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Pestome. Me3aHriornpoipepatBHI TAOMEPRYAOHEGPUT i3 AEMO3NTAMM MOHOKAOHQABHIMX IMyHOTAOBYAI-
HiB — HELLOAQBHO OMMCAHE 3QXBOPKOBAHHST Y CMEKTPI MOHOKAOHAALHUX TAMMQArQTIVl PEHAABHOIO 3HAYEHHS]
(MIP3). T1IQTOACrIYHMA MPOLLEC NMEePEBAKHO OOMEXXEHMN HUPKAMU | MPOSIBASIETECST XOOHIYHOKO XBOP OO0
KAYGOYKIB, MOPYLUEHHSIM GYHKLT HUPOK TQ aAbOYMIHYPIEID, IHOAI HEGPOTNHHOIO PIBHSI. [OCTPMM HEDPUTNY-
HVi CUHAPOM 3YCTPRIYQETLCS PIAKO. Yepes BIACYTHICTb KpuTepiiB CUMITOMQTUYHOrO reMQTOAOMYHOrO 3QXBO-
PIOBAHHSI MNALIEHTN 3 MOHOKAOHOABHUMU iMYHOTAOBYAIH-QCOLUIMOBAHUMM HEGPOMQATISIMA YACTO 3Q3HAKOTh
TPYAHOLLIB 3 OTPUMQHHSIM BIAMOBIAHOI XiMioTepariii. KoHuenwist MITP3 AngepeHrLitoe KAIHIYHI CuTyauii po3Bum-
TKY HedPONQATivi, BAKAMKQHUX HE6E3NeYHUMN HEBEAMKUMIU KAOHQAMU B-KAITVH, Bia CUTYQLl MOHOKAOHQABHMX
raMMQnQarTivi HeBU3HQYEHOrO 3HQYEHHS, LLLO HE XQPAKTEPU3YIOTHCSI OYAb-SIKUM YLLKOAXKEHHSIM OPraHIB-MiLLe-
Hen. MOHOKAOHQAbHQ raAMMQrQrTisi PEHAAbHOIO 3HQYEHHS — L€ HEe CAMOCTIMHE 3QXBOPKOBAHHST HUPOK, HE
XPOHIHHU TAOMEP YAOHEDDUT, A CTAH, MPU SIKOMY YPAXKEHHSI HUPOK BTOPUHHE LLIOAO KAOHAQABHOI B-KAITUHHOT
npoigpepadii. LM crosamm, MIP3 — nepeAnyxAMHHE 3aXBOPIOBAHHS B MOEAHQHHI 3 XPOHIYHOK XBOPO-
6010 HUPOK, LLO NoTPEeBYE HErQMHOIro NOYATKY AIKYBAHHSI. HUPOKOBMV MOOrHO3 MNOrQHMiA, i3 rMporpeCyBAHHSIM
AO TEPMIHAABHOI CTAAII HUPKOBOI HepaOCTATHOCTI Yy 25 % navujieHTiB npoTtsirom 30 MicsiLiB i YHQCTUMIA PAHHIMN
pPeLnAVBAMU HUPKOBOIO AAOTPAHCIAQHTATA. OAHAK OCTAHHI AOCAIAXKEHHST AEMOHCTDYIOT, LLIO BIAMOBIA-
HQ KAOH-OPIEHTOBHQ XIMIOTEPQAIMISI MOXKE BIPOMAHO MOKPALLMTA HUPKOBI PE3YALTATH, BIAKPUBAKOYM MAVOYTHI
repCreKkTVBM ANST €PEKTUBHOTO AIKYBAHHST LibOro PIAKICHOIO 3aXBOPKOBAHHSI.

KAIO4OBI CAOBQ: Me3aHroNpPOAIpepaTVBHI TAOMEDYAOHEDPT; MOHOKAOHOALHA FAMMArQTIS PEHAAbHO-
[0 3HQYEHHSI, XBOPOOQA AErknX AQHLIOTIB; AETKI AQHLIKOTV IMYHOTAOBYAIHIB TUMY KAMMQ; AErKi AQHLKOM iMyHO-
TAOBYAIHIB Ty AIMOAQ, HEepPOBIoMNCIs

KoHieniiisi MOHOKJIOHAILHOI TaMMariatii peHaJIbHOTO
3HaueHHs1 (MI'P3) Oyna 3amponoHoBaHa MixHapoIHOIO
TPYIIOI0 3 BUBYEHHSI YpakeHHS HUPOK i MOHOKJIOHAb-
Hoi rammarmartii (International Kidney and Monoclonal
Gammopathy Research group) [1] Ta BimoOpaxkae marto-
JIOTIYHMIT CTaH, OOYMOBJIEHMII Tipoiidepalli€elo KIOHY
B-k7iTrH ab0 miazMaTUYHUX KJIITUH, 1110 HE TOCSITa€E Kpu-
TepiiB, HEOOXiMHUX JIJIS ITOYATKYy JIIKyBaHHS 3a OHKOreMa-
TOJIOTIYHUMM TTOKa3aHHSIMU, aJie TPOJYKY€E HeDPOTOKCHY-
HUIi MOHOKJIOH&JIbHUI IMyHOTJI00YJIiH, 110 MPU3BOAUTH
10 crielniyHOro ypaxKeHHsI HUPOK i3 HEYXUJIbHUM TIPO-

IpPEeCYBaHHSIM pPEHaJbHOI JUCOYHKINI Ta TOTipHICHHSIM
MPOTrHO3Yy XBOpoou [2].

[1ix moHOKIIOHATBEHOIO TaMMartiartieio (MI') po3ymioTh
HasBHICTb abepaHTHOTO KJIOHY B-xmiTmHHOI miHii mude-
PeHILIiIOBaHHS, IO IPOAYKYE MOJEKYJIy iMyHOIJIOOYJIiHY
(IT') abo ii yvacTunu [3].

