
NOV 2020 DIAGNOSIS LIST

20-1101: amyloid (type TBD) [kidney; non-neoplastic]
20-1102: adrenal cortical adenoma with necrotizing vasculitis [adrenal 
gland/endocrine pathology] 
20-1103: diffuse large B-cell lymphoma [heart; hematopathology]
20-1104: oncocytic papillary cystadenoma with mucinous differentiation [salivary 
gland/H&N pathology]
20-1105: papillary meningioma [brain/neuropathology]
20-1106: stromogenicprostatic cancer [prostate/GU pathology]
20-1107: prostatic cancer 3+3 with IDC vs 3+4 [prostate/GU pathology]
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20-1101
Megan Troxell; Stanford 

72-year-old with 3-4cm kidney mass, incidentally 
discovered on imaging. Partial nephrectomy.
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Diagnosis

Non-neoplastic kidney with

ÅALECT2 amyloid, involving interstitium > glomeruli 
>vessels

ÅDiabetic nephropathy



Amyloid type Mayo all
% (n=474)

Mayo Referral
% (n=127)

Nephropath
% (n=414)

Stanford
% (n=93)

Light chain (AL) 81 41
83

46

Igheavy chain or H&L 4.8 10 1

ALECT2 2.7 20 10 19

Serum amyloid A (AA) 7 12 5 17

Fibrinogen A-alpha (Afib) 1.3 5.5 1 1

Apolipoprotein(AApoAI-IV) 0.6 3 1 1

Gelsolin(AGel) 2

Beta-2 microglobulin 1

Transthyretin(ATTR) 1

Indeterminate 2.3 4 1 No MS-10%
MSindet-5%

Sethi. KI. 2012;82:226ς34. Said. cJASN. 2013; 8: 1515ς23. LarsenKI. 2014;86:378ς82;
Nasr SH, Clin J Am Soc Nephrol. 2015;10(11):2084-93



ALECT2

ÅLEukocytecell-derived ChemoTaxin2
ÅbŜǳǘǊƻǇƘƛƭ ŎƘŜƳƻǘŀŎǘƛŎ ǇǊƻǘŜƛƴΣ άhepatokineέ  
ÅZinc M23 peptidase family

ÅPropensity for renal interstitium
ÅAlso glomerular, vascular, +/- proteinuria
ÅMedulla relatively spared
ÅOther organs: liver, bone marrow, spleen, adrenal, lung

ÅRare in myocardium, brain, fat padĄImplicationsfor survival and biopsy dx

ÅNo specific therapy at present
ÅOverall survival better than AL, AA
ÅRenal survival still poor (20-30+% ESRD)

ÅALECT2 associated with homozygosity for SNP: IsolĄValaa40
ÅHispanic, Middle Eastern, Indian, rare in European Caucasians

Zheng. JBC. 2016; 
291:17133ς42



20-1102
Emily Ryan/Megan Troxell; Stanford 

72-year-old F with adrenal mass

















1994 Chapel Hill Conference

Goal : Define nomenclature of the most common forms of vasculitis and to construct a specific 

definition for each

Definitions proposed : Characteristics required to justify the diagnosis

Å No specification of what observations or criteria required to make the diagnosis

Å Definition versus diagnostic criteria versus classification criteria

Example: Definition requires histopathologic descriptions, in practice diagnosis may not be required 

(a cavitary lesion in the lung by imaging may be sufficient to diagnose necrotizing granulomatous 
pulmonary inflammation)

So... another consensus conference in 2012, to improve the existing nomenclature by modifying names and 

definitions and adding categories that had been omitted in 1994



Rheumatologists



Required in all cases:

Vasculitis: Inflammation of blood vessel walls, at some point

Features that vary among different forms of vasculitis:

Å Etiology

Å Pathogenesis

Å Type of vessel affected

Å Type of inflammation

Å Favored organ distribution

Å Clinical manifestations

Å Genetic predispositions

Å Distinctive demographic characteristics

Classifying by etiology would be great...not always known, so the CHCC 

nomenclature subdivides vasculitides based on combinations of features





Vasculitis

Noninfectious Infectious 

Rickettsial

vasculitis

Aspergillus 

arteritis
Syphilitic 

aortitis Large

TakayasuPolyarteritis
nodosa

Kawasaki

Microscopic 

polyangiitis

What size vessel?

