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Fig. 1. Light microscopy. A) PAS-
negative amorphous mesangial and
sub-endothelial deposits; PAS-
staining, x200. B) Nonargyrophilic
deposits; Jones staining, x400.

C) Weak false congophilia; Congo-
red staining, x200. D) Absence of
birefringence under polarized light;
Congo-red staining, polarized light,
x200.

Puc. 1. CBeTOBas MMKpOCKONKUA:

A) OtnoxeHne PAS-HeraTuBHOro
rOMOreHHOro 6eckneTo4YHoro
MaTepuana B Me3aHr1anbHOM

1 cy63HAOTENNANIBHOM
NPOCTPaHCTBax KNybouKa; oKpacka
PAS-peakuus, x200. B) leno3uTbl
He UMNPEerHnpyTCA CONAMU
cepebpa; okpacka rno [KoHcy,
x400. C) Cnabas noxkHas
KOHroUIbHOCTb JEMNO3UTOB;
oKpacka KoHro-kpacHbim, x200.

D) OtcyTcTBUME NyyenpenomneHns
B MONAPU30BAHHOM CBETE; OKpacka
KOHro-KpacHbIM B NONAPM30BaHHOM
cBete, x200.

Fibrillary glomerulonephritis (FGN) is a rare condition, charactetized by the glomerular deposition of non-amyloid
fibrils. Light microscopy (LM) reveals mesangial expansion with weakly eosinophilic PAS-negative and mainly Congo-
negative non-argyrophilic material, or membranoproliferative pattern; and immunofluorescence (IF) demonstrates
predominantly polyclonal IgG, C3 and Clq deposits. These findings, suggestive for FGN, can be confirmed by
electron microscopy (EM), which shows large (diameter 16-24 nm) nonbranching randomly oriented fibrils in
mesangium and along capillary walls [1]. EM was critical to establish FGN diagnosis until 2018, when a new highly
specific biomarker of FGN was identified — DNAJBY, a molecule, belonging to a family of proteins that function as
“co-chaperones” to heat-shock protein 70. DNAJBY is localized in the endoplasmic reticulum in all tissues, and it is
up-regulated by various inflammatory mediators. Pathogenic role of DNAJB9 in FGN remains unknown, presumably
itis related to exaggeration of its physiological role as a stress molecule; anyway, co-localization of DNAJB9 with IgG
and complement deposits is characteristic for FGN and not found in amyloidosis or immunotactoid glomerulopathy
[1-3]. The cause of FGN is not always established, although up to 50% of patients have a history of malignancies,
monoclonal gammopathy, autoimmune diseases, hepatitis C, diabetes mellitus or chronic infections [1, 4].

52-year-old Caucasian male presented with proteinuria and arterial hypertension. 18 years ago, he underwent
inguinal hernioplasty, and same time a perianal fistula was revealed. A year ago, at admission to colorectal clinic,

502 Hedponorun u guanus - T. 24, N2 3 2022



Images in Nephrology Hedponorus B kaptmHkax

Fig. 2. Immunofluorescence and immunohistochemistry. Homogenous-lumpy moderate IgG (A), light chain kappa (B) and light chain lambda (C)
expression co-localized with amorphous deposits; IF on pronase-digested paraffin-embedded sections. D) Marked confluent granular DNAJB9
expression co-localized with amorphous deposits; immunohistochemistry on paraffin-embedded sections, immunoperoxidase method.

Puc. 2. /iMmyHodntoopecLeHTHOe 1 MMMYHOFMCTOXMMIMYECKOe 1cciefoBaHus: fomoreHHo-mbibyaTtasa ymepeHHas akcnpeccus IgG (A), nerkon
uenu Kappa (B) n nerkoi uenu Lambda (C) B y4acTkax oToxeHWsA natonormyeckoro matepuana; I® Ha o6paboTaHHbIX NPoHa30i napaprHOBbIX
cpe3ax. D) BoipaxeHHas rpaHynspHas cnmBHas skcnpeccus DNAJB9 B yyacTKax OTNIoXKeH s naTosiornyeckoro Matepuana; UMX Ha napaduHoBbIx
cpe3ax, MIMMYHONEePOKCUAA3HbIN MeTop.