KnoH — monyJisiiist KJITUH, 1110 BUHUKIIA 3 OTHI€ET KJTi-
TUHU-TIONIEPEIHNII, sIKa YCIaaKOBY€E BCi ii BJIACTUBOCTI,
y TOMY YHUCJIi 30aTHICTh MPOAYKYBaTM MOHOKJIOHAJIbHUM
napanpoteid. MOHOKJIOHaIbHUI OiJ1oK (MapanporeiH, abo
M-1ipoTeiH) MOXke MaTH MaTOJIOTiYHi BJaCTUBOCTI, 1110 pe-
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aJli3yI0OThCS PI3HUMMU LILISIXaMM, BKJIIOUYAIOYM JEMO3UIIiI0
B OpraHax i TKaHWHaxX, MPU3BOJSYU JO 1X MOIIKOJXEHHS.
KJtoHaJIbHI KJIITUHU MalOTh MOXJIUBICTb MPOAYKYBaTH I0-
BHOPO3MipHY MoJjiekyhy II" abo iioro yacTuHy (TiTbKU Jer-
kuii nanuor (JIJI) abo Tinbky BaxkKKU JaHIIOT). 3aIeKHO
Bin etany nucepeHilitoBaHHs B-KJTiTUH KJIOHAJIBHY TTPOJTi-
depatito MoxxHa po3ainuTu: 1) Ha JiMbounTapHy; 2) Jim-
dorutazMounTapHy; 3) mIa3MOKITUHHY [4—7].

Kutiniyni nposisu MI' moB’s13aHi: a) 3i 30UIbIIEHHSIM
OyXJIMHHOI Macu; 0) matoJjiorivnumu epexramu 1.

MoHoKI0OHa/IBHI raMmararii XapakKTepu3ylTbCs Ce-
KpeLli€l0 11iJIorT0 MOHOKJIOHAJBHOTO iMyHOIJIOOYJiHY abo
iioro pparMeHTy 3 nmomyJisiuii B-kiituH, aim@ouutapHoro
200 MIa3MOILMTAPHOTO MOXOMXKEeHHS. [HOI BUiIEeHU I MO-
HokJioHanbHUI 1" BignoBigae 3a MOIIKOIXKEHHS OpPraHiB,
MpOTe HAYaCTIllIe ypaXkaeTbCss HUPKA.

[upokuii cniekTp HedpomaTiii acollitoETbCS 3 MO-
HOKJIOHAJIbHUMU TraMmarartissMu, TIpoTe IepeBaxkHO
ypaxaroTbcs KJIyOOuku. 3a OCTaHHI TPU JECATUIITTS
CIIeKTp MoOHOKIOoHanbHUX II-3B’sa3aHmx HedpomaTiit
PO3ILIMPUBCS i3 BU3HAYEHHSIM HOBUX (pOpM, BKIIIOUAIO-
4y XBOpOOy BimKJameHHs Baxkux jgaHiioriB (XBBJI),
riaoMepyiomnatiio C3, TpoMOOTUYHY MiKpoaHTionaTiio Ta
npoiidepatuBHuii riaomepyiaoHedput (I'H) i3 Bigkia-
NEeHHSIMU JEeIMO03UTiB MOHOKJIOHAJIbHUX iMyHOTJI00YJIiHiB
(MIITHMII) [7-9]. CyyacHa knacudikallisi MOHOKJIO-
HaJbHUX TaMManariii peHaJbHOTO 3HAYCHHs IOJaHa B
Tabu. 1.

HupkoBi yckiiagHeHHs, MOB’s13aHi 3 MOHOKJIOHAIbHU-
mu 1T, 3a3BMyaii BAHUKAIOTh Y MALli€EHTIB i3 MJISIBUM Tepe-
06iroM reMaToJIOriYHUX MOpPYILIEHb, IO HE BIAMNOBINAIOTH
IaTHOCTUYHUM KPUTEPisIM CUMITOMATUYHOI MHOXKMUHHOIL
MiesloMu abo B-kiiTuHHOI JiMomMu Ta 3a3BUYAid MPOSIB-
JISIIOTHCS aHAJIOTIYHO MOHOKJIOHAJIbHI TaMManaTii HeBU-
3HayeHoro 3HaueHHs1 (MI'H3). Lle Bkasye Ha Te, 110 He-
(PPOTOKCUYHICTh BUHMKAE HE Yepe3 IIBUAKICTb CEKpelil
IT, o BimoOpaxkae IMyxJIMHHE HaBaHTaXK€HHSI, a, CKOpiIlle,
yepe3 BHYTPIIIHI MAaTOreHHI BJIACTUBOCTI CAMOIO MOHO-
kiaoHanbHOro IIT BuHsiTKOM € HedpomnaTisa 3 BigkiaaeH-
HSIM JIETKUX JIAHLIIOTiB, 1110 HE3MiHHO BUHUKAE B KOHTEKCTI
MHOKWHHOI Mi€JIOMHU BeJIMKOI Macu (pidiie — MaKporJjo-
OyniHeMii BaabaeHcTpema) Ta 3a3BMUail CyITPOBOIKYETHCS
XapakTepHUMU it Miesomu cunapomamu CRAB (C —
rinepkainbliiiemis (hypercalcemia), R — ypaxkeHHsT HUPOK
(renal insufficiency), A — aHeMist (anemia), B — ypaxkeHHst
Hupok (bone lesions) [11, 18].

Jani KJIiHIYHUX AOCIIKEeHb IIOA0 Pi3HUX TUIIIB 3a-
XBOPIOBaHb HUPOK, ITOB’sI3aHUX i3 MOHOKJIOHATbHUMU 1T
NIEMOHCTPYIOTb, 1110 MpUTHIYeHHs TokcnuHux II" 3a3Buyait
MIPU3BOAUTD 10 MOJIIIIIEHHS HUPKOBUX CUMIITOMIB, a iHO-
Ili 1 10 TIOBHOTO 3HUKHEHHS, SIKIIO JiKyBaHHSI po3noyare
IO PO3BUTKY HEOOOpOTHUX (PiOpo3HUX 3MiH [12].

Jlo HemaBHBLOTO Yacy uepe3 BiACYTHICTb KpUTepi-
iB CMMITOMATUYHOTO TE€MAaTOJOTIYHOTO 3aXBOPIOBAHHS
MalieHTH 3 MOHOKJIOHajJbHUMU II-acouiiioBaHuMU He-
(ponatisiMu yacTo 3a3HaBaJM TPYIHOILIB 3 OTPUMAaHHSIM

KnoH B-knituHu
Mna3amatnyHa KnituHa
B-nimcount
JNimcponnasmoumt

v

3nosKiCHUI KNOH
(6inbwa nyxnuHHa maca)

— MHOXWHHa mienoma (MM)

— XPOHi4yHMI nimdonerikos (XJ1J1)

— makpornobyniHemis BanbgeHctpema (MB)
— B-kniTuHHa nimgoma

| KniHi4Hi nposBun |

/\

v

He3nosKicHMI KNoH
(Mana nyxanHHa maca)

— MI" HeBUu3Ha4eHoro 3Ha4veHHs (MITH3)

— MOHOKIOHaNbHUM B-KNiTMHHWI nimdoum-
T03 (MBJ1)

— IgM-MI" HeBM3HA4YEHOro 3Ha4YEHHS

/\

| KniHi4Hi nposBu | | Bes kniHi4HMX nposBiB

Y !

