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SB 6131

Kerri Rieger/Charles Lombard; Stanford/El Camino Hospital
62-year-old 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 Clinical ddx:  

EM/SJS, lichenoid drug eruption, r/o paraneoplastic pemphigus.
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DIF - C3
Pemphigus Pemphigoid



Paraneoplastic Pemphigus (PNP)
ÅAutoimmune blistering disorder that occurs in the setting of 

lymphoproliferative disorders and other malignancies 

ÅClinical presentation typically begins with painful, severe 
stomatitis  

ÅCutaneous lesions are polymorphic and can resemble erythema 
multiforme, lichen planus, pemphigus vulgaris and bullous 
pemphigoid 

Frewand Murrell, Dermatol Clin2011



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

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

ÅManagement:

ïTreatment of the underlying malignancy

ïSuppression of disease activity (systemic steroids and other 
immunosuppresants)

Paraneoplastic Pemphigus (PNP)



PNP: histopathology
ÅLichenoid/interface 

dermatitis with 
dyskeratosis, acantholysis 

Å+/- subepidermalbullae





Å Direct IF shows IgG and C3 on 
epidermal cell surfaces and at 
BMZ

Å 41% sensitivity; 87% specificity 

Å Indirect IF on transitional 
epithelial tissue (typically rat 
bladder) 

Å 86% sensitivity; 98% specificity

PNP: immunofluorescence
Pemphigus Pemphigoid



SB 6133

Alana Shain/Sunny Kao; Stanford

43-year-old male with hematuria. CT shows 
a partially calcified cystic urachal lesion.













SB 6132
(scanned slide available)

Charles Lombard; El Camino Hospital

27-year-old femalewith 13cm 
ovarianmass.















27 yo F with Ovarian mass and 
Hypercalcemia

Small cell carcinoma of the ovary

Hypercalcemic type





Synaptophysin EMA
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SCCO-HT
Clinical features

ÅAge:  23 (1-71)

ÅPresentation

ïPain 68%

ïMass 55%

ïHypercalcemia68%

ÅFamilial cases

ïAutosomal dominant pattern

ïSMARCA4 mutation



SCCO-HT
Histology

ÅDiffuse sheets of small undifferentiated cells
ïNests, cords, clusters, follicle like spaces

ïSpindled areas, clear cell areas, hyaline globules

ïRhabdoidfeatures can be seen

ïCan have admixed large cell areas with enlarged 
nucleoli (Large cell variantςthese predominate)

ïHigh mitotic rate

ÅMisdiagnosis rate in published series
ï19-30%



SCCO-HT
άPolyimmunophenotypicέ

ÅWT1  95%

ÅP53   85%

ÅCD10: 95%

ÅKeratin variable 60-90%

ÅEMA variable 30-90%

ÅCalretinin variable 70%

ÅSynaptovariable 15%

Å.ǳǘ ǿŀƛǘΧ ǘƘŜǊŜ ƛǎ ŀ ƴŜǿ ƪƛŘ ƻƴ ǘƘŜ ōƭƻŎƪΗΗΗ



BRG1/(SMARCA4 encoded protein)



IHC for BRG1 protein

Å BRG1 is encoded by SMARCA4
ïMutation leads to loss of BRG1 expression by IHC

Å Although some other tumors also lose this
ïOvarian clear cell ca4%; ESS 8%; EMCA rare
ïMost tumors in DDX lack this expression

ÅSCC ovary pulmonary type, GCT, S-L tumor, Germ cell tumors, rhabomyosarc, 
DSRCT, Ewingssarcoma, synovial sarcoma, lymphoma, melanoma

Å In this case patient had loss of BRG1 and BRM by IHC
ïBRM loss thought to be 2o to epigenetic silencing not mutation to 

SMARC B2

Å 92% of cases have SMARCA4 mutation; 86% have loss of BRG1 by 
IHC
ïOne study:  43% of SCCO-HT mutations were GERMLINE mutations



SCCO-HT
What kind of tumor is this???

