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following transplant. Additionally, this case highlights the need to 
determine the optimal treatment of recurrent MN in kidney transplant 
recipients, who are already on standard immunosuppressive regimens, to 
maintain kidney function and maximize long-term graft outcomes.  

G-476. MINIMAL CHANGE DISEASE AND THYMOMA: A 14-
YEAR STRUGGLE AND THE ROLE OF STEROID-SPARING 
AGENTS:  
Jaymin Bakul Patel1, Prakash Gudsoorkar1. 1University of Cincinnati 
Division of Nephrology and Hypertension  

Minimal Change Disease (MCD) is a podocytopathy commonly seen in 
children but accounts for up to 25% of adult nephrotic syndrome cases. 
While most cases are idiopathic, rare secondary associations with 
malignancies such as thymoma are documented. This report explores the 
14-year longitudinal course of a patient with MCD and thymoma, 
emphasizing the challenges of managing frequent relapses and steroid 
dependency, and the potential of steroid-sparing agents.  

A 30-year-old African American female presented with nephrotic 
syndrome characterized by severe edema, hypoalbuminemia, and 
nephrotic-range proteinuria. Renal biopsy confirmed MCD. Concurrently, 
an anterior mediastinal mass was diagnosed as WHO Grade AB thymoma, 
necessitating thymectomy. The patient's MCD course was marked by 
multiple relapses requiring high-dose corticosteroids, transitioning to 
steroid-sparing agents including azathioprine, cyclosporine, and 
tacrolimus, with limited success. Rituximab was eventually initiated in 
2024, providing sustained remission. Periodic re-biopsies demonstrated 
persistent podocyte foot process effacement without evidence of 
progression to focal segmental glomerulosclerosis (FSGS).  

The interplay between MCD and thymoma suggests a paraneoplastic 
mechanism involving T-cell dysregulation, underscoring the need for 
vigilant malignancy screening in adult-onset MCD. While corticosteroids 
remain the mainstay of therapy, prolonged use poses risks, highlighting 
the importance of exploring steroid-sparing alternatives. Recent evidence 
supports rituximab for steroid-dependent or frequently relapsing cases, 
as seen in this patient. However, the long-term efficacy and safety of B-cell 
depleting therapies warrant further study 

This case highlights the complexities of managing secondary MCD in the 
setting of thymoma. Emerging therapies like rituximab may redefine the 
treatment paradigm, offering hope for achieving durable remission in 
refractory cases. Collaborative research is essential to optimize care for 
such challenging presentations.  

G-477. LIVING WITH IGA NEPHROPATHY: A FOCUS 
GROUP STUDY ON THE PATIENT EXPERIENCE:  
Sheena Patel, MS, RDN1, Candace Roy, CHES®1, Ryan Woolley, MSPH, 
RDN1, Melanie Paris, M.A., MPH1, Michael Spigler, MCHES®1. 1American 
Kidney Fund  

In the United States, IgA nephropathy (IgAN), the most common form of 
glomerulonephritis, is a rare autoimmune disease that affects ~200,000 
individuals. With IgAN, IgA antibodies accumulate and clump inside the 
glomeruli, causing inflammation that leads to chronic kidney disease 
(CKD) and often to kidney failure. There is no cure for IgAN, however 
treatments can help to delay progression to kidney failure. To help 
mitigate the burden of disease on individuals with IgAN, the American 
Kidney Fund (AKF) sought to gain a personalized understanding of the 
IgAN patient experience to inform the development of resources that 
empower patients to effectively manage their condition. 

In October 2024, AKF conducted a virtual focus group with three 
individuals living with IgAN. Participants in the focus group are members 
of AKF’s Rare Kidney Disease Action Network and were recruited via 
email applying convenience sampling varying in age, gender, race, 
education, and stage of CKD. Focus group responses were recorded, 
transcribed, and thematically analyzed. 

Findings revealed three distinct themes and two thematic questions 
among participants: 1) IgAN was well understood, participants could 
define the condition and how it affects the kidneys. 2) Dietitians and 
nutrition plans impact how patients manage IgAN. 3) Support from 
caregivers, family, and support groups helped reduce emotional and care-
related burdens. Participants also expressed questions about treating the 
disease (not just symptoms) and if IgAN can reoccur post-transplant. 