his blood pressure was 150/90 mm Hg, and work-up found proteinuria 1.18 g/L. After fistulectomy he was referred
to nephrology, his proteinutia was 2.25 g/1. and accompanied by microhaematuria 10-12-20-25 RBC/hpf; his serum
creatinine was 135 umol/L, serum urea 10 mmol/L, uric acid 677 umol/L; the rest blood chemistry and total blood
count were within normal range and infectious screening was negative. ECG, plain chest X-ray, kidney and abdominal
ultrasound and ECHO-CG were otherwise normal.

He underwent kidney biopsy, LM found 4 totally or partially sclerosed glomeruli, the rest 11 glomeruli were
enlarged, with PAS- and Congo-negative amorphous material in mesangium and along capillary walls, without
hypercellularity or double-contours; mild diffuse-focal interstitial fibrosis and tubular atrophy; and normal arteries
and arterioles. IF showed IgG++, C3+, x++, A++ staining co-localized with amorphous material. These findings
were suggestive for FGN.

Screening for autoimmune diseases was negative, chest and abdominal CT was otherwise normal; bone
marrow biopsy did not reveal lymphoma but could not exclude plasma cell dyscrasia, however serum and urine
immunochemistry did not confirm monoclonal gammopathy.

Review of bone marrow biopsy excluded lymphoproliferative disorder. Review of kidney biopsy confirmed non-
immune-complex diffuse glomerulopathy with mesangial and sub-endothelial PAS/Jones/Fuchsin/Congo-negative
deposits and with IgG/»/A expression (Fignre 1 A-D and Figure 2 A-C). Immunoperoxidase immunohistochemistry
with anti-DNAJB9 antibodies showed bright homogenous-granular DNAJB9+++ expression co-localized with
PAS-negative glomerular deposits (Figure 2 D), which confirmed FGN diagnosis.

As the detailed work-up did not find neither malignancy, nor monoclonal gammopathy, autoimmune disease, viral
hepatitis, nor diabetes mellitus, we concluded, that FGN in this particular case is associated with chronic infection due
to persistent for 18 years perianal fistula. Eight months after fistulectomy our patient doing well on nephroprotective
treatment only; his blood pressure is within target range, proteinuria 0.3-0.123 g/L, urine sediment is blunt, and
serum creatinine 124-102-140 umol/T..

Informed consent was obtained from the individual participant included in the study.
None of the authors declares a conflict of interests.
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Kaurouesvie canosa: uoncus nouxu, neamunoudrsie pudpuiist, ummyrozucmoxumugd, DINAJBI

