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SB 6211
Allison ZemeKSunny Kao; Stanford

53-yearold man with left periurethral
obstructing mass noted on
urethroscopy, with bladder outlet
obstruction and prostatic enlargement.
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Well-differentiated
neuroendocrine tumor

Clinical features:
- Rare <1% (6 In 25 years, Epstein 2011)
- Age range: 4%0yrs
- Smooth, polypoid nodules
- Bladder neck, trigone, urethra

Pathogenesis:
Unclear: perhaps chronic inflammation/reactive



Well-differentiated

neuroendocrine tumor

Histopathologic features:
- Uniform cuboidal or columnar cells

- Pseudoglandulgpattern with acinar and
cribriform structures

- Inconspicuousucleoli*
- Paneth cellike eosinophilic granules*

- Confined to lamingropria, associated with
cystitiscysticaet glandularis

Immunohistochemicafeatures:
Synaptdchromo+ CK7+CK20 PSA



Table 1 2016 WHO

Classification of neuroendocrine
tumors of the urinary bladder

189

Neuroendocrine tumors of the urinary tract Synonym(s)

Small cell neuroendocrine carcinoma Neuroendocrine carcinoma
Oat cell carcinoma (obsolete)
Large cell neuroendocrine carcinoma None
Well-differentiated neuroendocrine tumor Carcinoid tumor
Paraganglioma Extraadrenal pheochromocytoma




EndocrPathol(2016) 27:188.99

Reported ranges of CK7 | CK20| S100| GATA3
positive IHC (%)

Smallcell NEC 50-64

Large cell NEC - - 0 -
Welldifferentiated 75 0 - -
neuroendocrine tumor

(carcinoid)

Paraganglioma 0 0 100 83-100



Well-differentiated
neuroendocrine tumor

Treatment:
- Complete excision

Prognosis:

- Seems to be good if primary and weifferentiated,
need more follow up studies

- Need to exclude metastatic neuroendocrine tumor
(as Iin this case)

Takehome point:
- neuroendocrine tumors are everywhexe



References

A Chen YB, Epstein JI. Primary carcinoid tumors of
the urinary bladder and prostatic urethra: a
clinicopathologicstudy of 6 cases. AnSiirg
Pathol 2011 Mar;35(3):44%. PMID:21317716

A KoubaE, Cheng L. Neuroendocrine Tumors of the
Urinary Bladder According to the 2016 World
Health Organization Classification: Molecular anc
Clinical CharacteristicekndocrPathol 2016
Sep;27(3):1889. PubMedPMID:27334654




SB 6212
JonathanLavezdEduardo
Zambrano; Stanford

32-yearold woman European descent with
a 5 cm hypervascular right periaortic mass
found on CT scan just inferior to th&' 3
portion of the duodenum.
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SouthbayPresentation

Jonathan Lavezo MD, AP/NP
Eduardo Zambrano MD



S
?“nliﬁ_;,
g

"1 Chromogranin
d = - v . &
SR O S TIS al ee T




S
n
>
<
o
@)
+—
o
®©
c
>
p)

\-
3

‘.ﬂ o~
s o

3













Family History

A Fatherdiagnosed with an abdominal
paraganglioma at age 56, he underwent
chemotherapy and radiation therapy. History

of multiple strokes and radiation exposure on
his job site. He died at age 56

A Paternal aunt diagnosed with a hormone
secreting periaortic paraganglioma at age 57.
She underwent genetic testirag the

University of Michigan Cancer Genetics clinic
andwas found to carry an SDHiitation
(C.79C>Ip.Arg27X



d.60s
heart problems

d. 70s
neart problems
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MiWar no CA
74 d 69

no CA ETOM

nocontact  retroperitongal mass 32




Genetic Results

A Familial Pathogenic SDHB Variant;: PRESENT
I Gene =SDHB
i Variant = c.79C>T (p.Arg27Xx)
I Zygosity = heterozygous



