NOV 2020 DIAGNOSIS LIST

20-1101: amyloid (type TBD) [kidney; roaoplastic]

20-1102: adrenal cortical adenoma with necrotizing vasculitis [adrenal
gland/endocrine pathology]

20-1103: diffuse large Bell ymphoma [heart; hematopathology]

20-1104: oncocytic papillary cystadenoma with mucinous differentiation [salivar
gland/H&N pathology]

20-1105: papillary meningioma [brain/neuropathology]
20-1106:stromogenigorostatic cancer [prostate/GU pathology]

20-1107: prostatic cancer 3+3 with IDC vs Jrédgtate/GU pathology]
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20-1101

MeganTroxel] Stanford

72-yearold with 34cm kidney mass, incidentally
discovered on imaging. Partial nephrectomy.
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Diagnosis

Nonneoplastickidney with

AALECT2 amyloid, involvimgerstitium > glomeruli
>vessels

ADiabetic nephropathy



Amyloid type Mayo all | Mayo Referral| Nephropath
%(n 474) %(n 127) % (n=414)

Light chain (AL)

g heavy chain or H&L 4.8 10 1
ALECT?2 2.7 20 10 19
Serum amyloid A (AA) 7 12 5 17
Fibrinogen Aalpha Afib) 1.3 5.5 1 1
Apolipoprotein(AApoAllV) 0.6 3 1 1
Gelsolin(AGe) 2

Beta2 microglobulin 1

TransthyretinlATTR) 1

Indeterminate 2.3 4 1 No MS10%

MSindet-5%

Sethi Kl. 2012;82:22634. Said. cJASN. 2083;151%23. LarserKl.2014;86:37882;
Nasr SH, Clin J Am Soc Nepl#2©015;10(1):.208493



ALECT?2 L

Loop 4
4

Zheng. JBC. 2016;
ALEukocyteellderivedChemoTaxir2 291:1713342
Ab Sdzi NP LIKAf OKShHE@iokin@ i A O LINRUSAY .
A Zinc M23 peptidase family

APropensity for renaterstitium
A Also glomerular, vascular, -froteinuria
A Medulla relatively spared

A Other organs: liver, bone marrow, spleen, adrenal, lung
A Rare in myocardium, brain, fatidd Implicationsfor survival and biopsy dx

ANo specific therapy at present
A Overall survival better than AL, AA
A Renal survival still poor (280+% ESRD)

AALECT?2 associated with homozygosity for 86R; Valaa40
A Hispanic, Middle Eastern, Indian, rare in European Caucasians



20-1102

Emily Ryan/Megaiiroxell Stanford

/2-yearold F with adrenal mass
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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

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

A 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

Arthritis & Rheumatism

An Official Journal of the American College of Rheumatology
www.arthritisrheum.org and wileyonlinelibrary.com

SPECIAL ARTICLE

2012 Revised International Chapel Hill Consensus Conference Nomenclature of
Vasculitides

J. C. Jennette,' R. J. Falk,' P. A. Bacon, N. Basu,” M. C. Cid,* F. Ferrario? L. F. Flores-Suarez." W. L. Gross.”
L. Guillevin,* E. C. Hagen,” G. S. Hoffman,'” D. R. Jayne.'' C. G. M. Kallenberg.'> P. Lamprecht,"*

C. A. Langford.'"” R. A. Lugmani,'* A. D. Mahr,"” E. L. Matteson,'” P, A, Merkel.'” S. Ozen,'" C. D. Pusey,'”
N. Rasmussen,™ A, J. Rees”' D. G. L. Scott,” U, Specks,'® J. H, Stone,” K. Takahashi,™ and R. A. Watts"



Table 1. Explanation of terminoloy

Term , : = i I They Example 2
|
- ! ; a8 . | swagger,
Diagnosis I'he namy < Rt and stroll| Polyarteritis nodosa
Definition Discase \ i b W oy '3 Necrotizing arteritis of medium or
patient - ‘ ¥ l {4 small arteries without
the dia ! glomerulonephritis or vasculitis m
¥ arterioles, capillaries, or venules,
i and not associated with ANCA
Classification criteria Observat Q* N Medium artery necrotizing arteritis
atient P _ seen on biopsy, negative ANCY
P biopsy, ncgative ANCA,
categor . W Shae b T : no MCLNS, and no evidence of

e ; glomerulonephntis

v ] 51}
¥.....7s Rheumatologistg *

Diagnostic cniteria Obscrvat Ry T ""e ‘“S\ s - <= Mecdium artery ancurysm scen on
confid . T“e_‘ s\ b imaging or necrotizing arteritis
of the M \\\(e us: . seen on biopsy, negative ANCA,
discasceaumie £ W Amanta . no MCLNS, and no evidence of
Sy Seyfried ks her ;
glomerulonephntis

-

¥
* The classification criteria and diag »

classification criteria and disgnostic They stay
of a discase (e.g., histologic confirm side-by-side
of acute myocardial infarction). ANC I —

syndrome. N i
'.e gf j / < 5
-
_—
. _‘.

' } '\\‘;)
'41

from any validated study. Note that
logic process that i a defining feature
¢ criterion for an actionable diagnosis
§ MCINS=mucocutancous lymph node

L



Required in all cases:
Vasculitis: Inflammation of blood vessel walls, at some point

Features that vary among different forms of vasculitis:
A Etiology
A Pathogenesis
A Type of vessel affected
A Type of inflammation
A Favored organ distribution
A Clinical manifestations
A Genetic predispositions
A Distinctive demographic characteristics

Classifying by etiology would be great...not always known, so the CHCC
nomenclature subdivides vasculitides based on combinations of features



A Large Vessels B Medium Vessels C Small Vessels

Figure 1. Types of vessels that are defined as large vessels (A), medium vessels (B). and small vessels (C) in the Chapel Hill Consensus Conference
nomenclature system. The kidney s used to exemplify medium and small vessels. Large vessels are the sorta and its major branches and the
analogous veins. Medium vessels are the main visceral arteries and veins and their initial branches. Small vessels are intraparenchymal arteries,
arterioles, capillaries. venules, and veins.