Oubpuaapusiii raomepyronedput (PI'H) — peakas maToAorus, XapakTepH3yIOIIAACA ACITO3UIIUEI B KAYOOU-
KaX HeaMHAOUAHBIX huOpuaA. [Ipu ceeroBoit Mukpockonmn (CM) HaOArOAAETCA SKCIIAHCHA ME3AHTHA 32 CUET
caabo-s03unoduapHOro PAS-HeratuBroro u, kak pasnao, Konro-uerarupnoro HeaprupoduABHOIO MATEPHAAA,
AU MEeMOpaHOIIPOAnQEepaTHBHBIN MPOPUAD HOBpeKACHHA, 2 HMMYHODAToOpectienTHOE (D) mecaepoBanne
BBIABAAET IPEUMYIIECTBEHHO OARKAOHAABHEI 1gG, C3 1 Clq. D1 m3meneHns mo3BoASrOT 3arroAo3puth OI'H,
HO ITIOATBEPIKACHHE AHATHO32 AO HEAABHETO BPEMEHH OBIAO BO3MOMKHO TOABKO METOAOM dACKTPOHHOM MHKPO-
cxorrr (OM), mpr KOTOPOI B ME3AHIMH M BAOAB CTEHOK KAITMAAfPHBIX IIETEAb OOHAPYKUBAFOTCH HEBETBAIIHECA
X4OTHYHO PACIIOAOKEHHBIE (DHOPUAABL, KOTOPBIE CYIIIECTBEHHO KpyIHee aMIAOUAHBIX (16-24 M B Amametpe) [1].
B 2018 r. 6p1A maeHTHGUIIPOBAH HOBBIH BRICOKOCHEIM(IIHEIH ructoAormdecknii bmomapkep PI'H — DNAJBY,
IIPEACTABUTEAD CEMEICTBA OEAKOB-IITAIIEPOHOB TertAOBOTO Itoka. DNAJBY AokaamsyeTcs B 9HAOIIAA3MATHYECKOM
PETHUKyAYME BCEX TKAHEH U aKTHBHPYETCA PA3SAMYHBIME IIPOBOCIIAAHMTEABHBIMU MeAnaTopami. [latorenermdeckasn
poab DNAJB9 mpu ®T'H me sicua, moaaratot, urto acnosuiua DNAJBY B kayOoukax cBA3aHa C YCHACHHEM €IO
ACHCTBHSA B KAYECTBE CTPECCOBOIO OEAKA. Y CTaHOBACHO, uTO KoAOKaAm3anud DNAJBI ¢ aenmosuramu IgG, C3 u Clq
xapakrepaa AA PI'H u He HAOAIOAQ€TCA HU IIPH AMHAOHAO3€E, HU IIPU HIMMYHOTAKTOMAHOM FAOMEPYAOHE(DpUTE
[1-3]. B gactu cayuaes mpuunna PI'H ocraercs HeycranoBAeHHOMH, HO ¥ 30-50% mMarmeHTOB MMEETCA ACCOLHALLH
C 3A0KAYECTBEHHBIMI HOBOOOPA30BAHMAMI, MOHOKAOHAABHBIMI TAMMAIIATHAMM, 2y TOUMMYHHBIMI 3200 ACBAHHAMI,
BUPYCHBIM rermatutoM C, caxapHEIM AHA0ETOM U XpoHumdeckuMu nudeknuamu [1, 4].

[Manument A., 52 Aer. 18 AeT Ha3aA BEIIOAHEHO IPBIKECEUCHUE ITAXOBOM IPHIKH, TOTAQ K€ AHATHOCTUPOBAH
pekTaApHbI cBuIll. ['0A HAa3aA OOPATHACH K IIPOKTOAOLY, BEIsIBACHO moBbireHIe AA A0 150 /90 Mm PT.CT., IIpOTE-
unypus 1,18 /. TTocae ucceuenus TpaHCCHHKTEPAABHOTO CBUIIA OOCACAOBAH B HE(DPOAOIHIECKOM OTACACHHUIL.
[porennypus 2,1-2,25 r/A, mukporemarypust Ao 10-12-20-25 Dp B 11/3p, kpearunun 135 MKMOAB/ A, MOYEBIHA
10 MMOAB/ A, MOUEBas KHCAOTA 677 MKMOAB/ A; IIOKA3ATEAN KAMHITYECKOTO aHAAM3a KPOBH, OOIINIT OEAOK, aABOYMUH,
XOACCTEPUH, FAIOKO34, JKEAC30, IACKTPOAUTHL — B IIPeAcAaX HOpMBL; ckpurauHr Ha BUY, cuduanc, rematurer B u C
meratuser. DK, perrtrenorpadus opranos rpyano kaetk, Y3V opranos OpromrHoii mosoctr u modek 1 Oxo-KI'
0e3 3HAYUMOM ITATOAOTHH.