While participants understood and could explain IgAN, they expressed 
uncertainty about treatment mechanisms and if IgAN affects a 
transplanted kidney. Although participants reported having found helpful 
resources for support in disease management, particularly related to diet, 
voids in patient-centered information about most recent treatments and 
resources that explain the trajectory of IgAN post-transplant remain. 
Leveraging these findings, AKF will develop more targeted materials for 
IgAN patients, emphasizing treatment options and post-transplant life. 
Future research should investigate the optimal dissemination strategies 
for these materials and assess their impact on patient understanding and 
engagement. 

G-478. DNAJB9 FIBRILLARY GLOMERULONEPHRITIS IN A 
PATIENT WITH SLE:  
Vineet Prasad1, Yasameen Fardi1, Meghan Kapp1, Niraj Desai1. 1University 
Hospitals Cleveland Medical Center  

Fibrillary glomerulonephritis (FGN) is a rare glomerular disease 
characterized by deposits of randomly oriented fibrils composed of 
DNAJB9, a heat shock protein. Most cases are idiopathic, though 
associations with monoclonal gammopathy, autoimmune diseases, and 
infections have been reported. We present a patient with systemic lupus 
erythematosus (SLE) and nephrotic-range proteinuria diagnosed with 
FGN. 

A 42-year-old female with SLE, hypertension, and type 2 diabetes 
presented with microscopic hematuria and proteinuria. In the past year, 
she was treated with azathioprine and hydroxychloroquine for extrarenal 
lupus symptoms, including malar rash and arthralgias. Workup revealed 
normal serum creatinine (0.8 mg/dL), hypoalbuminemia (3.2 g/dL), and 
urine total protein of 5.7 g/g. ANA pattern was homogeneous with a titer 
of 1:2560. Anti-dsDNA was 129 IU/mL, anti-RNP, SS-A, anti-chromatin, 
and anti-citrulline antibodies were all strongly positive, and 
antiphospholipid antibodies were present in high titer. C3 and C4 were 
normal. Serum immunofixation was negative, free light chain ratio was 
normal, hepatitis and HIV serologies were negative. Kidney ultrasound 
was unremarkable. A kidney biopsy was performed. 

Light microscopy showed mesangial expansion, hypercellularity and 
segmental basement membrane thickening. Immunofluorescence 
revealed smudgy mesangial and capillary wall staining, prominent for IgG, 
kappa and lambda light chains, and less intense staining for C1q, C3, IgA, 
and IgM. Electron microscopy revealed diffuse podocyte effacement and 
randomly oriented fibrils 15-20 nm in thickness. Congo Red staining was 
negative. Immunohistochemical staining for DNAJB9 was strongly 
positive in glomeruli, confirming FGN. 
 
The patient’s immunosuppression was switched to mycophenolate 
mofetil (MMF) 2 grams daily and prednisone with continuation of 
hydroxychloroquine. After 1 year, proteinuria decreased to 2 g/g, and 
serologic parameters improved.  

FGN does not fit within the traditional classification schema for lupus 
nephritis (LN). Currently, there is no standard management for FGN. It is 
recommended to screen for associations and treat the cause in secondary 
cases. In our case, treatment for proliferative LN with MMF and steroids 
led to great improvements in laboratory and clinical parameters. 

G-479. A MECHANISTIC BIOPSY STUDY TO EVALUATE 
STRUCTURAL AND FUNCTIONAL CHANGES IN KIDNEYS 
OF PATIENTS WITH IGA NEPHROPATHY (IGAN) 
RECEIVING IPTACOPAN ON TOP OF SUPPORTIVE CARE:  
Dana V Rizk1, Bart Maes2, Hong Zhang3, Clint W Abner4, Marie-Anne 
Valentin5, Vipin N6, Maria Fernanda Di Tata7, Jonathan Barratt8. 1The 
University of Alabama at Birmingham; 2Delta General Hospital; 3Peking 
University First Hospital; 4Novartis Pharmaceuticals; 5Novartis Pharma 
AG; 6Novartis Healthcare Ltd; 7Novartis Farmacéutica SA; 8University of 
Leicester & Leicester General Hospital  

Overactivation of the alternative complement pathway (AP) is a key 
driver of IgAN, leading to kidney inflammation and injury. This 
mechanistic study aims to evaluate the effects of iptacopan, a selective 
complement factor B inhibitor, on the underlying immunopathology in 
patients with IgAN. 