MporpecyBaHHsa nyxnuHu || MporpecysaHHs MyXVHU +
echekTU NnapanpoTeiHy

HedpoToken4Hum HeTokcuyHuin ans
napanpoTeiH HUPOK napanpoTeiH

CRAB ¢ ¢
MDE YpaxeHHs1 HUPOK
JlimcbageHonaTis npy MM, XJ1J1, MB, MoHoKnoHanbHa ram- MIH3
CnneHomeranis B-kniTuHHIM nimdpomi, mManartisi peHasnbHOro IgM-MI'H3
AHewmis edeKkTn napanpoTeiny 3HaYeHHs MBIJ1
\d \4 Y \d
| KJIOH-OPIEHTOBAHE NIKYBAHHS | | Cnocrepexenns

PucyHok 1. MoHoknoHanbHa ramMmanarisl T1a ii K/iHi4Hi BapiaHTn
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BinnoBigHoi XiMioTeparii. [lToMiTHUI TTporpec y JiKyBaHHi
OyJI0 IOCSTHYTO 3 YBEAEHHSIM KOHIEMIii MOHOKJIOHAb-
HOI raMmariatii peHaJIbHOro 3Ha4eHHsI, sIka TUdepeHILitoe
KJIiHIYHI cUTYyallii po3BUTKY HedponaTiii, BUKJIMKAHUX He-
0e3MeYHMU HeBEJIMKUMU KJIOHaMUW B-KJTiTHH, Bif cuTya-
uii MI'H3, o He xapakTepusy€eThcsl OyIb-SIKUM MOIIKO-
IKEHHSIM OpraHiB-MillieHel [2].

HemonaBHo Oyin0 BBeZeHO TEpMiH «MOHOKJIOHAJb-
Ha raMMarmnarisi KiiHiuHoro 3HadeHHs» (MI'K3). MI'K3
OXOILTIOE BCi TUIM ypaxKeHb OpraHiB, BUKIMKAHUX MOHO-
kinoHanbHUMHU II, 110 MpoOAyKyIOThCS O€3CHUMIITOMHUMU
KJIOHaMU Manux B-kimiTuH, sKi He MalTb KpUTEPiiB I
XiMioTeparii, yepe3 mpsiMi (BiaKIaaeHHs B TKAHMHU) abo
HemnpsiMi MeXaHi3MHu, BKJIIOYAalOYM AaKTUBHICTb aBTOAH-
TUTiJI, YTBOPEHHSI IMyHHOIO0 KOMILJIEKCY ab0 aKTUBAILlilo
KoMmIuieMeHTy [11].

ITaTomopdonoriuna knacudikaiiist MI'P3-Hedpomnariii
pO3pi3HAE ypaxkeHHsS HUPOK (KIIyOOYKOBi ab0 TyOynoiH-
TepPCTHUIIiaJIbHI) 3a CKJIAJIOM BiIKJIa[IeHb Ta iX YIbTPaCTPyK-
TYpPHUM BUIOM. [JIOMEpYISIpHI TTOIIKOIKEHHS:

— TJIOMepyJIoIarii 0e3 MOHOKJIOHAIbHMX BinkiaameHb 1
(TpoMOOTMYHA MiKpoaHTiomaris Ta mioMmepynomnatis C3),
IpyU SIKUX MOHOKJIOHAJbHI iIMyHOIJIOOY/IiHM HEe BUKJIMKA-
I0Tb MOIIKO/KEHHS 1IJIIXOM CBOTO BiKJIAJAE€HHS, a, CKO-
pillie, aKTUBI3YIOTh aJIbTEPHATUBHUI 1IUIIX KOMITJIEMEHTY;

— IJIOMepyJIoIarii 3 opraHi30BaHUMU MOHOKJIOHAJIb-
HuMmu BigkinaneHHsmu I, Bkmovaroun I aminoinos, imy-
HotakToinHuii ['H ta kpiorsodyninemiynuit 'H;

— TJIOMEPYJISIPHI 3aXBOPIOBAHHS 3 HEOPraHi30BaHUMU
MOHOKJIOHaTbHUMU [T, TiepeBaxkHO TIpeacTaBleHi MOHO-
KJIoHaNIBHUM BinknananHsaMm I tuny Panpanna (MIDD),
10 PO3AUISIETHCS Ha XBOPOOY BiIKJIaIeHHST JIETKUX JTaHIII0-
riB (XBJLJI), xBopoOy BigKiIameHHSI BaXKKWUX JIAHIIIOTIB Ta
XBOPOOY JIETKMX Ta BaxXKUX JaHIoriB. [IpomidepatuBHmit
riioMmepynoHedput (I'H) 3 BinknageHHSIMU I€TIO3UTIB MO-
HOKJIOHaJAbHUX iMyHornoo0yaiHiB (ITTHMIJL) € octanHiM
OIMMCAaHWUM TUIIOM Y LIili TPyTIi.

[IponicdepatuBHuil riioMepynoHedpUT i3 BiaKIageH-
HSIMU JI€TIO3UTIiB MOHOKJIOHAJbHUX iMYHOIJIOOYJIiHIB —
HEIIOJaBHO OMMCaHe 3aXBOPIOBAHHS Y CMIEKTPi MOHOKJIO-
HaJIbHOI raMMaraTii peHaJabHOro 3HaueHHsl. [1aToyoriyuHui
Mpolec 0OMEXYEThCSI HUPKAMU 1 TIPOSIBIISIETHCS XPOHiY-
HOIO XBOPO0OOIO KJIYyOOUKiB, MOPYHIEHHSIM (DYHKIIiT HUPOK
Ta abOyMiHypi€to, iHOMI HeppoTuuHOTO piBHA [13].

