MKOM, TOOTO KOJIU CITOCTEPIraeThCsl IBUIIKE 3HUXKEHHSI
(bYHKILIT HUPOK i TSKKUI He(POTUUHUI CUHAPOM.

OCHOBHMMHM TIOOIYHUMM e(PeKTaMM, TOB’SI3aHUMU 3
mukiaodocdaminom, €: Oe3IUTigmsd, ITIBUINEHA CIIPUIi-
HATIMUBICTH 00 iH(EKIIi#, MiABUIEHUN PU3UK 3IOSIKICHUX
HOBOYTBOPEHb (OCOOJIMBO MPU KyMYJISITUBHOMY PiBHi I1O-
Han 36 rpamiB), paK CEY4OBOrO MiXypa Ta Mi€JOaMCITIA3is.
BaxxiuBo pery/sipHO OLIHIOBATU 3arajlbHUiA aHaili3 KpoBi
yepe3 pU3MK PO3BUTKY aHEMii, JIeMKOIeHii Ta TpoMOoI-
toneHii. Cif pO3MISHYTM MOXJIMBICTh BUKOPUCTAHHS
TPUMETONPUMY-CYJIb(haMEeTOKCa30ly it MpodilaKTUKU
Pneumocystis carinii niin yac imyHocyripecii nukinodocoa-
minom [21, 22].

Jliku Ta mo3yBaHHs (MoaudikoBaHa cxema [ToHTiueswi):

— wicsui 1, 31 5: metunmnpeaHizonon 1 1 (B/B) mpo-
TATOM 3 ITHIB, MOTIM MpeaHizonoH 0,5 Mr/Kr/neHb (rmepo-
paJIbHO) TIPOTSToM 27 IHIB;

— Micsi 2, 41 6: nukinodocdamin 2,0—2,5 Mr/Kr/neHsb.

IHriGiTopy KQAbBLIMHEBPUHY

HaniitHuit BapiaHT JIiKyBaHHS y BUIIaJKaX IIOMipHOTO
a00 BHMCOKOIrO PU3MKY Ta IS MAlli€HTIB 3 CyMyTHIM IIy-
KpoBUM niabetom. Takox € Tepamniero BUOOpPY A Malli-
€HTIB PENpOAYKTUBHOTO BiKy. HM3bKi 1031 npenHizoHy
CIIiI TOENHYBATU 3 iHTiIOITOpOM KanbHmuHeBpuHY. Cepern
MOOIYHUX SIBUII BUIUISETHCI HEPPOTOKCUYHICTh IIM-
KJIOCIIOPHHY i Takpoimycy. KpiM Toro, mmkiIocmopuH
MOX€e BUKJIMKATU TiepTpUxo03 i Trimeprpodito siceH; Ta-
KPOJIIMyC MOX€ CIIPUYMHATUA CYIOMM Cepesl iHIIMUX TO0-
OiYHUX SBUILIL.

[Ipenapatu Ta 103yBaHHSI:

— HMKJIOCIIopuH: 3,5—5,0 Mr/Kr/mno0y y ABa NpUiOMM;
PEKOMEHI0BaHUI piBeHb y CUPOBaTIi KPoBi (1060Ba 103a)
120—200 mkr/a; TpuBanicts 12—18 micsiis, ado

— Ttakpouimyc: 0,05—0,075 mr/kr/mnody B aBa IMpuiio-
MM; OakaHUii piBEHb y CUPOBATIi: 3—5 MKT/JI; TPUBATICTh:
12—18 micsuis.