Claire Buchan3, Tayler Buchan3, Helen Trenz2, Titte R Srinivas2, Pietro 
Canetta4. 1Baylor Scott and White Medical Center; 2Novartis 
Pharmaceuticals Corporation; 3Asclepius Analytics; 4Columbia University  

IgAN and C3G are chronic glomerulopathies in which complement 
dysregulation drives pathology. Iptacopan, a proximal complement 
inhibitor that specifically binds factor B to inhibit alternative pathway 
activity, received accelerated approval from the US Food and Drug 
Administration for IgAN, and a Phase 3 study in C3G (NCT04817618) is 
completed. Atrasentan is a potent and highly selective endothelin A 
receptor antagonist with an ongoing Phase 3 IgAN study (NCT04573478). 
Existing IgAN and C3G RWD sources have limitations like poor geographic 
and insurance coverage, low availability and linkage of lab and treatment 
data, and data lag. Here, we describe APPRISE, intended to be the largest, 
most comprehensive RWD source on US pts prescribed iptacopan and/or 
atrasentan. 

APPRISE will be a US-wide, living data platform including retrospective, 
longitudinal, deidentified pt-level data from adults with IgAN or C3G 
prescribed iptacopan and/or atrasentan (on approval). Patients will be 
recruited through iptacopan/atrasentan distribution networks and 
provide written consent to be enrolled. APPRISE will capture pt 
demographic and clinical characteristics, lab values, medical history, 
treatment patterns, and clinical outcomes. Recruitment of pts with IgAN 
began after iptacopan approval in 2024 and will expand with future 
approvals. The study period will extend from treatment initiation for the 
first pt to end of follow-up for the last pt. 

Analyses, including of clinical characteristics and treatment patterns, 
adherence, and effectiveness, will be conducted continuously and refined 
as sample sizes become sufficient. 

APPRISE will enable rapid collection of varied RWD from pts prescribed 
iptacopan and/or atrasentan to overcome limitations of existing RWD 
sources, characterize real-world disease progression and treatment 
patterns, and support future studies to provide valuable insights into IgAN 
and C3G outcomes. 

G-473. DESIGN OF A DISEASE-MANAGEMENT APP TO 
MEASURE HOME-REPORTED OUTCOMES (HROS) IN 
PATIENTS (PTS) WITH IGA NEPHROPATHY (IGAN) AND 
C3 GLOMERULOPATHY (C3G):  
Pietro Canetta1, Hiba Anwar2, Luke Stephens2, Rahul Khairnar3, Connie 
Zhang2, Samantha McStocker2, Amanda Healey2, Jordan Owashi2, Helen 
Trenz3, Anne Alfano4, Aran Rice5, Briana Ndife3, Mohanram Narayanan6. 
1Columbia University; 2Folia Health; 3Novartis Pharmaceuticals 
Corporation; 4N/A; 5N/A; 6Baylor Scott and White Medical Center  

IgAN and C3G are rare, chronic glomerulopathies; there is a lack of 
published evidence on the humanistic burden of these diseases. Methods 
that capture the full spectrum of disease burden are needed as pts with 
the same diagnosis may experience different symptoms or prioritize 
different aspects of their condition. The Folia Health (FH) app allows pts 
to track HROs (structured, quantitative observations) that are most 
relevant to their own disease experience. Here we describe how pt and 
clinician input was used in the design of 2 condition-specific (IgAN and 
C3G) platforms within the FH app, for use in future researchstudies. 

Semi-structured interviews were conducted with clinicians and with 
pts with IgAN or C3G. Interviews were designed to ensure pt and clinician 
insights shaped key elements of the app design, such as the identification 
of relevant and/or lesser-known symptoms, treatments, and health-
related quality of life (HRQoL) impacts. 

Interviews were conducted with 2 clinicians, 3 pts with IgAN, and 3 pts 
with C3G. Interviews informed a curated list of disease-specific symptoms, 
treatments, flare events, and HRQoL impacts, all tailored to optimize the 
FH app for health tracking in these conditions. Symptoms and treatments 
suggested for tracking will be presented, including symptoms across 
behavioral, neurological, dermatological, pain, and urinary health 
domains. These will enable researchers to comprehensively assess 
treatment impacts beyond traditional pt-reported outcomes. 