Mopdomoriuno TITHMIJI xapakTepusyeTbcst Iiepe-
BaxkHO MemOpaHo-TipodidpepatuBauM ['H, pimme 3ycrtpi-
yaThesl eHmokamiursipHuii ['H, mesaHriomposidepaTuB-
nuit 'H ta atunosuit Mem6pano3Hnuii I'H [8, 9].

III'HMI/I € pinkicHUM 3aXBOPIOBaHHSIM, SIKE€ MIEPEBaXK-
HO OMMCYETHCS Y MPeACTaBHUKIB €BPOINEOIAHOI pacu, 0e3

Tabnuys 1

Knacwudikauis Tun/npupopaa BigknageHb

Cknap genosuuin/

Tun Hedoponarii BiOKNaAEHb

MikpoTy6ynsapHi Bigkna-
OeHHs

YpaxKeHHs HUPOK i3 Ae-
nosuLieto opraHisoBaHmx
iMyHOrnoo6yniHis

IgG (IgG3++)
IgA, IgM
(k>A)

Kpiorno6yniHemia 1-ro tuny

IgM anti-IlgG
IgA anti-IgG
IgG anti-IgG
(x>A)

Kpiorno6yniHemis 2-ro tuny

IgG1, IgG2, IgG3

IMyHOTakTOigHun MH (x> %)

®Di6punapHi BigknageHHs
(mo3uTMBHI Npn 3a6apBneH-
Hi KOHFO YepBOHMM)

Jerki naHutoru (A > x)

Awminoinos Baxki naHutoru (y1, v4, o)

KpucTtaniyHi (Crystalline)

CuHgpom dDaHKoHI TNerki naHutorn (k > A)

Ty6ynsipHa HedpponaTis Jerki naHutoru (x = A)

XBJ Jlerki naHuoru (x > A)
I3 BigknapgaHHam II" Tuny -
Panganna XBBJ1 Baxki naHutoru (y > o)
LHCDD Jlerki Ta BaXkki naHuorm
YpaxeHHs HUPOK i3 Aeno- . .
3ULLIEI0 HeopraHi3oBaHMxX MakpornoGyninemisi Banb- IgM
iMyHOrnoo6yniHis AcHcTpema
Non-Randall amorphous 19G (I9G3++, k> 1)
deposits
MAOrHMIA IgM, IgA
TinbkW nerki naHuru
MmomepynoHedput C3,
Amorphous C3 deposits DDD (dense deposit C3
YpaxeHHsa HUPOK 6e3 ferno- disease)

3uyii 1M
Bes penosuii (Tpom60TNY-

Ha MiKpoaHrionarisi)

ATNOBUI reMOnNITUYHNIA
YPEMIYHWIA CUHOPOM
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reHaepHux BinMiHHOCTei. YacToTa MOP(hOJIOriUHUX BEPU-
dikaniit konmuBaeTbes Bim 0,17 mo 3,7 % [8, 14], mo y BiciMm
pasiB HUXKYE, HIXK MPU aMiIoi03i 3 BIAKJIAJEHHSIM iIMyHO-
IOOYIMiHIB Jlerkux JaHioriB (AL), i y nBa pa3u Huxue,
Hix npu II" Tuny Panmamna (Randall-type monoclonal Ig
deposition disease, MIDD) [15]. CepenHiit Bik Ha MOMEHT
3aXBOPIOBAHHSI CTAHOBUTbL 55 POKIB, ajie XBOpoba Moxke
BUHUKHYTU B OyIb-sKoMy Billi. banusbko 20 % mauieHTiB
crapuri Big 70 pokiB. Y manieHTiB BikoM moHan 20 pokiB
yactora [ITHMIJI nipu Giomncii ouiHooeTsest B 0,8 %, me-
pPeBaxkHO CIIOCTEPiraloThCsi MOHOTUITHI BinkiageHHsa I1gG3
[16].

IITHMIJI y 6inbiiocTi BUNAAKIB € BUKITIOUHO HUPKO-
BUM 3aXBOPIOBAHHSIM, 6€3 €eKCTPAHUPKOBUX YPAXKEHb, i3 [1e-
nosuiiero MoHOoTUITHUM [T B kimy6oukax. Hupkosi mposiBu
HecrielM@iuHi Ta pi3HOro CTymneHsl BupaxeHocTi [8, 17].
Ha MomMeHT Giorcii mpoTeinypist 3a3BMuaii mocTiiiHa, cKia-
JAETHCS TIEPEBAXKHO 3 AIbOYMiHY Ta CTAHOBUTH > 3 T/m00Y
y 70 % nanieHTiB. Maiixe TOJIOBMHA TAlli€EHTIB MAlOTh He-
dpotrunuUit cuaapoMm, a'y 60 % BU3HAYAETHCS MUDY3IHUN
HaOpsk. [emarypist, iHOOI MaKpOCKOITiYHA, BUSIBISIETHCS
y 80 % Bunankis. [IBi TpeTUHM TMALli€HTIB MalOTb HUPKOBY
HEIOCTaTHICTD, i3 BUXigHOoIO cepeanboio IIIK® 36 mi/xB/
1,73 M2, < 10 % xBopMX MOTPeOYIOTh Mializy Ha MOMEHT
BCTaHOBJIEHHSs aiarHo3y [8]. IBuako nporpecytounii T'H
€ PiAKICHMM Ta BKa3ye Ha TSKKi eHIOKaMiIsSIpHi Ta eKCTpa-
KanisipHi npostipepaTUBHI ypaskeHHSI.

