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SB 6131

Kerri RiegefCharles Lombard; Stanford/El Camino Hospital

62-yearold male with one month history of cough and shortness

of breath and one week history of widespread rash and mucosal
erosions PMH: retroperitoneal Castleman disease Clidobal
EM/SJS, lichenoid drug eruption, r/o paraneoplastic pemphigus.
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Paraneoplastic Pemphigus (PNP)

A Autoimmune blistering disorder that occurs in the setting of
lymphoproliferative disorders and other malignancies

A Clinical presentation typically begins with painful, severe
stomatitis

A Cutaneous lesions are polymorphic and can resemble erythem:
multiforme, lichen planus, pemphigus vulgaris and bullous
pemphigoid

Frewand Murrell, DermatoClin2011



Paraneoplastic Pemphigus (PNP)

A Mortality is high (up to 90%) and can be partly
attributed to pulmonary involvement, usually in the
form of bronchiolitis obliterans

A Disease results from autoantibodies that target a
number of antigens, the most important of which are
thought to be the plakin proteins

A Management:

I Treatment of the underlying malignancy

I Suppression of disease activity (systemic steroids and othe
Immunosuppresants



PNP: histopathology

A Lichenoid/interface .
dermatitis with e
dyskeratosis, acantholysis :

A +/- subepidermabullae







PNP: immunofluorescence

A Direct IFshows IgGndC3 on
epidermalcell surfaces and at
BMZ

A 41% sensitivity; 87% specificity

A Indirect IFon transitional
epithelial tissue (typically rat
bladder)

A 86% sensitivity; 98% specificity

ol e _Pemphigus

.~ Pemphigoid




SB 6133

AlanaShairiSunny Kao; Stanford

43-yearold male with hematuria. CT shows
a partially calcified cystic urachal lesion.
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SB 6132
(scanned slide available)

Charles Lombard; El Camino Hospital

2 [-yearold femalewith 13cm
ovarianmass
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27 yo F with Ovarian mass and
Hypercalcemia

Small cell carcinoma of the ovary
Hypercalcemic type









SCCAHT
Clinical features

A Age: 23 (71)
A Presentation
I Pain 68%
I Mass 55%
I Hypercalcemi&®8%

A Familial cases

I Autosomal dominant pattern
I SMARCA4 mutation



SCCEHT
Histology

A lefuse sheets of small undifferentiated cells

" Nests, cords, clusters, follicle like spaces

I Spindled areas, clear cell areas, hyaline globules
:
I Can have admixed large cell areas with enlarged

Rhabdoideatures can be seen

nucleoli (Large cell varianthese predominate)
High mitotic rate

A Misdiagnosis rate in published series

19-30%



SCCeHT
oPolyimmunophenotypic

AWT1 95%

A P53 35%

ACD10: 95%

A Keratin variable 6690%

AEMA variable 3690%

A Calretinin  variable 70%

A Synaptovariable 15%

A. dzi oI A0X 0(KSNFB
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IHC for BRG1 protein

A BRGL1 is encoded by SMARCA4

I Mutation leads to loss of BRG1 expression by IHC
A Although some other tumors also lose this

I Ovarian clear cela4%; ESS 8%; EMCA rare

I Most tumors in DDX lack this expression

A SCC ovary pulmonary type, GGIL,t8mor, Germ cell tumorshabomyosarg
DSRCTEwingssarcoma, synovial sarcoma, lymphoma, melanoma

A In this case patient had loss of BRG1 and BRM by IHC

I BRM loss thought to be?20 epigenetic silencing not mutation to
SMARC B2

A 92% of cases have SMARCA4 mutation: 86% have loss of BRG1 b
IHC

I One study: 43% @CCHT mutations were GERMLINE mutations



SCCAHT
What kind of tumor Is this???

?? Carcinoma
i 9aY RS&ayvyz2az2yvySas GAIKG 2dzyOoiuArzyas X
T IHC: some keratin, EMA, NE markers
?? Germ cell origin
T EM: Xcellular BMlike material
I LM: PAS+ globules
?? Sex cord stromal tumor
i Folliclelike structuresgalretininLJ2 & A 0 A A (1 & 3 X

Variant of malignantrhabdoidtumor
I Histologic similarity to
A Renalrhabdoidtumor
A CNS atypicaeratoid rhabdoidtumor
I Mutations in SW1/SNF pathway

A SMARCB?2 ifmabdoidtumors
A SMARCA4 in SCED



SCCAHT
Familial Cases

A GermlineSMARCA4 mutations found in as
many as 43%f cases 065CCAHT.

I But incidence of familial cases is low

ATumor of young femaleggpgermlinecases)

ACIF G KSNJ YI & OF NNE aairftSyunsé
I Recommend testing in all fgermlinemutation

AFemale Carriers aa risk forSCCEHT
I Prophylactic Oophorectomy??
I Close follow up with U/S screening??
AM/E children(<4 &0 YIF& 068 G N3



SCCEHT
Treatment

A Most are treated with primary surgery followed
by chemotherapy

A 5y survival rate for stage | disease: 50%
A Debatable role for RT

A REFERENCE:

AHoangandoslowwr & {// hl ¢Y  t| ¢
Cdzi dzNb e !aWfReports@1%N A3 g a
188; 2016.