The condition-specific platforms within the FH app, informed by pt and 
clinician insights, address the unique needs of pts with IgAN and C3G by 
enabling the tracking of tailored HROs. In future studies, participants will 
use the app to capture aspects of their disease that matter most to them, 
supporting both effective disease management and meaningful research 
participation. 

G-474. THE NEPHRIN LINK TO THE MAXIMUM EFFECT OF 
MINIMAL CHANGE DISEASE:  
Joseph Ogunsulire1, Amber Bullock1, Somtochukwu Godwin-Offor1, Divya 
Akella1, Omonigho Sonia Nwoke1, Leighton James1. 1Wellstar, Medical 
College of Georgia  

Nephrotic syndrome (NS) is a constellation of findings which include 
nephrotic range proteinuria, low albumin, with hyperlipidemia and 
edema. NS is usually due to podocyte damage, causing the extensive 
protein leak. It can also lead to acute kidney injury and frequently requires 
a kidney biopsy for definite diagnosis of underlying cause. 

This is a 72-year-old male with a past medical history significant for 
hypertension (HTN), hyperlipidemia and type 2 diabetes mellitus (DM2) 
who was sent from primary cares providers office for worsening weight 
gain and shortness of breath with edema. The Patient reported a 50-
pound weight gain in the last 4 months, associated with significant joint 
swelling. He denied rash or ulcer(s). 

Result of Initial laboratory showed creatinine of 2.6 mg/dL from 
baseline of 0.9 mg/dL consistent with acute kidney injury (AKI), Albumin 
was 2.3 g/dL and urinalysis and urine microscopy showed moderate 
blood but no RBCs, greater than 600 mg/dL protein with spot urine 
protein to creatinine ratio of 7.8 g/g. Serology was negative. He ultimately 
had a kidney biopsy which showed minimal change disease, as well as 
acute tubular injury and diabetic glomerulopathy. Immunofluorescene 
showed staining for IgG nephrin autoantibodies. 
 
Podocytes foot process interdigitate to form the slit diaphragm which are 
made up of several podocyte-specific proteins including podocin and 
nephrin. There is increasing evidence and cases showing a link between 
nephrin antibody and minimal change disease, as well as, FSGS. The 
primary driving factor(s) for this patient’s presentation is/are unclear 
especially given significant overlapping causes of proteinuric kidney 
disease in this patient including HTN and DM2. 

This case is another example of the link between nephrin antibody. 
podocytopathies and proteinuric kidney disease. It also highlights the 
possibility of a multifactorial cause of kidney disease, which requires 
different treatment strategies. 

G-475. RELENTLESS RELAPSE: A CASE OF RECURRENT 
IDIOPATHIC MEMBRANOUS NEPHROPATHY (MN) IN A 
KIDNEY TRANSPLANT RECIPIENT:  
Ji-Min Park1, Mai Nguyen1. 1Brooke Army Medical Center  

MN is a common glomerular disease, which may be associated with 
significant morbidity and mortality. The course of the disease can be 
variable, with some patients achieving remission with conservative 
therapy while 50% of untreated MN eventually lead to end stage kidney 
disease (ESKD). We present a challenging patient with history of 
idiopathic MN, who received a kidney transplant and has had multiple 
relapses of MN despite guideline-directed medical therapy. 

Patient is a 59 year-old Caucasian man who presented with nephrotic 
syndrome in 2000 and was diagnosed with idiopathic MN by kidney 
biopsy. He did not respond to multiple immunosuppressive agents. He 
subsequently underwent living-unrelated donor kidney transplantation 
(LUKT) in 2008 and was maintained on Tacrolimus/Mycophenolate 
mofetil for immunosuppression. In 2016, he was found to have nephrotic 
range proteinuria (12g in 24 hr urine) on routine labs. 