Bemmoanena 6uorcus moukw, mpu CM u3 15 KAYOOUKOB 4 9aCTUYHO HAU IIOAHOCTBIO CKACPO3HPOBAHEL, OCTAB-
IIuecs KAyOOYKH YBEAHYCHBI B pasMepax, 0e3 THIEPKACTOYHOCTH, CTCHKU KAITMAASPHEIX IIETCAD HE YTOAILICHBL,
OAHOKOHTYpPHBIC. B OOABIIHHCTBE KAYOOUKOB OIPEACAAIOTCA OTAOKEHHUS 903uHO(puABHOrO PAS- 1 Konro-me-
TATHBHOTO OECKACTOYHOIO MATCPHAAA B ME3AHTHM M B CTCHKAX KAIIHAAAPHBIX IeTeAb. HeOGoabrmoi anddysmno-
OYArOBEIH (DHOPO3 MHTEPCTUIHA U ATPOMHA KAHAABLIEB, APTEPHU U APTEPUOAHL — Oe3 ocobennoctei. P: IgG++,
C3+, nt++, A++ B mpoeximu oTAoxernit GeckaeTounsix mace. Haamame Konro/PAS-ueratnBHex 6eCKACTOYHBIX
MAcC 3aCTaBHAO 3a110A03puTh OI'H.
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KT opranoB rpyAHOI KACTKH 1 OPIOITHON HOAOCTH: IIPH3HAKOB OHKOIIATOAOTUH HE HAHACHO; TPEITAHOOHOIICHA
KOCTHOTO MO3Ta: AAHHBIX 32 AUM(POMY HET, MUHUMAABHBIH CYOCTPAT IAA3MOKACTOUHON AHCKpasun. VMmyHOXH-
MHYECKOE HCCACAOBAHIE CEIBOPOTKH KPOBH M MOYH — MOHOKAOHAABHOM cexkpernu He BoisBAeHO. AHIIA, AHA,
KpuorAooyAnHsl He obnapyxensr; C3, C4 B Hopme.

[Ipu mepecmoTpe OHOICHITHOIO MaTepuasa KOCTHOIO MO3ra AAHHBIX B ITOAB3Y AEMMOIPOAU]EpaATUBHOIO
3200A€BAHUSA HE IOAYICHO. [Ipu AOIIOAHHTEAPHOM HCCACAOBAHUH IIOYEUHOH TKAHH IIOATBEp:KAcHA AU dY3-
Hasl He-MMMYHOKOMITACKCHAS TAOMEPYAOIIATHS C ME3AHIHAABHBIME 1 CyborAOoTeAmarbHbIMU PAS / Akorc/DPyx-
cun/Konro-aerarusasivu Aertozuramu, ¢ nmmynoskcnpeccueit 1IeG/x /A (Puc. 1 A-D u Puc. 2 A-C). Tlpu nm-
MYHOTHCTOXHMHIYECKOM HCCACAOBAHUH HMMYHOIIEPOKCHAASHEIM METOAOM ¢ arTHTeAOM K DNAJBY B yuacrkax,
COOTBETCTBYIOIIHX AOKAAU3AIHN PAS-HEraTHBHBIX TAOMEPYAAPHBIX ACIIO3HTOB OOHAPYKEHA BBIPAKCHHAS TOMO-
renHO-rparyAspHas skcapeccus DNAJB9+++ (Puc. 2 D), uro mozsoanao moarsepants Auaraos @I'H.

B xoae obcaeaoBanns marmenta ¢ BepudunmposarnabiM OI'H AaHHbIX 32 3A0KageCTBEHHOE HOBOOOPA3OBAHNE,
MOHOKAOHAABHYFO TAMMAIIATHIO, aYTOMMMYHHBIE 3a00ACBAHMUA, XPOHUYECKUH BUPYCHBIA reratut C ¥ caXapHbIit
Anabet He moayaeno. Hauboaee Beposraoit npuannoit passutust OI'H sBasercs xpormdeckas nHMEKINA — TPaHC-
CUHKTEPAABHBII CBHUII, TIOCAE €rO HccevdeHusA U Ha hoHe HeDPOIIPOTEKTUBHOM Teparmu depes 8 mecame AN
B IIPEACAAX IIeACBBIX 3HaYeHuil, porennypus 0,3-0,123 r/a, Op 2-3 B 11/3p, kpearunun 124-102-140 MxkMOAB/A.

WNHcbopMmMpoBaHHoe cornacue Mofy4eHo OT NaLMeHTa Ha ny6inKaLmio KIIMHUYECKNX JaHHbIX 1 M306Pax)eHMiA.
Huxmo us asmopos une umeem xoupruxma unmepecos.
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