Purykcuma6b

PutykcumMa® — 11e MOHOKJIOHAJIbHE aHTUTIIIO MPOTHU
CD20, axe Hapa3i BBaXKa€ThCs Teparli€lo BUOOpy mpu ped-
paKTEepHUX 3aXBOPIOBAHHSX, HA TIONATOK IO BapiaHTa Io-
YaTKOBOI Teparii y BUIIaIKaX CepeaHbOro ado BHCOKOIO
pu3uky. Y nocraimkeHHi Membranous Nephropathy Trial
of Rituximab (MENTOR) mnopiBHIOBaJIM 3aCTOCYBaHHS
LUKJIOCTIOPUHY B 103i 3,5—5 MI/Kr/IeHb MPOTSITOM 6 Mi-
CsILiB 3 puTYKCuMaboM (1 r/mo3y 3 10AaTKOBOIO 103010 1 T
yepe3 2 THXKHi). Y 1IbOMY JOCHiIKEHHI He BUSIBJIEHO Tip-
1101 e(PeKTUBHOCTI PUTYKCUMAOy TTOPiBHSIHO 3 LIUKJIOCIIO-
puHOM (BifI3HaUamacs BUIA YacTOTa CTiiiKol peMicii yepe3
12 i 24 micsmi) [23]. Crmig Big3HAYWUTH, 10 Y TiTEH TaKOXK
BiIMiUa€ThCS MEPCIEKTUBHICTh 3aCTOCYBAHHS pPUTYKCUMA-
oy [24].

Jlo3yBaHHS:

— 375 Mr/M2/TUXKIEHD BHYTPIIIHBOBEHHO MPOTATOM 4
TUXHIB a6o

— 1 r BHYTPILIHLOBEHHO, 3 JOJATKOBOIO 103010 1 T ye-
pe3 2 THKHI.

Meta: Ha npukiagi BJACHOIO KJIIHIYHOTO BUIAIKY
OLIIHUTHU e(heKTUBHICTh BAKOPUCTAHHS pUTYKCUMAaOy y ma-
LieHTa 3 MeMOpPaHO3HOIO HepoTaTi€lo.

Jocnidxncents BUKOHAHO 3 OOMPUMAHHAM NPUHUUNIB 0i0-
emuku 8ionogiono do leavcincokoi dekaapauii Bcecgimuboi
Mmeduunoi acouiauyii, 0CHOBHUX NOA0MNCeHb KoHeeHuyii Padu
€sponu npo npasa adunu ma 6iomeouyuHy, emu4Ho20 Ko-
dexcy euenoeo Ykpainu i Hakazy Minicmepcmea 0xopoHu
300pos’s (MO3) Ykpainu Ne 690 6io 23.09.2009 (3i 3mina-
mu, eHecenumu 32i0no 3 Hakazom MO3 Yipainu Ne 523 6io
12.07.2012). Ha nposedenns 6cix KAiHiKO-1a00pamopHo-iH-
CMPYMEHMANbHUX 00CAIOXHCEHb OMPUMAHO iIHGOPMOBAHY 320-
dy nayieuma.

KAiHiYHMIM BUNOAOK

MMamienT JI., 46 p. diarno3: XXH 1-i craxgii (IHK® 3a
CKD-EPI 2021 — 99 mn/xB/m?). TlepBuHHMIT MeOpaHO3-
HUil TmomepyaoHedput (6iomcig 18.05.2023), nHeppoTry-
HUI cuHIpoM. AptepianbHa rineprensis Il ct., 2-ro cr.,
pu3uK 4.
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AHaMHe3 3axXBOPIOBaHHA. XBopie 3 jita 2022 poky,
KOJIM 3’SIBUJIMCS CJIAOKICTh i HaOPSIKM HMXKHIX KiHIIIBOK,
MO MEIUYHY JOTIOMOTY He 3BepTaBcs. Y XX0OBTHi 2022 poky
nepexsopiB Ha COVID-19, miciist yoro 36i1b1IK1BCsST HAOPSI-
KOBMIT CUHIIpOM (aHacapka), ajie 10 Mea3aKiaiB He 3Bep-
TaBCsl, JIiIKyBaHHSI HE OTpUMYBaB. Briepiiie BinBinaB Hedpo-
Jjiora HaBecHi 2023 poKy.

O6cTexeHHs. 3arajpHOKIIHIYHMI aHani3 cedi (BAC)
(27.04.2023): mposopa, xoBta, [1B — 1025, peakuis —
Kucia, 6imok — 5,33 /1, mykop — 0,7 MMOJIb/J1, alIeTOH —
He BUSBJIEHO, JIEUKOIUTU — 1—2 B I1/3, EPUTPOIIUTH —
4—6 B 11/3, HWITIHAPY — TiaJiHOBI Ta 3¢PHUCTI.