Serologic workup was negative for anti-PLA2R Ab, anti-THSD7A Ab, 
hepatitis B/C and HIV.  Colonoscopy was normal. Transplant biopsy 
demonstrated stage II MN so he was treated with Rituximab with 
resolution of proteinuria with urine protein:creatinine ratio (UPCR) of 
0.12. Unfortunately, he experienced increasing proteinuria and elected 
“empiric” treatment with Rituximab in 2019, which again resulted in 
complete remission (UPCR 0.17). In 2023, proteinuria returned (UPCR 
1.09), and repeat transplant biopsy showed recurrence of MN with 
evidence of obesity-related changes, transplant glomerulopathy without 
evidence of rejection, and mild interstitial fibrosis and tubular 
atrophy (IFTA). Despite achieving clinical remission following each 
course of Rituximab on a background of 
Tacrolimus/Mycophenolate/Telmisartan, this patient has exhibited a 
relapsing course. 

It is important to recognize that MN can recur in kidney allografts, and 
further research is necessary to identify risk factors for recurrence 
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therapy for MN. He was later followed in the nephrology clinic, where his 
symptoms, including swelling, proteinuria, and kidney function, 
improved. 

Early diagnosis and treatment are crucial to reducing associated 
morbidity and mortality. Further studies are needed to establish the 
coexistence of IBD and MN and to better understand the underlying 
pathophysiology.  

G-483. IN A SLE PATIENT, NOT EVERYTHING IS LN; C3GN 
RESPONDS TO MYCOPHENOLATE MOFETIL (MMF) AND 
PREDNISONE:  
Christopher Shackleford1, Beenish Bhutta1, Henish Raiyani1, Iris Lee1, 
Anam Rehan1, Sumithra Nalla1, Sheetal Koul1, Solabomi Ojeniyi1. 1Temple 
University Hospital  

C3 glomerulopathy (C3GN) is rarely associated with SLE and there are 
limited studies to date supporting best therapies. We describe a case of a 
45 y.o. female with SLE diagnosed with findings of thrombotic 
microangiopathy (TMA) andC3GN successfully treated with MMF and 
prednisone. 

A 45-year-old woman with SLE, (+) ANA (1:640), (+) dsDNA, history of 
hypocomplementemia, malar rash, inflammatory arthritis, Raynaud’s, 
serositis presented with nephrotic syndrome with proteinuria (12g), 
albumin of 2.0mg/dL and edema. She had no previous history of renal 
disease. Renal function at baseline was 0.8 but was 1.14  at the time of 
biopsy. Light microscopy showed a membranoproliferative pattern and 
microthrombi in capillary tufts. Immunofluorescence showed bright C3, 
faint IgM and negative stains for IgG and C1q. A final diagnosis of C3GN 
was given. There was no evidence of infection associated C3GN. Our 
patient started MMF with prednisone which was tapered over 8 weeks. 
She was continued on Hydroxychloroquine and started on diuretics. 

C3GN is rare, characterized by prominent C3 accumulation in the 
glomeruli with minimal immunoglobulin deposition and is due to 
dysregulation of the alternative complement pathway. Dysregulation of 
the alternative pathway results in essential regulatory proteins becoming 
inactivated leading to unchecked activation of C3. There is a paucity of 
trials, most small and retrospective. Therapy ranges from supportive care 
to a combination of immunosuppressants (chiefly MMF or Eculizumab) 
depending on the severity of disease. MMF has been associated with a 
higher rate of remission and lower rate of end-stage kidney disease 
compared with other immunosuppressive regimens. We suspect MMF and 
steroids may benefit those patients with autoimmune diseases such as 
SLE with presumed auto antibodies toward complement regulators. 
Therapy is often initiated prior to genetic and auto antibody testing. Our 
patient had a notable reduction in albuminuria from urine 
microalbumin/cr 3630mg/g to 17mg/g one month after initiation. 

G-484. DE NOVO PROLIFERATIVE 
GLOMERULONEPHRITIS WITH MONOCLONAL IGG 
DEPOSITS IN KIDNEY AND PANCREAS ALLOGRAFT: CASE 
REPORT:  
Elizabeth Cho1, Binoy Shah1, Basma Merhi1. 1Brown University Health  

Proliferative glomerulonephritis with monoclonal IgG deposits 
(PGNMID) was described in 2004 by Nasr with an incidence of 0.8%. It has 
a poor prognosis, and no standard of therapy currently exists. Although 
first defined in native kidney, recurrent disease has been reported in 
transplanted kidneys, whereas de novo disease post-transplant is 
extremely rare. We present a case of De Novo PGNMID 10 years after renal 
and pancreas transplant.  

