Outline of Lecture 33 (12-18 PA; Haas)

Systemic Disease
Omitted: review of general Clinical features of SLE and scleroderma, see Section 3 Rheum summary

SLE with renal involvement: lupus nephritis

Type I: normal glomeruli (no renal involvement)


Type II: pure mesangial



Clinical: mild nephritic



Histology: focal GN (hypercellular mesangium but unobstructed capillaries)



IF: full-house (granular IgA, IgG, IgM, C1q, C3) in mesangium



EM: mesangial deposits


Type III: focal proliferative



Clinical: nephritic or mixed



Histology: focal GN (mesangium and capillary involvement, capillary obstruction)



IF: full-house (granular IgA, IgG, IgM, C1q, C3) in mesangium



EM: mesangial and subendothelial deposits


Type IV: diffuse proliferative



Clinical: most common and worst prognosis, nephritic or mixed



Histology: diffuse GN, often wire loops and/or crescents



IF: full-house (granular IgA, IgG, IgM, C1q, C3) in mesangium



EM: mesangial and subendothelial deposits


Type V: membranous



Clinical: nephrotic



Histology: thickened capillary loops (like idiopathic membranous)



IF: full-house (granular IgA, IgG, IgM, C1q, C3) in mesangium



EM: subepithelial and mesangial deposits, tubuloreticular inclusions
Multiple myeloma/monoclonal light chain disease


Light chain cast nephropathy (“myeloma kidney”)



Clinical: most common LCD, obstruction by tubular casts ( acute renal failure


Histology: no glomerular involvement, but casts are usually eosinophilic


IF: casts stain for either ( or (

Amyloidosis


Clinical: AL (1(, due to light chains ( > () vs AA (2(, due to SAA), nephrotic


Histology: AL and AA identical, Congo red ( mesangial expansion



IF: used to identify type of amyloid



EM: extracellular, randomly oriented, thin, nonbranching fibrils


Light chain deposition disease


Clinical: least common light chain disease, ( > (, nephrotic



Histology: nodular glomerulosclerosis, thickened basement membranes



IF: linear ( or (


EM: fine granular deposits in basement membrane

Thrombotic microangiopathies


Hemolytic-uremic syndrome/Thrombotic thrombocytopenic pupura


HUS: diarrhea + (children, E. coli in undercooked meat, glomerular involvement with endothelial injury) vs diarrhea – (adults & children, etiology unclear, worse prognosis); sx include microangiopathic hemolytic anemia, thrombocytopenia, renal failure

TTP: vWF cleavage defect; pentad of symptoms: fever, microangiopathic hemolytic anemia, thrombocytopenic purpura, neurological manifestations, renal insufficiency



Histology: thrombi and RBC fragments in glomerular capillaries, double contour BM


EM: endothelial detachment from basement membrane


Scleroderma



Clinical: scleroderma renal crisis (severe HTN, acute renal failure)


Histology: small artery intimal hyperplasia often with RBC fragments in intima

