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Learning objectives

▪  Know the expanded spectrum of MGRS lesions & variants

▪  Be familiar with new IKMG/RPS consensus diagnostic 

criteria &  terminology of MG–associated kidney lesions

▪  Understand the difference between “monotypic”  & 

“monoclonal” Ig deposits

▪  Know the new IKMG classification & terminology of 

PGNMID and its variants
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What has changed

➢  New RPS/IKMG consensus diagnostic
   criteria

➢  Lesions removed from MGRS spectrum

➢  Lesions added to MGRS spectrum

➢  New variants

➢  New terminologies and classification



Kidney Int. 2025 
Aug;108(2):184-193
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Diagnosis of Renal Ig Amyloidosis 

Rule out AA amyloidosis

Kidney Int. 2025 Aug;108(2):184-193



Recent studies cast doubts on inclusion of DNAJB9-associated 

monotypic FGN as an MGRS lesion

• IF-P unmasked polytypic deposits in 2/3 of “λ-restricted monotypic FGN by IF-F” cases

• IgG subtypes staining showed positivity for 2 subclasses in 2/3 of “monotypic FGN by IF-F” cases

• Incidence of dysproteinemia in monotypic FGN (confirmed by IF-P & subtypes) is very low (similar to 

polytypic FGN) 
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2019
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Immunotactoid GN: Not all are MGRS

Monoclonal = 49 (67%)

Polyclonal = 24 (33%)
Nasr & Kudose et al. KI 2021
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Light chain variant of immunotactoid GN

Bu et al. 
AJKD 2022



Seronegative CryoGN



RPS/IKMG diagnostic criteria for CryoGN types I & II

 

Lesion Abbreviatio

ns 

      Prerequisite diagnostic criteria (all must be 

      met) 

Supportive features 

Cryoglobulinemic 

glomerulonephritis types I 

& II  

CryoGN 

 

   

 

 

 

 

 

CryoGN type I 

CryoGN type II   

• Monocyte-rich endocapillary proliferative GN or MPGN 

• At least two of the following additional findings: 

1. Glomerular intraluminal pseudothrombi  

2. Deposits with substructure characteristic of 

cryoglobulin on EM¥ 

3. Positive serum cryoglobulin   

• Glomerular monotypic Ig deposits: 
             

           IgG, IgM, or IgA with LC restriction 

           IgM (dominant) & IgG, κ (dominant) & λ;  

           not associated with HCV 

• Phagocytosed immune 

deposits  

• Vascular deposits or 

arteriolitis 

• IgG1 or IgG3 

restriction in majority 

of type I 

• Lymphoma or MGRS 

• Hypocomplementemia 

in ½ (low C4 or low 

C4&C3) 

• Extrarenal  

   manifestations of 

   cryoglobulinemia 

Kidney Int. 
2025 
Aug;108(2)
:184-193
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Light Chain Proximal Tubulopathy

Crystalline variant (87%) ≈ κ

Non-crystalline variant (13%)- κ or λ

kappa

Stokes et al. JASN 2016
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Ultrastructural classification of LCPT

Zhang 
et al. 
Mod 
Pathol 
2026

Crystalline AmyloidFibrillary Lysosomal indigestion
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Light Chain Crystalline Podocytopathy
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GLOMERULOPATHY WITH STRIATED DEPOSITS

Striated (muscle like) deposits: regularly stacked 

straight electron dense bands



Nasr, et al 2026

@AJKDonline | DOI: 10.1053/j.ajkd.XXXX.XX.XXX (editorial staff will add this)

Outcome

CON
CONCLUSION: GSD is a rare heterogeneous glomerulopathy presenting in older patients with CKD and 

proteinuria, and frequently associated with hematologic conditions, particularly MGRS. We propose adding 
GSD with monotypic Ig deposits to the spectrum of MGRS lesions. 

Clinicopathologic FindingsSetting & Participants

Clinicopathologic and Outcome Characteristics of Glomerulopathy with Striated 

Deposits: A Case Series

18 patients with glomerulopathy with 

striated deposits (GSD) diagnosed on 

kidney Bx after excluding 

cryoglobulinemic GN and 

crystalglobulin-induced nephropathy

• Follow-up (median 14 

months in 15 

patients): 40% 

progressed to kidney 

failure within median 

11 months, including 

1 with recurrence in 

the kidney allograft.

• Kidney response to 

clone-directed 

therapy occurred in 

all 4 evaluable 

patients

• 78% Caucasian, 50% male, median age 73 

years

• Proteinuria (median 3.8 g/day), hematuria 

(80%), and CKD (median creatinine 2.6 mg/dl)

• Hematologic condition in 88% (including 

MGRS in 56%)

• Light microscopy: MPGN pattern in 67%,  

endocapillary proliferative GN in 22%

• Immunofluorescence: Monotypic Ig deposits 

in 10 (often masked), polytypic Ig deposits in 4 

and no Ig deposits in 4

• Electron microscopy: striated deposits mostly 

in subendothelial and mesangial regions
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 Initial diagnostic criteria for PGNMID