A 49-year-old male with history of end stage renal disease secondary to 
T1DM s/p deceased donor kidney (2003) and pancreas (2009) transplant, 
maintained on a 2-drug immunosuppressive regimen with tacrolimus and 
myfortic, with excellent allograft function (creatinine of 1.3 mg/dl) and 
normal A1c of 5.1 presented for evaluation of hematuria and proteinuria 
on urinalysis with worsening allograft function in 2019. Labs showed 
urine protein/creatinine ratio of 1 g/g, 2+ blood in urinalysis with 69 
RBCs and creatinine of 1.6 mg/dl. Diagnostic allograft biopsy was 
performed and showed proliferative glomerulonephritis with monoclonal 
immunoglobulin deposits (IgG-Kappa) with irregular, and granular 
staining for IgG (2+), kappa (4+) and trace lambda light chains, C3 (3+), 
and C4d (3+) localized to glomerular mesangium and segmentally to 

capillary walls on immunofluorescence. SPEP, UPEP and IFE were 
negative for monoclonal paraprotein. CT chest, abdomen and pelvis 
showed no metastatic disease. There was prominent mesenteric lymph 
nodes and haziness of the mesentery which was deemed high risk for 
biopsy with repeated CT scan 6 months later showing stable lymph nodes. 
Underlying malignancy was ruled out. He was diagnosed with De Novo 
PGNMID post-transplant and treated with 2 rituximab infusions 2 weeks 
apart. His allograft function and proteinuria continue to worsen with 
repeated biopsy one year later showing chronic PGNMID. He was treated 
conservatively with lisinopril.  

De novo PGNMID in the renal allograft is extremely rare with no 
standard treatment guidelines. Outcomes and prognosis remain poor in 
those without detectable clones, as in our patient. Despite treatment with 
Rituximab, he continues to have worsening renal allograft function and is 
under evaluation for a second renal transplant. 

G-485. OBINUTUZUMAB - A NOVEL THERAPY FOR 
RITUXIMAB REFRACTORY ANCA VASCULITIS:  
Aditi Singh1, Duvuru Geetha1. 1Johns Hopkins University  

Rituximab (RTX) is the standard of care for induction and maintenance 
in relapsing ANCA vasculitis (AAV). Obinutuzumab (OBZ) is a type II anti-
CD20 monoclonal antibody with greater B cell depletion than type I 
therapies such as RTX. We present two cases of MPO-ANCA 
glomerulonephritis (GN) induced remission with OBZ after failing RTX 
maintenance therapy.  

A 66-year-old female was diagnosed with AAV when she presented with 
proteinuria, hematuria, creatinine (Cr) of 2.9 mg/dl (baseline 1.4mg/dl), 
positive MPO-ANCA, and biopsy-proven pauci-immune necrotizing GN. 
She achieved remission with RTX and glucocorticoids (GC), declined 
maintenance therapy, and relapsed 2 years later. RTX achieved remission 
and she was maintained on it before her 2nd relapse needing RTX and 
Avacopan induction with RTX maintenance. Four months later, renal 
biopsy showed active crescentic GN with rising Cr, hematuria, and MPO-
ANCA. Immunohistochemistry (IHC) stained CD20 cells despite 
peripheral B cell depletion. She received two doses of OBZ, continued 
Avacopan with clinical remission, and decreased MPO titers. (Fig PatA)  

A 79-year-old male with pulmonary fibrosis, presented with 
proteinuria, hematuria, Cr of 2.5mg/dl (baseline 0.9mg/dl), positive MPO-
ANCA, and biopsy-proven necrotizing GN. He achieved remission with 
RTX and GC. MPO titers remained elevated. One month after maintenance 
RTX, he had increasing proteinuria and hematuria. Renal biopsy stained 
positive for rare CD20 cells despite peripheral B cell depletion. He 
received 2 doses of OBZ, GC, and Avacopan with clinical and serological 
remission. (Fig PatB) 

  
Our case series uniquely demonstrates the successful use of OBZ with 

Avacopan to induce remission in relapsing AAV after RTX failure. Despite 
B cell depletion, our biopsies stained positive for CD20 cells supporting 
the use of OBZ. In cases with RTX intolerance or failure, OBZ remains a 
viable option warranting additional studies 
 