KAiHiYHMIM BUNOAOK
Me3aHrionpoAipepaTMBHoro
FAOMGpYAOHe(prITY 3 Aeno3nTtamm
MOHOKAOHAABHUX iIMYHOTAOGYAIHIB
INamienTka O., 35 pokiB, 3BepHYy/Iach Ha KOHCYJIBTALIiIO
3i ckapraMm Ha TnepudepudHi HaOpsSKU, BUPaXKeHy cliad-
KiCTh, 3aAUILKY, 3HVKEHHSI TeMITy Iiype3y, MiIBUILEHHS
aprepiajibHOTo TUCKY. BBaxae cebe xBopoto 3 ceprHs 2019
POKY, KOJIM ITiC/Isl MePEOXOJOMKEeHHS 3’SIBUIMCH O3HAKU
uuctuty. JlikyBanacss aMOy1aTopHO B Jlikapsi-ypoJiora, i3
MO3WTUBHOIO JIMHAMIKOI. 3 BEpecHs 3’SIBWJIMCSI HAOPSIKU
TOMIJIOK, $IKi IIBUAKO IMOIIMPIOBATIKCS 1O BCiX KiHIliBKAaX.
Byna rocniranizoBana no Inctutyry reparii imeni JI.'T. Ma-
soi 17.10.2019, ne micasa oOcTeskeHHST BCTAHOBJICHUIA JTia-
THO3 «TrOCTpuii riomepyioHedput. Hedbpornunuii cuH-
npom». [Ipr3HavyeHo JTiKyBaHHS: MiKOoheHOoIaTy MO(ETHI

2 rpamu 3 21.10.2019. Ha T1i Tepamnii 6i10K y cedi 3HU3UB-
csa 39 no 1 r/a. TalieHTKa KOHCYJAbTOBAaHA TeMaTOJOTOM
(TpoBeieHa CTepHalbHA IYHKIisI, JAaHi 3a MieJaoMmy Bia-
cyTHi), 6inok beHc-JIxoHca B ceui +++. [1pu nuHamiv-
HOMY CITOCTEPEXEHHi CTaH TMalliEHTKU OyB CTaOiTbHUM,
npoteinypis 1—1,5 r/no0y. JlonatkoBo Oysio NMpU3HAUYEHO
METWJITIPEAHI30JI0H 8 MT, i3 TO3UTUBHUM e(eKTOM, JI0 T10-
BHOI JIiKBigalii mporeinypii. Yepes 3 micsiri micist BimMiHI
METWITIPEIHI30JIOHY CTaBCS PELIMINB 3aXBOPIOBAHHS, CTAH
MOTipIIyBaBCsI, HAPOCTAaB HAOPSIKOBUI CHMHIAPOM, IOTip-
HIEHHST KOHTPOJTIO apTepiaIbHOTO TUCKY, 3HKEHHS TEMITY
Niypesy, y 3B’SI3KY 3 UMM 3BE€pHYJ1ach Ha KOHCYJIbTAlIilo.

3 aHaMHe3y BiIOMO: Yy Mali€eHTKU y 12 pokiB OyB Bu-
BMX Ta30CTETHOBOT'O CYIJIo0a, Mic/si 4YOro NialrHOCTOBaHUI
KOKCapTpo3, SIKMI YCKJIaJIHUBCS aCENTUYHUM HEKPO30M,
110 3aT0I0BaBCs YITPOJOBXK 2 POKiB; OMiKoBa xBopoba (36 %
Tina) y 9-piuHOMY Billi.

O0’eKTMBHO: CTaH MAlliEHTKU CEPEeIHbOI TIXKKOCTI.
Ilkipa 6miga, micnsionikosi mpamu. HaOpsikoBuii cuH-
IPOM — BEpXHi Ta HIKHI KiHIIBKU, TYJIyO, XKUBIT, Tigpo-
Topakc. OuiHKa IMOKa3HUKIB XUTTEMISUILHOCTI: apTepiaib-
Huii Trck 150/90 mm pr.ct., YCC 100/xBununy, YAP 22/
XBUIMHY. [lanbrnatopHo — y mpaBiil 3MyXBUHHINA TiISHIL
MMaJIbITyETHCS HUPKA, TOMipHO OOJIicHAa.

JaHi o0CTeXXeHHs 10 JTiKyBaHHSI HaBeIeHi B Ta0JI. 2.

[MauieHTui npoBeneHa HepoOiomcis.

[Tpu maToMopdoJoriYHOMY IOCTiIKEHHi BUSBJIEHO: Y
GionTaTax HUPKU 10 12 KIIyOOUKiB, BOHU Pi3HOTO pO3Mipy,
OKpeMi 30iJbIIeHi 3a paXyHOK sIK nudy3HOI npomideparii
Me3aHTiaJlbHUX KJIITUH, HAOpsIKy Ta CErMEeHTapHOI Ipo-
Jidepanii eHmoTeTAIbHUX KIIITUH, Tak i (HiOpMHOITHUX
3MiH, B iHIIMX KIyOOUYKaX — HepiBHOMIpHA (IIepeBaKHO
BiI c71a0KO 10 MMOMIpHO BHpaxkeHoil) Ipoidpepaliis Me3aH-
riaIbHUX KJITUH, CETMEHTApHO — HAOpsSK €HIOTesialb-
HUX KJIITMH, YaCTMHA KaNiUISIpHUX TeTeb iH(iIbTpoBaHa
MOHOLIMTAMU, HEPIBHOMIPDHO BUpPaXeHe 30iJbLIECHHS Me-
3aHTiaJIbHOIO MAaTPUKCY, B OKPEeMUX KJIyOOUYKax HEBEJMKi
TISTHKY CETMEHTApHOTO CKJIepOo3y, sIKi MaloTh TEHACHIIiI0
JIO HOZLYJISIPHOTO XapakTepy (puc. 2).

Y yacTuHi KaniJIipHUX MeTe/b HA0OPSIK, Yy BCiX KIIyOOU-
Kax HEpiBHOMipHE, Pi3HOTO CTYITEHST BUPAXKEHOCTi TTOTOB-
IIEeHHS, Y YaCTWHI KJIyOOUYKiB pPO3IIEIICHHS 0a3ajbHUX
MeMOpaH KamiisipiB, oKpeMi KarlliJisapHi TeTIi mpakKTUYHO
HEe 3MiHEHi, TOYKOBi 3pOIICHHS NepudepruIHMX Kaili-

Tabnuys 2. Pesynbrat o6CTEXEHb [0 NiKyBaHHS

lNMoka3HuK (KpoB) Pesynbtar Moka3Huk (ce4a) Pesynbrat
KpeaTuHiH 42,1 MKMoOnb/N Ho6osa npoTeiHypis 3,5 r/poby
LLK® (CKD-EPI) 127 mn/xs/1,73 M2 Anb6yMmiHypis 1000 mr/r
CeyoBuHa 4,0 mmonb/n Jenkountn 3-5y noni 3opy
CeyvoBa kucnorta 174,3 Mkmonb/n EputpoumnTtn 0-1y noni 3opy
3aranbHuin 6inok 44,4 r/n Lnningpwm BigcyTHi
Anb6yMiH 16,15 r/n Enitenin nnacknin HeBenuka KinbkicTb
Anb6yMmiH 19,8 % Coni Hemae
LLIOE 13 mm/rop, NMnToma Bara 1010
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JISIpPHUX MeTenb i3 Karcynow boymeHa, y 7 Kiyboukax —
Y3/I0BX BChOTO MEpUMETpPa; B MPocTopi Karcyau boymeHa
YacTUHU KyOOuKiB OiKOBi Macu, (piOpUH, HEpiBHOMIpHO
BUpaXeHE TMOTOBIIEHHS 0a3aJibHOI MeMOpaHU Karcyiau
Boymena, B okpeMux KJyboukax BUpaxKeHe 3a paxyHOK
ckyepo3sy (puc. 3).