Å ?? Carcinoma
ï9aΥ ŘŜǎƳƻǎƻƳŜǎΣ ǘƛƎƘǘ ƧǳƴŎǘƛƻƴǎΣ Χ
ï IHC: some keratin, EMA, NE markers

Å ?? Germ cell origin
ï EM: X-cellular BM-like material
ï LM: PAS+ globules

Å ?? Sex cord stromal tumor
ï Follicle-like structures, calretininǇƻǎƛǘƛǾƛǘȅΣΧ

Å Variant of malignant rhabdoidtumor
ï Histologic similarity to 

ÅRenal rhabdoidtumor
ÅCNS atypical teratoid rhabdoidtumor

ï Mutations in SW1/SNF pathway
ÅSMARCB2 in rhabdoidtumors
ÅSMARCA4 in SCCO-HT



SCCO-HT
Familial Cases

ÅGermlineSMARCA4 mutations found in as 
many as 43% of cases of SCCO-HT.
ïBut incidence of familial cases is low
ÅTumor of young females (espgermlinecases)

ÅCŀǘƘŜǊ Ƴŀȅ ŎŀǊǊȅ άǎƛƭŜƴǘέ Ƴǳǘŀǘƛƻƴ

ïRecommend testing in all for germlinemutation
ÅFemale Carriers are at risk for SCCO-HT
ïProphylactic Oophorectomy??

ïClose follow up with U/S screening??

ÅM/F children(< 4-р ȅύ Ƴŀȅ ōŜ ŀǘ Ǌƛǎƪ ŦƻǊ w¢Ωǎ



SCCO-HT
Treatment

ÅMost are treated with primary surgery followed 
by chemotherapy

Å5 y survival rate for stage I disease:  50%

ÅDebatable role for RT

ÅREFERENCE:

ÅHoang and SoslowΥ ά{//hI¢Υ  tŀǎǘΣ tǊŜǎŜƴǘΣ ŀƴŘ 
CǳǘǳǊŜΦέ !W{tΥ wŜǾƛŜǿǎ and Reports 21(4): 181-
188; 2016.



Follow Up

Patient received VPCBAE Chemotherapy and is currently NED at 13 months.



SB 6133
Mucinous Cystic Tumor of 
Low Malignant Potential

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

Alana Shain/Sunny Kao
Stanford



Urachal Epithelial Neoplasms

ÅGlandular (the majority)

ïNoncystic invasive adenocarcinoma, 83%

ïCystic tumors, 17%

ÅNon-glandular (rare!)

ïurothelial, squamous cell, neuroendocrine, mixed 
type



Mucinous cystic tumors
ÅClassification analogous to 

ovarian tumors
ÅCystic lumina(usually 

unilocular), copious mucin
ÅPresentation incidental or 

related to mass lesion (vs. 
hematuria for noncystic
invasive adenocarcinoma)

ÅReports of pseudomyxoma
peritonei

Immunoprofile similar to primary ovarian tumors
CK7+ (60%), CK20+, CDX2+
Nuclear beta catenin negative, ER/PR negative

Amin et al. 2014



Mucinous Cystic Tumors

Mucinous 
Cystadenoma MCT of LMP

MCT of LMP with 
Intraepithelial 

carcinoma 

(<2 mm, <5% 
overall)

Mucinous 
cystadenocarcinoma 

(microinvasion or 
frank invasion)

Amin et al. 2014
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Outcome Urachal Epithelial Neoplasms

Survival of noninvasive mucinous cystic tumors is 
significantly better than noncystic adenocarcinomas. 

Amin et al. 2014



Is it urachal?

WHO Criteria 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

Å Urachal vs. non-urachal adenocarcinoma prognosis controversial, 
but tumors confined to urachus and bladder wall have better 
outcomes

ÅOther prognostic factors: grade, lymph nodes, metastasis
Å Partial cystectomy, urachectomy, umbilectomy



References

ÅThe WHO, 2016

ÅAmin M B, Smith S C, EbleJ N, Rao P, Choi W 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): 1033-1045.

ÅPanerG P, Lopez Beltran A, SirohiD, Amin M B. 2016. 
Updates in the Pathologic Diagnosis and Classification of 
Epithelial Neoplasms of Urachal Origin. Advances in 
anatomic pathology 23 (2): 71-83.



SB 6134

MahendraRanchod; Good Samaritan 
Hospital

56-year-old female, routine annual Pap 
smear submitted.

















Metastatic Lobular Carcinoma: 

Uncommon sites

Gastrointestinal Tract

Peritoneum

Retroperitoneum

Meninges (carcinomatous meningitis)

Uterus



SB 6135
(scanned slide available)

Malti Kshirsagar; El Camino Hospital 
52-year-ƻƭŘ ƳŀƭŜ ǿƛǘƘ άǊƛƎƘǘ ǎǇŜǊƳŀǘƛŎ 
ƎǊŀƴǳƭƻƳŀέ ŜȄŎƛǎƛƻƴŀƭ ǎǇŜŎƛƳŜƴ 

submitted. 






















