
Updates in Amyloidosis



A 32 Yrs old man with nephrotic syndrome around 

6 gram/day had biopsy in 1394/12

Treatment with cellcept 4 months and cyclosporin 

300 mg after that. Patient did not continued 

prescription due to side effect and came back after 

two years.











History





Amyloid molecular mechanisms and 

imaging characteristics. Source 

protein, misfolding, fibril formation, 

and deposition are depicted for 

cardiac ATTR and cardiac AL. 

Scott Jerome et al, JOURNAL OF NUCLEAR 

MEDICINE TECHNOLOGY, 2023 







Prevalence

Said SM,Clin J Am Soc Nephrol 2013; 8:1515

Ravichandran S,N Engl J Med. 2020;382(16):1567



Map Of Amyloid Types By Organs

Dasari et al, Mayo Clin Proc. 

September 2020;95(9):1852-1864

Amyloid Typing by Mass Spectrometry in

Clinical Practice: a Comprehensive Review 

of 16,175 Samples.

They  identified 21 established amyloid types 

from January 1, 2008, to December 31, 

2018.



Identifying amyloid: Kidney or liver biopsy is positive in over 90 percent of cases, abdominal fat pad 

aspirate (60 to 80 percent), rectal biopsy (50 to 70 percent), bone marrow biopsy (50 to 55 percent), or skin 

biopsy (50 percent).



Evidence Of Monoclonal Plasma 

Cell Clone

Evaluation with serum and urine immunofixation plus a 

serum free light chain ratio analysis provides the most 

sensitive measure for this M protein.

`

The M protein in AL amyloidosis is IgG in approximately 35 

percent, IgA in 10 percent, IgM in 5 percent, IgD in 1 

percent, and light chain (lambda or kappa) in the 

remaining patients.

Monoclonal plasma cell disease: intense staining 

for lambda light chains (left panel, 70%) with 

almost no staining for kappa light chains (right 

panel 30%).







Determining the type of amyloid

Anti-kappa light chain antibodies

along the tubular basement membranes



Criteria For Kidney Staging, Response And 

Progression





AL Amyloidosis Treatment



Kastris et al, NEJM, 2021



Actionable Cellular Molecules And Signaling Pathways To 

Target Plasma Cells In AL



Hematologic response assessment



Graded Organ Response Criteria



Chronic Inflammatory Conditions Associated 

With AA Amyloidosis



Pathogenesis of amyloid A (AA) amyloidosis



 Positive immunohistochemical staining of 

amyloid deposits with monospecific anti-

AA protein antiserum is highly specific for 

AA amyloidosis when performed in expert 

centers. 

 Serum amyloid P component (SAP) 

scintigraphy is a radiolabeled variant of 

the SAP found in all method of measuring 

the extent of amyloid involvement by 

using a amyloid deposits.

 This test is more accurate in secondary 

amyloidosis and may be positive even 

when tissue biopsy has been negative.

Diagnosis of AA 

Amyloidosis



Goals in treatment

The preferred therapy of AA amyloid is control of the underlying 

inflammatory disease



Treatment of AA (secondary) Amyloidosis



Conclusion



TRANSTYRINE





Cardiac amyloidosis: Three radiotracers 

have been used in cardiac amyloidosis 

Imaging and staging 

1-99m Tc-3,3-diphosphono-1,2-

propanodicarboxylic acid

2-99m Tc-pyrophosphate

3-99m Tc-hydroxymethylene 

diphosphonate

Scott Jerome et al, JOURNAL OF NUCLEAR MEDICINE 

TECHNOLOGY, 2023 



Tafamidis Treatment for Patients with 

Transthyretin Amyloid Cardiomyopathy

Maurer et al., NEJM 2018





NEJM,   5 August 2021







ALECT2 amyloidosis