Y KaHajblsgX pi3KO BUPAXEHi NereHepaTWBHI 3MiHU
(32 TUTIOM 3€PHUCTOI, BAKYOJbHOI, HA OKPEMUX JUISTHKAX
riaJliHOBO-KparjiMHHOI AUCTpodii), HEKPO3 TPyn KIITUH
eTiTeNilo, OIITHKY aTpodii eImiTenio 3 MOTOBIIEHHSIM Ty-
OynsipHOi 6asanbHOI MeMOpaHu (10 10 % 06’eMy Gionrarty).
Y npocTopi KaHaNIbIIiB — OiIKOBI Macu, 3/IyIIEHUI eIliTe-

’ i i 2 R = : . 5
PucyHok 2. Y kny604Ky HepiBHOMIpHa c/i1abko
BUpaXkeHa npoJsiighepaujis me3aHrianbHUX KJiTUH,
Habpsik eHBoTeNiaNbHNUX KJiTUH, CerMeHTapHa
iHgbinbTPaLis MOHOLUMUTaMU KaninspHUX netesb,
AiNsHKN cerMeHTapHoro Me3aHriaZlbHoro cksepo3sy,
BUpaxKeHi fereHepaTnBHIi 3MiHW B eniTenii KaHanbyis,
Habpsik ctpoMu. 3a6apBJIeHHS reMaToOKCUITIHOM Ta
€03UHOM, 36isbLUeHHs X200

-

C D

adlr : oo ) 19 A5
PucyHok 3. Y KaninspHux netnsix Habpsik,
HepiBHOMipHe NMOoTOBLEHHS, CerMeHTapHe
poa3LyenseHHs1 6a3anbHUX MemMbpaH Kaninspis,
TOYKOBI 3pOLYEeHHS neprughepndHUX KaninsapHUxX
neresb i3 karicynor boymeHa, HepiBHOMIpHe
noroBLYeHHS 6a3anbHoi MembpaHu kancynn boymeHa,
BUpaxKeHi gereHepaTnBHIi 3MiH1 B eniTenii KaHanbyis.
PAS-peakuisi, 36inbLueHHs X200

JIiiA, MPOCBIT YaCTUHU KAHAJIBLIIB Pi3KO 3MEHIIICHUI Ta/ab0
BIICYTHill 32 paXyHOK BUPaKeHUX AereHepaTUBHUX 3MiH B
emirenii (puc. 1, 2). Y crpomi — HaOpsIK, AUISHKA iHTEp-
cTULiaIbHOTO (hiOPO3Y, y TOMY YMCJIi il MEpUBACKYISIPHOTO
(mo 10 % 06’emy GiomTaTy), BOTHUINEBI JTiMoricTionuTap-
Hi KJIITUHHI iHQinbTpaTH. Y cyamHax pi3HOro Kajaiopy —
TMOTOBIIEHHST CTIHKM 3a paXyHOK JMCMYKOIIO3y, B OKpe-
MUX — o3HaKu (pidpuHoinHOTO HeKpOo3y. [1pu 3abapBaeHHI
KOHTO YepBOHMUM HeTaTMBHA peakiiist (puc. 4).
ImyHoricToxiMiune mocmimkeHnHs: nerosutu IgA (me-
peBaxkanHs) (puc. 5), IgG, IgM, C3: y kiyboukax He-
PiBHOMIpHi CerMeHTapHi IpaHyJ/IsIpHi AEMO3UTH B ME3aHTi-
aJIbHIil 30Hi, Y300BX €HAOTeNil0 KamiisapiB Big + g0 ++,
Y CTPOMi MixX KaHaJIbIISIMU; Y TIEPUTYOYISIPHUX KaITiisipax
JIETIO3UTIB Bif + 10 ++, B eniTes1ii YaCTUHU KaHaJIbLIiB Ae-
IO3UTH Y BUTJISIA 3epHUCTOCTI Bix + no ++. Clq: HeraTtus-
Ha excrpecis. CD20 (B-aimdbonuTn): BiacyTHi MO3UTUBHI

PucyHok 4. HeratuBHa peakuisi B Kiiy6o4Kax, y CTPOMi,
cyanHax. 3a6apBrieHHs1 KOHIO YepBOHUM, 36i/bLUEHHS
x100

%’*\ e >&/“-

MCYHOK 5. Y Knly604Ky cerMeHTapHi rpaHynsipHi
Aeno3nTu B Me3aHriasibHivi 30Hi, y340BX eHhoTesio
Kaninspie 4o ++, y CTPOMI MiX KaHanbysmu; y
nepuTyeynsapHUX Kaninspax Aeno3nTis Big + 4O ++,
B enlitenii YacTUHN KaHanbyiB Aerno3nTn y BUrnsagi
3epHUCTOCTI Ao +. IMyHoricToximiyHe gocnigXXeHHs1 4o

IgA, 36inbLueHHs X200
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B-nimpouuT. AA-amijioin: HeraTMBHA €KCIIPECis B KITy-
0OOouKax, CTiIHKaX CyIuH, CTPOMIi.

Jlerki aHIOrd iMyHOTJI00YJTiHY THITY K Ta A: 1€MO3K-
TU K-JIETKUX JIAHIIOTIB iMyHOTJI00yJTiHy (epeBakaHHs): y
KJTybOUKax cerMeHTapHi rpaHyJIIpHi TEMTO3UTH B3IOBX Ka-
MISIPHUX TIETeJIb Bill + 10 ++, B OKpeMUX MOTOBILIEHUX Ka-
MUISIPHUX TIETJISIX 10 +++, IeMo3uTH B Me3aHTiabHiil 30Hi
Bim + mo ++, BOTHUILIEBO JEIIO3UTHA B CTPOMI B IEPUTYOY-
JIIPHUX KalTiJisgpax Big + oo ++, B ermiTesii KaHaJIbIIiB Ie-
MMO3UTH Y BUTJISIAI 36pHUCTOCTI Bix ++ g0 +++ (puc. 6, 7).