Jlo6oBa mporeinypis (27.04.2023): KigbKicTh —
1800 mu1, 6inok — 9,1 r/mo0y.

3araibHOKJIiHiUHUI aHaji3 kpoBi (3AK) (27.04.2023):
ep. — 5,3 T/n, remornobin — 145 r/n, neiik. — 5,1 I'/n,
Tpom6. — 273 I'/n, IHIOE — 12 mm/ron, KpeaTWuHiH —
74 MKMOJIb/J.

bioximiuHuii ananiz kposi (27.04.2023): 3aranbHuit
6imok — 39,7 t/m1, anpbymin — 19,5 r/1, xonectepuH —
6,9 mmonp/m, JIIBIL — 1,08 mmonas/m, JIITHIL —
4,63 Mmoib/a, Tpuriiuepunun — 2,27 MMOJB/J, CEUO-
BUHa — 7,49 MMoib/n, KpeaTuHiH — 74,8 MKMOJb/I,
ceyoBa Kuca0Ta — 335 MKMOJIb/J1, 3arajibHuii O6iipy0iH —
2,8 MkMoinb/n1, ATAT — 19 On/n, AcAT — 25 On/n, ayxxHa
docdaraza — 43 On/n, rimoko3a — 4,7 MMOJIb/J.

Byno pekomeHa0BaHO TTpOBEIEHHS GioTCii HUPKU.

Oo6crexennit Ha renmatutu, BIJI, CUB. Anrturina mo
CYB, BIJI, rermaruty B i C HeratusHi.

VY31 Hupok (05.05.23): mpaBa HMpKa po3TalioBa-
Ha TUMOBO, 3BMYaitHOI ¢opmu, 30iJblIEHa, PO3MipHU
137 x 76 MM, KOHTYp piBHUI, MeXi UiTKi, 30MpaibHa CHC-
TeMa He pPOo3IIMpeHa, MOJATKOBUX BKITIOYEHb HE MiCTHUTb.
Ilapenxima ToBmmHOIO 23 MM. [lipaMinku 3HMKEHOI eX0-
reHHocri. JliBa HMpKa po3TallloBaHa TUIIOBO, 3BUMYANHOI
¢opmu, 36inbireHa, po3mipu 133 x 60 MM, KOHTYp PiBHUIA,
MeXi 4iTKi, 30MpajibHa CUCTeMa He pO3LIMpeHa, 101aTKO-
BUX BKJIIOUEHb HE MiCTUTh. [lapeHxiMa TOBIIMHOW 21 MM.
IlipaminKu 3HMKEHOT €XOT€HHOCTI.

TIpoBeneHo 6Giomncito Hupku (19.05.2023). V Giomncii no
15 k1y6oukiB. Kiy6ouku HOpMabHUX PO3MipiB, criocTe-
piraeThCsl po3LIMPEHHSI ME3aHTialbHOTO MaTPUKCY 3 MPO-
Jidepallieo KIITUH Me3aHTilo, MOTOBIIEHHS KalliJsSpHUX
TeTesb KJIyOOUKiB i3 TTOABOEHHSIM KOHTYpPa TIIOMEPYJISIpPHOT
6azajbHOI MEMOpaHH.

VY mpocBiTax KamiJsipHUX TETeNlb JesIKMX KIyOOUuKiB
CITOCTEPITa€ThCST CKYIMIEHHs epuTpolnTiB. YacTrHa KiTy-
604YKiB MicTUTh DIOPOKITITUHHI TiBMicALi 10 1/3 miamerpa
kancynn boymena. Kananbli yacTkoBo y craHi aTpodii,
MPOCBIT AeSIKUX 3aIIOBHEHUI psICHUMU OiIKOBUMU MacaMU
3 IUISTHKaMU JIeCKBamallii eriTeltito.

IHTepcTULliil 3 03HAKaMU MOMipHOro (ibpo3y, HasiBHA
nomipHa JimdoricrionurapHa iHdinerpaiiss. CynuHu ce-
PENHBOrO Ta KPYMHOIo Kajliopy 3 MOMipHUM MOTOBLIEH-
HSIM CTiHKM 3a paxyHOK Ipoidepatiii Memii (puc. 1—3).

Congo Red (aminoin) — HeratuBHe 3a6apBieHHs (0).

