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Barcelona, January 14th, 2017

Dear Prof. Yang,

On behalf of the Sclentific Committee we have the pleasure of informing you that your paper, with submisslon
reference 2, titled:

ISOLATED CRYSTALLOID PODOCYTOPATHY WITH FOCAL SEGMENTAL GLOMERULOSCLEROSIS IN
RENAL ALLOGRAFT: AN UNUSUAL PRESENTATION OF POST-TRANSPLANT MONOCLONAL GAMMOPATHY
OF RENAL SIGNIFICANCE

has been ACCEPTED for POSTER PRESENTATION to the 2017 Banff-SCT Joint Scientific Meeting to be held In
Barcelona from 27th Lo 31st of March, 2017.

The final number assigned to your POSTER presentation is P-1.
This number will identify your poster In the final program and book of abstracts.

The first author will have to present its communication during the Joint POSTER SESSION which will take place on
2970372017, at 18:30.

Your poster must be dlsplay from Wednesday 29th at 9.00 hours to Friday 31st March at 13.00 hours. However,
poster hoards wlil be avaliable to start displaying your poster from Monday 27th March 2017 at 9.00 hours.




Isolated Crystalloid Podocytopathy in Renal Allograft: An
Unusual Presentation of Post-transplant Monoclonal
Gammopathy of Renal Significance

An-Hang Yang', Che-Chuan Loog?, Niang-Cheng Lin?, and Chih-Yu Yang®

Pepartment of Pathology, 2Department of Transplantation Surgery,
3Department of Nephrology, School of Medicine, National Yang-Ming
University, and Taipei Veterans General Hospital, Taipei, Taiwan

introduciion

Monoclonal gammaopathy of renal significance (MGRS)
denoies a spectrum of hematological disorders which cause
direct  rtenal  damage by  deposing  monoclonal
immunoglobulin undfor indirect renal injury triggered by
seercted  factors  or  autoantibody  activity.  These
hematotogical disorders are often clinically obscure due (o
Tow tumor burden, indelent neoplastic cells, endfor lack of
overl end-osgan dwnage. The patterns of rennl injury vary
widely ik plomerulopathics sre nore comimon than labular
disorders. As in native kidney, MGRS, if net properly treated,
may cause severe consequences in allagraft kidoey resulting
in morbidity or even graft loss.

Results

The patient was a 51-year-old man who had reeeived living-
donor kidney trunsplant from his wife in 2008, His
postranspfanlation course was uneventful until 4 years ago,
when he was found to have gradoal increased urine pretein-
creatinine ratio to 1.56. A renal biopsy was pesformed. The
Tight microscopic cxamination sevealed only mild foenl
interstitial fibrosis and hyajine urteriofuselerosis (g la and
16). hnmunofluorescent exmmination using frozen tissue
showed negative stoining for IgG, 1gM, FgA, Clg, C3, C4,
CAd, kappa-light chain {x-LC) and Jambda-light chain (A-LC)
on bath glomerular and wbular components (figure lc and
Tey.  However, ultmstructural  examination  revealed
cytoplusmic inckusions with crystalloid structuees i the
podocyles (figure tg antd Ih). No crystalloid inclusion was
tound in other renak cells, The repeated sttins of &-LC and A-
LC by immunoperoxidase methed following amstigen retrieval
on lonmukin-fixed  puradlin-embedded  lssue  seetions
demonstrated  wstrictive  staining of podecytes  for =LC
{ligure 1d and £N). Based on the implication of renal biopsy, a
workup for paraproteinemic disease was initiated, The patient
had mild elevated free k-L.C ( 20.84 mg/L) and the serum free
%-LC 10 A-LC ratio wos 2.4, Serum immunoelectrophoresis
revesied @ monoclanal lgGik. Bone marrow biopsy showed
interstitiad infiliration of plasma celis abowl 16% by CD138
wible it 5 40 2 tatio zboul 4:1. Bonc marrow karyotype anadysis
revended no clonal chromesomal sboernnafities. Skeketal
survey showed no osleolylic lesion. Four years after initint
preseniation of monoclonal gammeapaihy, he patient’s scrum
creating level remained stable in @ range of §.09-1.16 mgidL
and the veine protein-creatinine ratios varied between 0.5 o
1.8, Seram free k-LC was slightly increased 10 244 mg/L. A
follow-up renal biopsy was performed in 2086, Light
microscopy showed focal segmental glomerulosclerosis (fig
20 and 2b, whitc arrows). The podocytes remained positive
for &-LC (figure 2d). Similar to previons biopsy, cyleplasmic
inclusions were found only in podocytes without invelving
other renal cells {figare 2g). The crystofloid inclusions
showed lamellated structre with a segular periodicity of 4.4
mn (figure 2i). Occasionally, the crystalloid inciusions
protraded to form citin-like membrane spikes on ¢ell surfice
(fig Zh, black arrow),

Conclusions

Crystalloid podocylopathy is one of the rurest glomerwopathies related to MGRS. As far
as our knowledpe, his is the first report of MGRS prosents as isolated crystalloid
podocytopathy in the aflografl kiduey. The crystaflaid deposits are wainly kappa-light
chains, of which the variable x1 domain accounts for resistunce to proteclysis and
promote self reactivity and crystallization (Nephrol Dial Transplant 25: 2982-2990,
20140). However, the mechanism of preferential podocytic deposition of crystatloid
immuroglobulin remaing unckear, Two inherent features of erystaltodd podocytopulhy
may mislend the pathological diagnosis, Firstly, the crystallizstion of kappa-light chains
frequently causes focking antigenicity and false-negative staining using conventional
immunofluorescent method on frozen fissue, Antigen retrieve is required to demonstrale
the kappa-light chain crystallaid deposits. Seconddly, the dominani morphology of foeal
sepmental  glomerulosclerosis nay obscure the recognition of underlyin erystaltoid
depasits and bias the pathelogical diagnosis as recurrent or de novo FSGS, Aware of these
pitfalls hielps to avoid misdiagnosing the erystalloid podocylopathy.
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