ITaTomopdomoriuamii  miarHo3: MesaHriornposidepa-
TUBHUI riioMepyioHedpuT (i3 mepeBakaHHSIM ACTO3UTIB
IgA, menmow wmipow IgG, IgM, C3-dpaxkiii kKomruie-
MEHTY) 3 BUPAXXEHUM TYOYJSIPHUM Ta CJ1abKO BUPAXKEHUM

iHTepCTULiaIbHUM KOMIIOHEHTOM, SIKMi moTpedye aude-
PeHIIiaJIbHOI iarHOCTUKM IIOAO 3MiH y HUpPKax IMpu He-
aMiJIOINHIA ¢opMi BiIKJIageHHSI MOHOKJIOHAJIbHUX iMY-
HOTOOYiHIB — xBopo6i sierkux JyaxioriB (Ligh Chain
Deposition Disease), sika BXOOuTh 00 YUCIIa XBOPOO i3
MOHOKJIOHAJIBHOIO JIeTT03U1i€t0 iMmyHorooyniHiB (MIDD,
Monoclonal Immunoglobulin Deposition Disease).

Cryninps xpomnizamii (Sethi et al., 2017) — CG 2 (mild
chronic changes, 2 6ann): riomepynockiepos (GS) 0, iH-
tepcTulianbHuii piopos (ID) 1, TybyasipHa atpodist (TA)
1, aptepionockiepos (CV) 0.

Ilicnsgs orpumaHHS naHuUX Hedpobiomncii 10IaTKOBO
MpU3HAUYEHO BU3HAUEHHSI MapamnpoTeiHy B KpoBi i cedi
(Tabm. 3).

Tabnuys 3. BusHa4eHHs napanpoTeiHy B KpoBi Ta cedYi 4o NiKyBaHHSs

MNMokasHuk Pesynbrar PechepeHTHi 3Ha4eHHsA
Kpos
IgA, r/n 3,51 0,7-4,0
IgM, r/n 2,24 0,4-2,3
19G, r/n 6,68 7,0
BinbHi nerki naHutoru imyHorno6yni-
HiB TMNy Kanna, r/n 4,82 1,38-3,75
BinbHi nerki naHutorn imyHornooéyini-
HiB TMNy namoéga, r/n 3,12 0,9-2,42
CniBBigHoLUeHHs Kanna/naména
Ceuva
BinbHi nerki naHutoru imyHornoo6yri-
HiB TNy Kanna [M03NTMBHO +++ HeratusHo
BinbHi nerki naHutoru imyHorno6yni-
HiB TUNY NSM6aa [MO3UTUBHO ++++ HeratusHo

»

PucyHoK 6. Y Knyb6o4kax cerMeHTapHi rpaHynspHi
Aerno3nTu B3A0BX KaninspHux netesb Bif + 40
++, B OKPeMUX MOTOBLUEHUX KanifisipHUX neTsisix

A0 ++, OKpPeMi eno3nTy B Me3aHriasbHiv 30Hi o

+, Y CTPOMi B NepuTybynsapHUX Kaninspax go +, B
enitenii KaHanbyiB 4eNO3UTHN Y BUITISIAI 3€PHUCTOCTI
A0 ++. ImyHoricToximidHe gocnifgXeHHs1 4O \-Nerkux

JNlaHyoriB iMyHOrno6yniHy, 36inbLieHHs x200

Lemce

PucyHOK 7. Y Kniyb6o4Kkax cermMeHTapHi rpaHynspHi
Aerno3nTn B3[0BX KaninsipHux rnetesb [o ++, B
OKpEeMux rnoToBLUEHUX KaniNIAPHNUX NeTIAX JO +++,
Aerno3nTn B Me3aHriasbHivi 30Hi 4O ++, y CTPOMI
B NepuUTy6YNSiPHUX Kaninsapax go ++, B eniresii
KaHasnbUiB [erno3uTy y BUrNAhi 3epHUCTOCTI 4o
+++. IMyHOricToximiyHe gocnigXeHHs Ao K-JIerkux

JNlaHyroriB iMyHorno6yniHy, 36inbLueHHs <400
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Tabnuys 4. AQuHamika nabopaTopHUX NoKa3HUKIB Ha TJ1i Tepartii

Mokas3Huk 1- Micsiub 2-1 micaub 3-1 micsaub

Kpos

KpeaTuHiH, MKMonb/n 55,9 54,3 65,2

LLUK® (CKD-EPI), mn/xs/1,73 m2 127 128 121

Ce4oBuHa 3,2 2,4 2,7

CeyoBa kucnora, MKMOsb/Mn 161,8 155,9 133,6

3aranbHun 6inok, r/n 46,6 60,9 70,4

AnbBYMiH, r/n 19,2 29,4 429

AnbOYyMiH, % 34,9 41,3 60,7

LLIOE 13 12 17

J11 Tvny nam6épa 2,12 He 3HarpeHo He 3HanpgeHo

JUT Tmny kanna 3,87 He 3HanpeHo He 3HangeHo
Ceua

[o6oBa npoTeiHypis, r/noby 1 0,044 MeHwwe 0,03

Anb6yMmiHypisi, Mr/r 567,8 221,4 21,9

JI1 tvny nam6pa ++ He 3HanpgeHo He 3HanpgeHo

J11 Tvny kanna ++ He 3HarpeHo He 3HanpgeHo

BpaxoByrouu naHi o0cTexeHb, OyB yCTAHOBJIEHUI [lia-
rHo3: XXH I cr.: Me3anTrionpoidepaTUBHUI TJIOMEPYJIO-
Hedpur (IgA, IgM, IgG) i3 nerno3utaMu MOHOKJIOHATBHUX
imyHornoOyniHiB (JIJI Tuny nsiM6aa Ta karnna). Hedporna-
HUI cuHApoM. XBOpoOa JeTKMX JTaHIIIOTiB.

JlonatkoBO peKOMEeHII0BaHa KOHCYJBTAllisl TeMaToJIo-
ra, KOHCYJIbTallis Kapaiojora (i3 MeTOI0 BUKJIIOUeHHST ypa-
JKEHHSI Ceplis).