1. Glomerular monotypic IgG deposits (restricted to a single IgG 

subclass and a single LC isotype) by IF

2. DPGN, MPGN, MGN, Mes.GN by LM

3. Granular (nonorganized) deposits by EM

4.    No clinical or laboratory evidence of cryoglobulinemia

2009; 20(9):2055-64



Clinical clues suggesting that most PGNMID-IgG3 

cases are not monoclonal lesions

▪ IgG3 rare in IgG MGUS & MM

▪ Normal serum IgG3 in most pts

▪ Younger age at Dx than prototypical MGRS lesions

▪ Occurs in children

▪ Can be associated with prodromal, concurrent or recent bacterial 

or viral infection

▪ Allograft PGNMID occasionally changes its IF phenotype 

between monotypic and polytypic

▪ HLC IF excludes monotypic Ig deposits in 20% of cases





IF staining for LC variable region distinguishes 

polyclonal from monoclonal deposits in PGNMID

Javaugue V, et al. Kidney Int. 2025

IF staining for κ LC variable region (IGKV) 



PROLIFERATIVE GLOMERULONEPHRITIS 

WITH MONOTYPIC IMMUNOGLOBULIN 

DEPOSITS (PGNMID)

REVISING THE NAME 



Variant IgG3 IgG1 IgG2 IgM IgA LC-only

Age (years) 59 (19-81) 57 (6-87) 58 (5-86) 72 (28-87) 55 (33-75) 62 (44-84)

Male (%) 37% 57% 60% 78% 64% 76%

Pro. (g/day) 5.3 (0.3-18) 4.8 (0.4-20) 3.5 (0.2-12.3) 3.1 (0.3-25) 4.3 (0.4-7.8) 4.7 (2-12)

NS (%) 46% 50% 32% 36% 15% 56%

Hematuria (%) 70% 78% 78% 91% 93% 94%

Scr. (mg/dl) 1.6 (0.8-5.5) 1.6 (0.3-20) 1.5 (0.4-23) 1.9 (0.6-11) 1.6 (0.8-2) 2 (0.9-5.7)

MIg on SPEP/SIFE (%) 9% 33% 23% 27% 36% 65%

MIg on UPEP/UIFE (%) 9% 25% 17% 5% 29% 73%

Detectable clone on 

BMB (%)

10% (B-cell > PC) 40% (B-cell > PC) 40% (B-cell > PC) 25% (B-cell > 

PC)

21% (PC > B-cell) 94% (PC)

Light microscopy

MPGN (46-85%); 

EPGN (9-25%); 

MesGN (3-13%); MN 

features (<7%)

MPGN (55%); EPGN 

(13%); MesGN 

(33%); MN features 

(43%)

MPGN (36%); 

EPGN (20%); 

MesGN (44%); MN 

features (48%)

MPGN (83%); 

EPGN (4%); 

MesGN (13%); 

MN features (9%)

MPGN (43%); 

EPGN (0%); 

MesGN (50%); MN 

(7%)

MPGN (76%); 

EPGN (24%); 

MesGN (0%); MN 

features (0%)

Immunofluorescence

κ/λ (73-80%)/(20-

23%); C3 (98-100%); 

C1q (60-72%)

κ/λ (67%)/(33%); C3 

(89%); C1q (34%)

κ/λ (56%)/(44%); 

C3 (96%); C1q 

(28%)

κ/λ (52%)/(48%); 

C3 (96%); C1q 

(8%)

κ/λ (50%)/(50%); 

C3 (79%); C1q 

(NA)

κ/λ (71%)/(29%); 

C3 (100%); C1q 

(0%)

Electron microscopy

Mes (95%); Subendo 

(≥95%); Subepi 

deposits (52%, global 

in 5%)

Mes (100%); 

Subendo (72%); 

Subepi deposits 

(76%, global in 41%)

Mes (100%); 

Subendo (64%); 

Subepi deposits 

(76%, global in 

21%)

Mes (100%); 

Subendo (96%); 

Subepi deposits 

(61%)

Mes (≈100%); 

Subendo (≈100%); 

Subepi deposits 

(NA)

Mes (100%); 

Subendo (100%); 

Subepi deposits 

(76%, global in 

18%)

Differential diagnosis IgG type I CryoGN
*

IgG type I CryoGN*; 

MGMID
€
; 

"monoclonal" MN
#
; 

ITG
β

IgG type I 

CryoGN*; ITG
β

IgM type I 

CryoGN*; ICMG-

IgM
µ

IgA nephropathy 

with LC-restricted 

deposits
¥

LCDD
±

             Demographic, renal, hematologic, and pathologic characteristics of PGNMID variants

Six PGNMID 

morphologic 

variants
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Proposed modifications of IKMG classification of MGRS lesions
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Key Takeaways

❑  Most cases of DNAJB9-associated monotypic FGN are not MGRS

❑  Not all cases of immunotactoid GN are MGRS

❑ New lesions associated with MGRS (eg, LC crystalline podocytopathy,
  glomerulopathy with striated monotypic Ig deposits)

❑ There has been a paradigm shift in our understanding of PGNMID and its relation
  to MGRS

❑ Most PGNMID-IgG3 cases are not clonal, whereas PGNMID-LC and PGNMID
  -IgG1 & PGNMID-IgG2 in older adults still strongly align with MGRS biology

❑ There is a need for increased access to specialized sequencing techniques (eg
  RACE-RepSeq) and commercial availability of antibodies specific for κ and λ VL

  subgroups to fully characterize PGNMID
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