This multicenter, single-arm, open-label, repeat-biopsy study will enroll 
up to 20 adult patients with biopsy-proven IgAN, eGFR ≥30 
mL/min/1.73m2, proteinuria ≥0.8 g/g or 1 g/day, and receiving a 
maximally tolerated and/or stable dose of supportive care treatment for 
≥90 days before baseline. Patients will receive iptacopan 200 mg bid for 9 
months, with kidney biopsies at baseline and study end (Figure). The 
primary objective is to quantify changes in mesangial complement C3c-
containing fragment deposition, an indicator of AP activation, from 
baseline to 9 months, assessed by immunofluorescence staining. Other 
objectives will evaluate changes in biomarkers related to the AP, kidney 
function and structure, and disease progression from baseline to 9 
months. 

This study will explore iptacopan’s impact on IgAN immunopathology 
by assessing glomerular complement activation together with renal 
histopathology, kidney function, and key biomarkers. The findings will 
enhance understanding of iptacopan’s mechanistic effects on IgAN and 
potential kidney-protective benefits. 
 

 

G-480. LUPUS VASCULOPATHY: A CALL TO ACTION FOR 
ENHANCED AWARENESS AND RESEARCH:  
Aseel Saadeh1, Rhea Sharma1, John Childs1, Kartik Kalra1. 1Geisinger 
Medical Center  

Lupus vasculopathy (LV) is a rare form of vascular involvement in 
systemic lupus erythematosus (SLE), defined by necrosis and 
accumulation of immunoglobulins and complements in the walls of 
arterioles and small arteries leading to luminal narrowing. Here we 
present a case of a young female with SLE admitted with immunologically 
active disease and found to have LV. 

18-year-old African American female with known SLE class IV (Biopsy 
proven 2021) medication nonadherent for one year, who presented with 
nausea and body aches. She was found to have worsening kidney function 
(Cr 7.7 mg/dL). On admission she had elevated dsDNA, low complement 
levels, and SLE disease activity index of 24. She was found to have 
pancytopenia including hemolytic anemia with multiple schistocytes in 
peripheral smear. She was treated with pulse dose steroids and received 
urgent plasmapheresis. ADAMTS13 and anti-phospholipid antibodies 
were negative. Renal biopsy was consistent with diffuse proliferative 
lupus class IV with focal necrotizing arteritis, RBC fragmentation and 
mucoid intimal edema consistent with TMA; interstitial fibrosis and 
tubular atrophy (25-30%); and moderate arteriosclerosis. Patient 
remained dialysis-dependent on discharge pending genetic testing. 
Discharge regimen included oral steroids, belimumab, 
hydroxychloroquine, and mycophenolate. 

This case emphasizes several different renal manifestations of LV. 
Other potential diagnoses include thrombotic thrombocytopenic purpura, 
antiphospholipid syndrome-related TMA, atypical hemolytic uremic 
syndrome, and complement mediated TMA. Renal vascular complications 
of lupus include arterial sclerosis, thrombotic microangiopathy, and 
deposition of immune complexes.  

It is important to consider the different forms of LV as it entails a poor 
prognosis, but there are no established guidelines for management. 
Previous case studies have shown possible effectiveness of plasma 
exchange with IV cyclophosphamide +/- eculizumab. Antiphospholipid 
antibodies might be involved in the pathogenesis of lupus vasculopathy. It 
has been suggested that direct complement activation due to SLE itself is 
responsible for LV and TMA in a majority of cases. More research is 
needed to understand this disease entity and define better therapeutic 
management pathways.   

G-481. EXPLORING THE RISK OF THROMBOTIC 
MICROANGIOPATHY (TMA) IN ANTI-VEGF THERAPY: A 

GLOBAL MULTICENTRIC RETROSPECTIVE ANALYSIS:  
Sundus Sardar1,2, Ahmad Matarneh1,2, Abdel-Raouf Akkari1,2, Muhammad 
Abdulbasit1,2, Amanda Karasinski1,2, Naman Trivedi1,2, Navin Verma1,2, 
Nasr Ghahramani1,2. 1Penn State Milton S Hershey Medical Center; 2Penn 
State University College of Medicine  

Anti-VEGF therapies have revolutionized cancer treatment by 
inhibiting angiogenesis, yet are associated with significant risks, including 
thrombotic microangiopathy (TMA). TMA is characterized by endothelial 
injury, microvascular thrombosis, and renal dysfunction, potentially 
leading to acute renal failure, dialysis dependence, and increased 
mortality. Understanding the impact of TMA in patients receiving anti-
VEGF therapy is crucial for optimizing treatment outcomes. 