ITpu3HaueHa Teparis: METUINPEIHI30I0H 48 Mr/mno0y;
nyJbc-Tepanis uukiaodocdamigom 1 r/micsib, Ne 3, aue-
TWICAJILIMIIOBA KKUCJIoTa 75 Mr/mo0y, BaicaptaH 40 mr, To-
pacemin 10 mr/mo0y.

Ha T7i Tepanii cTaH nmaui€eHTKM 3 MO3UTUBHOIO TMHA-
Mikoto. [loBHMIT perpec HAaOPSIKOBOTO CUHIPOMY, apTepi-
aJIbHUI TUCK CTaOimbHU, He nepeBuliye 120/80 MM pT.CT.
JnHaMika 1abopaTopHUX TTOKA3HUKIB Mi/ Yyac Tepartii mo-
naHa B Ta0i. 4. [lamieHTKa KOHCY/IbTOBaHA Kap/ioJIoroM,
ypaxxeHHs ceplisi BukioueHe. KoHcynprailisi remarosora:
XBOpOOa JIeTKMX JaHIoTiB. PekoMeHmoBaHO: TpemaHo0io-
ICis KiCTKOBOTO MO3KY, peKTaJibHa OioICis, mpoTe Bpa-
XOBYIOUM, IO MAalliEHTKAa OTPUMYE Teparilo, pe3yabTaTu
MOXYTb OyTH He iHhopMmaTuBHUMU. KOHTpoJb mapampo-
TeIHy KPOBi Ta cedi B AMHaMilli Teparii. Ax Tepamis (Imicist
OTPMMAHHS1 PE3YJIbTATIB JOCIIKEHHS) MOXYTb OyTH pO3-
JISIHYTI: 60pTe3oMi0, iMyHOoMonmyaaTopHi jgiku, BAXT +
ATTCK.

BucHOBKMU

1. MoHOKJIOHaJIbHA TaMMaraTisi peHaJIbHOIO 3HA4YeH-
HS — 1le He CaMOCTiliHe 3aXBOPIOBaHHS HUPOK, HE XpO-
HIYHMIT TTIOMepYTOHePUT, a CTaH, MPU IKOMY YpaskeHHsI
HUPOK BTOPUHHE II0I0 KJIOHAIbHOI B-KiIiTMHHOI mpoJti-
deparii. Inmmmu cnosamu, MI'P3 — nepenmnyxinHHe 3a-

XBOPIOBaHHS B TTOEAHAHHI 3 XpPOHIUHOIO XBOPOOOIO HUPOK,
1[0 TTOTpeOy€e HeTaitHOro MOYaTKy JIiKyBaHHSI.

2. IlpomidpepaTuBHMIT TIIOMEPYIOHEeDPUT i3 BimKiTa-
NIEHHSIMU  JIETIO3UTIB  MOHOKJIOHAJIbHUX iMYHOIJIOOYITi-
HiB — HEUIONAaBHO OIMCAaHE 3aXBOPIOBAHHS y CIEKTpPi
MOHOKJIOHAJIBHOI TraMMaliaTii peHaJbHOrO 3Ha4YeHHS.
[NaTonoriynmii mpoiec 0OMEXYETbCS HUPKAMM i TIPOSIB-
JISIETBCSI XPOHIYHOIO XBOPO0OOIO KIIyOOUKiB, MOPYIIEHHSIM
(¢YHKIIII HUPOK Ta aJbOyMiHypi€lo, iHOMI HeDPOTUIHOIO
piBHs. JliarHOocTMKa MOHOKJIOHanbHMX II'-acouiiioBaHux
HedpoIariii YacTo 3a3HA€ TPYAHOIIIIB, Y 3B’SI3KY 3 UMM He-
¢pobiorcis BupiliagabHa y BCTAHOBJIEHHI JiarHO3Y.

3. CaMe MyJIBTUAMCUMIUTIHADHUI TTiaXia, KOMaHIHA
poboTa remMaTtosoriB, MopdoJoTiB Ta HedpOJIOTiB 3a0e3-
MEeYnTh HAWKpallli MPOTrHO3U, Y TOMY YMCIIi i HUPKOBI, Ta
JTIO3BOJIUTH 3aITO0ITTH TTPOTPECYBaHHIO XPOHIUHOI XBOPOOU
HUPOK /10 TePMiHATBHUX CTaJIii.

Konduikr iHnTepeciB. ABropu 3asBISIIOTH IIPO BiICYT-
HiCTb KOH(JIIKTY iHTepeciB Ta BIacHOI (piHAHCOBOI 3alli-
KaBJICHOCTI IIpM MiATOTOBLIi CTATTi.
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Mesangial proliferative glomerulonephritis with monoclonal immunoglobulin deposits:
why nephrobiopsy is crucial

Abstract. Proliferative glomerulonephritis (GN) with monoclo-
nal immunoglobulin deposits (PGNMIDs) is a recently described
entity among the spectrum of monoclonal gammopathy of renal
significance (MGRS). The disease is renal limited and manifests
in chronic glomerular disease, altered renal function and albumi-
nuria, sometimes in the nephrotic range. Acute nephritic syndrome
is rare. Until recently, in the absence of criteria for symptomatic
haematological disease, patients with monoclonal Ig-related ne-
phropathies often experienced difficulties in getting appropriate
chemotherapy. Noticeable progress in management was achieved
with the introduction of the concept of monoclonal gammopa-
thy of renal significance, which distinguishes the situation of ne-
phropathies induced by dangerous small B-cell clones from that of
monoclonal gammopathy of undetermined significance (MGUS)

that does not feature any end-organ damage. Monoclonal gam-
mapathy of renal significance is not an independent kidney disease,
not “chronic glomerulonephritis”, but a condition in which kidney
damage is secondary to clonal B-cell proliferation. In other words,
MGRS is a precancerous disease combined with chronic kidney
disease that requires immediate treatment. Renal prognosis is poor,
with progression to end stage renal disease in 25 % of patients wi-
thin 30 months and frequent early recurrence on the renal allograft.
However, recent studies indicate that clone-targeted chemotherapy
may significantly improve renal outcomes, opening future perspec-
tives for the management of this rare disease.

Keywords: mesangial proliferative glomerulonephritis; monoclo-
nal gammopathy of renal significance; light chain disease; kappa
light chains; lambda light chains; nephrobiopsy
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