Amyloid A — HeraTtuBHe 3ab0apBieHHs (0).

IgG — cmabxe 3ab6apBieHHS y KAIUIIPHUX T TIISIX KITy-
00uKiB (+) Ta eniTenii KaHaIbLIB (+).

IgA — HeratusHe 3a0apBieHHs (0).

IgM — cnabke 3a0apBiaeHHS y KaIlIIPHUX METJISIX KITy-
0o0uKiB (+) Ta emiTenii KaHaJbLIB (+).

C3 — cnabke 3abapBJIeHHS B KAMUISIPHUX TIETIISIX KITy-
Oouka, Me3aHTilo i1 emiTeii KaHabLiB (+).

C1q — HeratuBHe 3a6apsiieHHs (0).

PLA2R — nomipHe 10 BUpaxkeHOro 3a0apBJeHHS B Ka-
MUISIPHUX METIIX KJIyOouKa i erniTesil yaCTUHU KaHaJIblIiB
(++—+++) (puc. 4).

Jlerki nanutoru Kappa — HerarusHe 3a6apsieHHs (0).

Jlerki naniroru Lambda — HeraTusHe 3ab6apBiieHHs (0).

3 ornsiay Ha aHamHe3, JaHi MOpPGOJIOTIYHOTO, TiCTO-
XiMiYHOTO ¥ IMYHOTICTOXiMIYHOTO HOCJIiIXEeHb, KapTUHA
BiINOBiZAa€ MEPBUHHOMY MeMOPaHO3HOMY TIJIOMEpPYJIO-
HepPUTY.

Jl1s1 KOHTpOoI0 mepebiry 3axBopioBaHHS U e(eKTUB-
HOCTI JIIKyBaHHSI OyJ10 MPU3HAYE€HO BU3HAYEHHS PiBHS aH-
tutia (AT) no petentopa dochoninazu A2 (PLA2R).

PucyHok 1. lemaTokcuiH-eo3uH

PucyHok 2. MaccoH Tpuxpom
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Tabnuys 2. luHamika 6ioxiMiYyHUX NoKa3HUKIB

18.10.22 27.04.23 16.11.23 11.01.24 13.03.24 24.05.24 07.08.24

3aranbHun

6inoK 50,0 39,7 42 4 415 51,0 50,0 57,0
Anb6yMmiH 29,1 19,5 229 227 24,2 25,0 34,8
Ce4oBUHa 9,37 7,49 8,2 7,0 7,3 6,4 8,0
KpeaTuHiH 71,1 74,8 78 77,3 85,3 80,6 71,5
CeuvoBa

KNCnoTa 384 335 301 283 305 250 275
XonectepuH 8,9 6,9 6,28 5,99 4.8 3,52 4,53
Tpurniuepnamn 3,2 2,27 2,55 2,6 2,3 1,74 1,3

29.05.2023: AT po peuentopa docdoninazu A2
(PLA2R) — 482 RE/mn (< 14 RE/Mn1 — HeraTuBHe 3Ha-
yeHHs, 14—20 RE/Mn — mexoBe 3HaueHHs1, > 20 RE/min —
TTO3UTUBHE 3HAUYCHHS).

IIpusnaueHe JTiKyBaHHS:

1. Putykcumab 1 T B/B KparejabHO, MOBTOpHA iHMY3ist
yepes 14 aHiB.

2. Onmecaptan 10 Mr 2 pa3u Ha IeHb, 1]l KOHTPOJIEM ap-
TEPiaIbHOTO TUCKY.

3. danarmico3un 10 Mr 3paHKy 1 pa3 Ha JieHb.

4. PozyBactatuH 20 mr/no0y, 1 pa3 Ha ieHb BBeUepi Imic-
JIs1 K.

5. Topacemin 20 Mr 3paHKy.

KonTpons AT mo penenropa dpocdoiminazu A2 1 pa3 Ha
3 Micsiti.

Ha ¢oni nikyBaHHS 3MEHIIWIUCS HAOPSIKU, CTAO1Ti3y-
BaBCS apTepiaIbHUI TUCK, 3HIKYETbCs TUTP AT 1o pener-
Topa (pocdominazu A2.