‘ Vasculitis ’

/ T
‘ Noninfectious J

/ What size vesselkA
Rickettsial Syphilitic Aspergillus
vasculitis ~oritis arteritis Large

‘Polyarteritis ] Kawasaki | Takayasu J| Giant
nodosa cell

‘ Infectious ’

ANCA -associated Immune complex Anti -glomerular
small vessel basement
vasculitis membrane disease
Microscopic
olyangiitis . ' i
polyang Hepatitis C - Cryoglobul_lnemlc
associated vasculitis
Granulomatosis cryoglobulinemic
with polyangiitis ( IgA vasculitis ]
[ Lupus ]
Eosinophilic .
granulomatosis Hyp_oc0_mplemen_t¢m|c
with polyangiitis [ Rheumatoid ] urticarial vasculitis

—

[ Variable vessel vasculitis

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




Immune Complex Small Vessel Vasculitis
Cryoglobulinemic Vasculitis
IgA Vasculitis (Henoch-Schénlein)
Hypocomplementemic Urticarial Vasculitis
(Anti-C1q Vasculitis)

Medium Vessel Vasculitis

Polyarteritis Nodosa [ Anti-GBM Disease
Kawasak| Disease

|

ANCA-Associated Small Vessel Vasculitis

Microscopic Polyangiitis
\ ) Granulomatosis with Polyangiitis
| (Wegener’s)
Large Vi I Vasculitis Eosinophilic Granulomatosis with Polyangiitis
Takayasu Arteritis (Churg-Strauss)

Giant Cell Arteritis

Figure 2. Distribution of vessel involvement by large vessel vasculitis, medium vessel vasculitis, und small vessel vasculitis. Note that there is
substantial overlap with respect to arterial involvement. and an important concept is that all 3 major categories of vasculitis can affect any size artery.
Large vessel vasculitis affects large arteries more often than other vasculitides, Medium vessel vasculitis predominantly affects medium arterics.
Small vessel vasculitis predominantly affects small vessels, but medium arteries and veins may be affected. although immune complex small vessel
vasculitis rarcly affects arteries. Not shown is varinble vessel vasculitis. which can affect any type of vessel, from aorta to veins. The diagram depicts
(from left to right) aorta, large artery, medium artery, small artery/arteriole, capillary, vesule, and vein. Anti-GBM = anti-glomerular basement
membrane; ANCA = antincutrophil cytoplasmic antibody.
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DIAGNOSIS (MICROSCOPIC):
A ADRENAL, RIGHT, ADRENALECTOMY
— ADRENAL CORTICAL ADENOMA WITH NECROTIZING ARTERITIS (SEE
COMNMIENT)



Single -organ vasculitis

A Arteries or veins of any size in a single organ

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

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

OSome patients originally diagnosed as havi
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

Il Nt o systemieonettcieccaBase. 0 (

WROreRitu Madane & Appid Joumte, W 1 {00, b9 Y398 (0T CASE REFPORTY

Original Article
Single-organ vasculitis of the Comparison between classical polyarteritis
cervix accompanying human nodosa and single organ vasculitis of
papsiomyvicus indcetion medium-sized vessels: a retrospective study
SUKAT GOZOKOCOK', ASLL YARC GURSOY’. DUYGU KANKAYA', CEM ATAREKOGLL of 25 patients and review of the literature

N. Kint*, P. De Haes?, D. Blockmans®

'‘Department of General Internal Medicine, University Hospital Gasthuisberg, Leuven, Belgium, *Department of
Dermatology, University Hospital Gasthuisberg, Leuven, Belgium
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20-1103

Dean Fong; VA Palo Alto

61-yearold 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 effusio
pericardial effusion, and bilateral pulmonary emboli. She was taken to the OR fc
drainage of effusions and a pericardial window with biopsy. Several hours after
surgery, she suddenly decompensated and raijjlan failure ensued. Upon
autopsy, a large tumor encasing the inferior vena cava and right pulmonary arter
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

ADiffuse Large &ell Lymphoma of the Heart
APositive for BCL2

ANegative for CD5, CD10, CD23, CD30, BCL6
AEBER(EBV) Negative

ANo other enlarged lymphadenopathy found during autopsy



Cardiac Involvement by Lymphoma

AB-lineageA DLBCL most common
Almmunocompromised PEL, EB¥ssociated PTLD

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

Alnvolves right heart

ACase report# presents as a cardiac mass
o — 2= Cardiac Lymphoma

Jean Jeudy, MDY, Allen P. Burke, MI Aletta Ann Frazier, Mmp"“*

Radiol Clin N Am 54 (2016) 689-710




Cardiac Involvement by Lymphoma

ASecondaryy 8.7-25% of pts in autopsy studies and accounting for
9% of the total metastasis to the heart
AWidespreadd affecting epicardium and myocardium diffusely
ALVA 55%; RA 54%
ALate manifestation

ADirect extension from mediastinal tumor, hematogenous spread, lymphatic
spread

AFrequently undetected



Cardiac Involvement by Lymphoma

APreRituximab data

AMedian Survival 3 months (94 cases)
A Worse outcomes with heart failure;cll lymphoma and aggressivecBll lymphoma

A197 cases primary cardiac lymphoma
A 1 month in pts with LV involvement
A 22 months in pts free from LV disease

ADLBCH sensitive to REHOP
A Cardiac rupture from rapid tumor destruction

AHigh mortality rate






