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Renal biopsy to diagnose PAN:

60yo male with distal demarcating gangrene and mummification
of all digits of both hands.

?polyarteritis nodosa

No infection

Precipitation by a cold ischemic event? (Bath of cold water)

History of MGUS
Previous episodes digital ischemia of hands and toes in 2017,
2020 17 improved with corticosteroids and methotrexate



Two wessel run off in the lef
ATA occluaion, with collateral

| 13 On-3peCclilc, DUt would be a

atherosclerotic disease.
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Angicgraphic cut off of the digital arteries beyond the level of the
proximal phalanges in both hands. Angicgraphic detail of the digita
rteries of the toes is limited.
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lower limb below the knee with lcong segment
reconstitution of the wveazel evident. Thi

typical pattern of peripheral arterial

digital artery occlusions, no specific
focal wvaacular beading/stenc3lis/aneurysm

formation are demonstrated in the upper and lower limbs.




Lab investigations

|gG Lambda paraprotein 4g/|_ ;Z;E::;:;::::w >100 x10°6/L

Free Kappa 49.28 mg/L (Range 19.4mg/L) pichelisl Cells

Free Lambda 41.45 mg/L (Range 26.3mg/L) rystals Negative

Ratio 1.19 (normal ratio) Coteure:

IgG, IgA, IgM negative e

3 1.69 (1.80/L) s

C4 0.58 (0.45g/L) T Low

Vasculitic markers Negative:
ANCA/dsDNA/ANA/PR3 negative
Cardiolipin negative

Hep B and Hep C negative

Cold agglutinin screen negative









4
1
3

AL 2

/
s :
N L . Y
Rap
g;
< :










-
ar o




1=

C3- 3+ granular staining
IgA, IgG, IgM, C1qg negative
Kappa and Lambda negative




Paraffin |IF

C3 LAMBDA
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Confirmed IgA, IgG and IgM, clqg negative
Images courtesy of Dr M Fadia, The Canberra hospital
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Remember the Vessel




C3 dominant glomerulonephritis with
Lambda light chain restriction

A Bright C3 with absent
Immunoglobulin deposition

A Absent electron dense
deposits to exclude DDD

A Treatment with 6 cycles of
pulsed steroids with monthly
cyclophosphamide.

- Improvement in
peripheral circulation




Definitely an unwanted diagnosis..
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The pathology report is now available. The radiologist has reviewsd these results
and correlation hes been madse with the imaging pre-biopsy diagnosis.
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Radiclogy/Pathology Correlation 11/04/23

Tha ""t-.".ﬂ_ﬂgﬁ? :..-E-__.._.. result is considered to be repres entative of the lesion

demonstrated on imaging and adeguate materisl was obtained at the time of biopsy.
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complement abnormalities, glomerular proteomic profile,

Ref: Sanjeev Sethi, et al C3 glomerulonephritis: clinicopathological findings

treatment, and follow-up. Kidney International, Volume 82, Issue 4

Pages 465-473 https://doi.org/10.1038/ki.2012.212.

2012



C3 GN

A Occurs in all ages

A Can present with haematuria and
proteinuria

A Associated with fairly stable kidney
function both in the long and short term

A Occurs as a result of diverse number
of triggers causing dysregulation of the
Alternate Pathway complement el e i ek ol s
p a t hway_ the AP of complement.

Triggering factors
* Infections

*  Monoclonal Ig
* Autoimmunity

AP abnormalities

* Mutations/
variants

* C3Nef/

autoantibodies

C3 glomerulonephritis: clinicopathological
findings, complement abnormalities, glomerular
proteomic profile, treatment, and follow-up
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| essons | learnt

A Paraffin IF- More sensitive than fresh. Canberra and RNS are able to do

this.
A Importance of a renal network to help with diagnosis.
AAMPGNO is no | onger as | | earnt from
A Our role as pathologists within patient management:

ADi scussion with immunol ogist regardi

should be reclassified as MGRS as a result of this biopsy..

A They have also proposed that the peripheral vessel vasculitis within
the digits is likely also due to his underlying IgG lambda paraprotein-
making this MGCS

e . . However treat ment has not refl ect



Thank you