3

PucyHok 3 Cpi6bneHHs 3a [JxoHcom

AptepianbHuii Tuck y Mexax 120/70—110/70 MM pT.CT.

16.09.2023: AT go peuentopa dochomimazu A2
(PLA2R) — 153 RE/m1.

THSD7A-Ak (Thrombospondin-Ak) — < 1 : 10 (Hop-
ma < 1:10).

08.12.2023 6yna mpoBeaeHa MOBTOpPHA iHDY3isT pUTYK-
cuMaly BOo3i 1 I

17.03.2024: AT po peuentopa docdomainazu A2
(PLA2R) — 134 RE/m11.

25.06.2024 Gyna mpoBeneHa iHGY3is pUTYKCUMaOy B
no3ilr

07.08.24: anbbymiH ceui — 2154 w™r/n, KpeaTWHiH
ceyi — 10928 MKMOJb/J, albOyMiH-KpeaTUHiHOBE CIiB-
BimHOIIEeHHS —197,2.

[MponoBXyeThCsl ToAabllie JiKyBaHHSI Ta CITOCTEpe-
JKEHHSI 3a TalliEHTOM.

V Tab. 2 HaBeneHa JMHaMiKa 0i0XiMIYHMX ITOKA3HUKIB
KpOBI MallieHxTa.

BUCHOBKMU

1. BigMivaeTbcs MO3UTMBHA JMHAMiKa KJiHiKO-J1a00-
paTOpHUX ITOKa3HUKIiB Ha (DOHI IMpOBEeNeHHs Tepallii pu-
TYKCUMaOOM.

2. JJ1st KOHTpOUTIO Tiepediry 3aXBOproBaHHS i e(DeKTUB-
HOCTi JIiKyBaHHSI 0aXaHO MPOBOIWTH BU3HAUEHHSI TUTPY
AT no peuenropa ¢ocdoninasu A2 (PLA2R).

PucyHok 4. ImyHorictoximisi: PLA2R — nomipHe
/10 BUPaXKeHOoro 3abapBJieHHS B KaninsipHUX netisix
KJ/1ly604Ka Ta enitenii YacTUHU KaHanbUiB (++—+++)
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3. BaxuBo MpoBOAMTHU MOCTIIKEHHS ISl BUKJTIOUEH-
HSI BTOPMHHOI (hopMU MeMOpaHO3HOI HedponaTii, OCKiJIb-
KU LI€ Ma€ 3HAYEHHS [IJ1s1 BUOOPY CXEM JIiIKYBaHHS.

KonduikT inTepeciB. ABTopu 3asBISIOTH TIPO BIICYT-
HiCTb KOHQUIIKTY iHTEpeciB Ta BiacHOI (hiHaHCOBOI 3alli-
KaBJICHOCTI ITPY MiATOTOBII JaHOI CTATTi.

Indopmania npo dinancyBanns. @inaHcyBaHHS He 3a-
SIBJICHO.

IMonska: x.men.H. M.JI. IBaHOBII 3a MOpdOTOTiYHMIA
aHaJi3 KJIiHiYHOrO BUITAJIKY.
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Effectiveness of using rituximab in membranous nephropathy: a clinical case

Abstract. Membranous nephropathy is a glomerulopathy in which
the primary target is the podocyte and damage to the glomerular
basement membrane. The disease occurs more often in adults,
mostly in people over 50 years old. The clinical manifestation is ne-
phrotic syndrome, but in most cases, asymptomatic proteinuria may
develop. In the mechanism of kidney damage, the deposition of im-
mune complexes in the subepithelial space of the capillary loop of
the glomerulus with subsequent activation of the complement sys-
tem is important. Over the past twenty years, great progress has been

made in the identification of potential target antigens, the main of
which is the M-type phospholipase A2 receptor (PLA2R) protein
with circulating anti-PLA2R antibody, which allows for assessment
of the activity and prognosis of membranous nephropathy. This path
of damage corresponds to approximately 70—80 % of cases of mem-
branous nephropathy, which is characterized as primary.
Keywords: glomerulonephritis; membranous nephropathy; au-
toantibodies; rituximab; cyclophosphamide; steroids; calcineurin
inhibitors
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