SDHB RELATED HEREDITARY
PARAGANGLIORHEOCHROMOCYTOI
SYNDROME

A Autosomal Dominant condition characterized by the
growth of paragangliomagpheochromocytomas

A Frequently diagnosed in"8decade of life

I Adrenal = pheochromocytoma

I Extraadrenal = paraganglioma
A Sympathetic (abdomen) or parasympathetic (head and neck)

A Five types of hereditary paraganglioma
pheochromocytoma (types 15)
I Typed4 = usually develop extradrenal paragangliomas in

the abdomen and are at higher risk of
malignant/metastatic disease



UNCOMMON COMMON
(a) Head and neck PGL

(d) Pituitary adenoma (rare)

gouperior
oo

(b) Phaeochromocytoma
(e) Renal cell carcinoma y /

(f) GIST

(c) Abdominal PGL




Table 1 Clinical features (penetrance) of PGL syndromes 1-5

-
Syndrome Gene PC TAPGL HNPGL Multifocal Malignant I Other
PGL1 SDHD? ~10-25% 20-25% 85% 55-60% ~4% ~8% GIST and PA
PGL2 SDHAF2°? 0 0 100% 0 0 |0 -
PGL3 SDHC 0 Rare e 15-20% 0% re GIST
PGL4 SDHB 20-25% 50% 20-30% 20-25% ~30% ~14% GIST and PA
PGLS SDHA Rare Rare Rare Rare Rare |0 GIST and PA
PC, phaeochromocytoma; TAPGL, thoracoabdominal PGL; HNPGL, head and neck PGL; RCC, A, pituitary adenoma; GIST,

gastrointestinal stromal tumour. Neumann et al. (2002), Amar et al. (2005), Schiavi et al. (2005), Benn et al. (2006), Cascén et al. (2009), Hao et al. (2009),

Mannelli et al. (2009), Burnichon et al. (2009), Ricketts et al. (2010), Welander et al. (2011) and Gimenez-Roqueplo et al. (2012).
*Paternally inherited.

®Lifetime prevalence not yet determined.



Reference

A Fifteen Years of Paraganglioma: Clinical
Manifestations of paraganglioma syndromes
types 15. EndociRelatCancer2015 Aug;
22(4): T91T103.



SB 6213
SanjayKakar UCSF

35-yearold woman w/history of IV drug use
died in car accident. 4cm liver mass noted while
evaluating for liver transplant and sent for
frozen section.
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Frozen section

ADiagnosis: Hepatocellular adenoma

ALiver, both kidneys, heart and lung
were used for transplant
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HCA classification: WHO 2010

HNFZI - I -catenin Inflammatory
Inactivated activated

Histology Steatosis Atypical Sinusoidal

features dilatation
Association Rare 40% Uncommon
with HCC

Loss of LFABP Nuclearn -
catenin
DiffuseGS

Zucman-Rossi, Hepatology, 2006
WHO blue book, 2010



Liver fatty acid binding

protein (LFABP)




IHC: subtyping adenoma

A IHC for subtyping adenoma, not for
diagnosis

A Establish diagnosis of adenoma before
subtyping

A Pitfalls

-LFABP loss can occur in HCC

-SAA, CRP staining can be seen in HCC
-Diffuse GS staining in HCC
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FZ dx: Hepatocellular adenoma
Concerning features

A Necrosis

A Mitotic activity

A Reticulin-poor stroma
A Diffuse GS staining



Additional stains

A Arginase-1, Hep Par 1: negative
A Keratin: negative






Diagnhosis

AHepatic angiomyolipoma



Hepatic AML

A Most are sporadic; 5-15% TSC
A Predominantly epithelioid
A Radiologic features like HCC

Wang, AJCP 2006

Agaimy, Int J Clin Exp Pathol 2012
Aydin, AJSP 2009

Wang, Medicine (Baltimore) 2014
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Questions

ADiffuse GS staining
ABenign or malignant