We aim to assess the risk of TMA in patients treated with anti-VEGF 
therapy, focusing on dialysis dependence and survival outcomes. A 
retrospective analysis was conducted using the TriNetX database. Among 
patients treated with anti-VEGF agents, 228 who developed TMA were 
compared to those who did not. Primary outcomes included the incidence 
of dialysis dependence, overall survival, and post-dialysis survival. 
Statistical analyses included relative risk (RR) and hazard ratios (HR) with 
95% confidence intervals (CI). 

TMA Incidence: 7% of anti-VEGF-treated patients developed TMA, 
compared to 36.1% of controls (RR 1.321; 95% CI 1.151–1.516). Dialysis 
Dependence: 6% of TMA patients required dialysis, compared to 5% of 
controls (RR 5.08; 95% CI 4.081–6.33). Survival Probability: 9% of 
patients with VEGF-induced TMA survived compared to 20.3% in controls 
(HR 1.165; 95% CI 0.963–1.41, p = 0.42). Post-Dialysis Survival: 3% of 
TMA patients who required dialysis survived, compared to 86.5% of 
controls (HR 5.3; 95% CI 4.1–6.8, p = 0.601). 

Anti-VEGF therapy is associated with an increased risk of TMA, leading 
to higher rates of dialysis dependence and poorer survival outcomes, 
particularly post-dialysis. While survival differences were not statistically 
significant, these findings underscore the serious renal complications 
associated with anti-VEGF therapy. Early detection of TMA and proactive 
renal monitoring are essential to mitigate these risks. Further research is 
needed to develop effective preventive and therapeutic strategies for 
managing TMA in this high-risk patient population. 

G-482. MEMBRANOUS NEPHROPATHY AS AN 
EXTRAINTESTINAL MANIFESTATION OF ULCERATIVE 
COLITIS:  
ahmed Sbaih1, Farah Harasis1, Moh'd Sharshir1. 1Tulane Medical center  

Glomerulonephritis (GN) is a rare complication of Inflammatory bowel 
disease (IBD). Only a few cases of Membranous Nephropathy (MN) 
associated with IBD have been reported. We present a patient with 
Ulcerative colitis (UC) who developed proteinuria due to MN-proven 
biopsy and responsed to UC treatment. 

66-year-old male with a 12-year history of UC, on infliximab infusion 
every two weeks, presented to hospital with bloody diarrhea and 
abdominal pain due to a UC exacerbation. His symptoms were associated 
with frothy urine and limb swelling. Physical examination revealed 
peripheral edema. Laboratory work-up showed acute kidney injury, 
creatinine peaked at 3.8 mg/dL and proteinuria of 4.6 g/g. A workup 
including tests for hepatitis B and C, HIV, ANA, C3, C4, free light chains, 
and serum protein electrophoresis, was negative. During treatment of the 
UC flare, proteinuria decreased to 1.6 g/g, and kidney function improved. 
A kidney biopsy was performed, revealing membranous 
glomerulonephritis. 

Renal complications associated with chronic IBD are commonly due to 
amyloidosis, cystitis, and nephrolithiasis. The coexistence of IBD and GN 
is exceptionally rare. A review of the literature reveals only a few reported 
cases of GN associated with IBD, mostly IgA nephropathy, 
membranoproliferative glomerulonephritis, and focal segmental 
glomerulosclerosis. MN associated with UC has been documented in only 
a handful of cases. The underlying etiology remains unclear. Theories 
regarding the pathogenesis of renal complications in IBD suggest an 
immunological response directly linked to intestinal activity. The release 
of intestinal antigens secondary to bowel inflammation may trigger 
antibody production and immune complex formation, leading to 
glomerular injury. Our patient presented with a UC flare-up and was found 
to have nephrotic-range proteinuria, which improved significantly 
following treatment of the UC exacerbation without requiring specific 