Giant 

cell

MediumSmall

ANCA -associated

Granulomatosis 

with polyangiitis

Eosinophilic 

granulomatosis 

with polyangiitis

Immune complex 

small vessel 

vasculitis

Hepatitis C -

associated 

cryoglobulinemic

Lupus

Rheumatoid

Anti -glomerular 

basement 

membrane disease

Cryoglobulinemic 

vasculitis

IgA vasculitis

Hypocomplementemic

urticarial vasculitis

Variable vessel vasculitis

Behcet's disease Cogan's syndrome Single -organ vasculitis









Single -organ vasculitis 

Å Arteries or veins of any size in a single organ

Å No features that indicate that it is a limited expression of a systemic vasculitis

Å Distribution may be unifocal or multifocal (diffuse) within an organ or organ system

òSome patients originally diagnosed as having SOV will develop additional disease 

manifestations that warrant reclassifying the vasculitis as one of the systemic 

vasculitides (e.g., cutaneous arteritis later becoming systemic PAN). Clinical, laboratory, 

and pathologic features are useful in distinguishing SOV from an isolated expression of 

systemic vasculitis. Concluding that an isolated vasculitis is a limited expression of a 

systemic vasculitis does not imply that the vasculitis will or will not subsequently evolve 

into systemic disease.ó (Jennette et al)
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20-1103

Dean Fong; VA Palo Alto

61-year-old F with DM type 2, presented acutely to the ER with chest pain and 
SOB. She was found to have a large intracardiac mass with right pleural effusion, 
pericardial effusion, and bilateral pulmonary emboli. She was taken to the OR for 
drainage of effusions and a pericardial window with biopsy. Several hours after 
surgery, she suddenly decompensated and multi-organ failure ensued. Upon 

autopsy, a large tumor encasing the inferior vena cava and right pulmonary artery 
with involvement of the right mainstem bronchus, and extensive involvement of 

bilateral posterior atria and ventricles of the heart was found.
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Diagnosis

ÅDiffuse Large B-Cell Lymphoma of the Heart

ÅPositive for BCL2

ÅNegative for CD5, CD10, CD23, CD30, BCL6

ÅEBER(EBV) Negative

ÅNo other enlarged lymphadenopathy found during autopsy



Cardiac Involvement by Lymphoma

ÅB-lineage ĄDLBCL most common
ÅImmunocompromised Ą PEL, EBV-associated PTLD

ÅPrimary Ą rare, 0.1% of cases in a series of 12,000 autopsies
Å< 0.5% of extra nodal lymphomas and < 2% of resected cardiac tumors

ÅInvolves right heart

ÅCase reports Ą presents as a cardiac mass



Cardiac Involvement by Lymphoma

ÅSecondary Ą 8.7-25% of pts in autopsy studies and accounting for 
9% of the total metastasis to the heart
ÅWidespread Ą affecting epicardium and myocardium diffusely

ÅLV Ą 55%; RA Ą 54%

ÅLate manifestation

ÅDirect extension from mediastinal tumor, hematogenous spread, lymphatic 
spread

ÅFrequently undetected



Cardiac Involvement by Lymphoma

ÅPre-Rituximab data
ÅMedian Survival 3 months (94 cases)
ÅWorse outcomes with heart failure, T-cell lymphoma and aggressive B-cell lymphoma

Å197 cases primary cardiac lymphoma
Å1 month in pts with LV involvement

Å22 months in pts free from LV disease

ÅDLBCL Ą sensitive to R-CHOP
ÅCardiac rupture from rapid tumor destruction

ÅHigh mortality rate