Follow Up

Contents lists available at ScienceDirect

Gynecologic Oncology

journal homepage: www . elsevier.com/locate/ygyno

Small cell carcinoma of the ovary-hypercalcemic type (SCCOHT): A @M
review of 47 cases*

D. Callegaro-Filho *', D.M. Gershenson ", A M. Nick *, M.F. Munsell <, P.T. Ramirez *, P. Eifel %, E.D. Euscher ¢,
R.M. Marques ', S.M. Nicolau !, KM. Schmeler **

* Department of Medical Oncology, Hospiral [sraelita Albert Einstein, S80 Paulo, Braxil

* Department of Gynecolagic Oncology and Reproductive Medicine, The University of Texas MD Anderson Cancer Center, Houston, TX USA
* Drpartment of Biostatistics, The University of Texas MD Andersan Cancer Center, Hotustan, TX, USA

! Department of Radiation Oncalogy, The University of Texas MD Anderson Concer Center, Houston, TX, USA

" Department of Pathology. The University of Texas MD Anderson Cancer Center, Howston, TX, USA

! Division of Gynecologic Oncology, Universidede Federal de S80 Puo. $40 Patlo, Brezil

Patient received VPCBAE Chemotherapy and is currently NED at 13 mont
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SB 6133
Mucinous Cystic Tumor of
Low Malignant Potential

Case courtesy Dr. Peter Ames,
Renown Health, Reno, NV

AlanaShaiiSunny Kao
Stanford



Urachal Epithelial Neoplasms

A Glandular (the majority)
I Noncystic invasive adenocarcinoma, 83%
I Cystic tumors, 17%

A Nonglandular (rare!)

I urothelial, squamous cell, neuroendocrine, mixed
type



Mucinous cystic tumors

A Classification analogous to
ovarian tumors

A Cystidumina(usually
uniloculal, copious mucin

A Presentation incidental or
related to mass lesion (vs.
hematuria fornoncystic
Invasive adenocarcinoma)

A Reports ofpseudomyxoma
peritonei

Immunoprofilesimilar to primary ovariatumors
CK7+ (60%), CK20+, CDX2+
Nuclear betacatenin negative, ER/Riegative

Amin et al. 2014



Mucinous Cystic Tumors

: MCT of LMP wit Mucinous
Mucinous Intraepithelial cystadenocarcinoma
Cystadenomagl \MCT of LMP carcinoma (microinvasion or

(<2 mm, <5% frank invasion

Amin et al. 2014



Mucinous Cystic Tumors

|
|
_ MCT of LMP wit Mucinous
Mucinous Intraepithelial cystadenocarcinoma

Cystadenomagl \CT of LMP carcinoma (microinvasion or
frank invasion

(<2 mm, <5%
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Mucinous Cystic Tumors

_ MCT of LMP wit Mucinous
Mucinous Intraepithelial cystadenocarcinoma
Cystadenomzg@ \cT of LMP carcinoma (microinvasion or
frank invasion

(<2 mm, <5%

Amln et aI 2014



Mucinous Cystic Tumors

: MCT of LMP wit Mucinous
Mucinous Intraepithelial cystadenocarcinoma
Cystadenomzgll \CT of LMP carcinoma (microinvasion or

(<2 mm, <5% frank invasion



Outcome Urachal Epithelial Neoplasms
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Survivabf noninvasive mucinous cystkmorsIs
significantly betterthannoncystic adenocarcinomas

Amin et al. 2014



IS It urachal?

WHO Ceriteria for diagnosis of urachal adenocarcinoma

(WHO 2016, page 113)

1. Location of the tumor in the bladder dome and/or anterior wall
2. Epicenter of carcinoma in the bladder wall

3. Absence of widespread cystitis cystica and/or cystitis glandularis
beyond the dome or anterior wall

4. Absence of known primary elsewhere

A Urachalvs. nonurachal adenocarcinoma prognosis controversial,
but tumors confined to urachus and bladder wall have better
outcomes

A Other prognostic factors: grade, lymph nodes, metastasis
A Partial cystectomyyrachectomyumbilectomy



References

A The WHO, 2016

A AminM B, Smith S EbleJ N, Rao P, Choi W TamboliP,
Young R H. 2014. Glandular neoplasms of the urachus: a
report of 55 cases emphasizing mucinous cystic tumors
with proposed classification. The American journal of
surgical pathology 38 (8): 103845.

A PanerG P, Lopez Beltran 8irohiD, Amin M B. 2016.
Updates in the Pathologic Diagnosis and Classification of
Epithelial Neoplasms of Urachal Origin. Advances In
anatomic pathology 23 (2): 783.



SB 6134

MahendraRanchod Good Samaritan
Hospital

56-yearold female, routine annual Pap
smear submitted.
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Metastatic Lobular Carcinoma:
Uncommon sites

Gastrointestinal Tract

Peritoneum

Retroperitoneum
Meninges(carcinomatous meningitis)
Uterus



SB 6135
(scanned slide available)

Malti Kshirsagar; El Camino Hospi tal
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