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SB 6111

Peyman Samghabadi/ HannesVogel; Stanford
9-year-ld female with a history of medically refractory epilepsy 

emanating from the right cerebral hemisphere. MRI shows a lesion 
which expands the right sylvian fissure, measuring ~2.4 cm.  The 

mass shows no associated enhancement. An incidental pineal cyst 
measures 9 mm, previously 7 mm.















DIAGNOSIS





T2 Pre Contrast Coronal 



T1 Post Contrast Axial







Synaptophysin 20X



MAP2 20X



OLIG2 20X



Alcian Blue 20X



DIAGNOSIS

DYSEMBRYOPLASTIC NEUROEPITHELIAL TUMOR, 
WHO GRADE I



Differential Diagnosis

ÅDNET

ÅGanglioglioma

ÅAngiocentric Glioma 

ÅPXA

ÅOligodendroglioma



DNET

ÅAssociated with early onset epilepsy, tumor of 
children/young adults

ÅUsually temporal, cortically based, nodular, T2 
hyperintense and T1 iso/hypointense, can 
enhance

ÅGlioneuronal tumor with columns lined by 
oligodendrocyte-like cells; pools of mucin with 
άŦƭƻŀǘƛƴƎ ƴŜǳǊƻƴǎέ  
ïSimple vs Complex (Non-specific/Diffuse)



Molecular Findings



SB 6112
[scanned slide available]

JarishCohen/KarunaGarg; UCSF

66-year-old womanwith left flank
skinnodules.

















DIAGNOSIS









Multiple cutaneous leiomyomas Single cutaneous leiomyoma



MCLs show loss of FH and gain of 2SC staining
MCL SCL

2SC

FH



HLRCC: Fumaratehydratasemutation

ÅChromosome 1

ÅYǊŜōΩǎcycle enzyme

ÅMajority of mutations are 
missense

Å Increased fumarateresults in 
metabolic dysregulation
ïPseudohypoxia

ïSuccinationresulting in 2-
succinyl-cysteine accumulation

ïReductive stress and cellular 
proliferation

Yang M et al. J ClinInvest. 2013; 123(9):3652 



Hereditary Leiomyomatosisand Renal Cell 
Carcinoma Syndrome (HLRCC)

ÅwŜŜŘΩǎ ǎȅƴŘǊƻƳŜ

ÅMultiple cutaneous and uterine leiomyomas

Å20-30% develop an aggressive form of RCC

Sanz-Ortega J et al. Am J SurgPathol. 2013. 37:74 
Grubb RL et al. J Urol. 2007. 177(6):2074 

Uterine leiomyoma RCC
Cutaneous leiomyomas



SB 6113

Jarish Cohen/Sarah Umetsu ; UCSF

35-year-old manwith rhonchiand 9cm 
right lungposterior mediastinalmass.











DIAGNOSIS





History

Å35 yo otherwise healthy male who presented to PCP 
w/ rhonchi

ÅImaging showed a 9 cm right lung hilar mass



History

Å FNA and core needle biopsy: Malignant melanoma.

Å No suspicious lesions on full body skin exam.

Å Patient started on ipilimumab (anti-CTLA4) and nivolumab(anti-PD1).
ï Developed painless jaundice, fever, abnormal LFTs

Å Liver biopsy: Active hepatitis with duct damage and cholestasis.

Å UCSF 500 cancer gene panel testing of FNA/core biopsy material: 
PRKAR1Ap.A7fs hemizygous mutation, focal loss on 17q.

Å Underwent resection of the mass
ï Surgeon noted that it seemed to be attached to a nerve in the posterior 

mediastinum













Prkar1a Col IV



Immunohistochemistry

Marker Result

HMB45 Positive

MelanA Positive

Sox10 Positive

S100 Positive

BAP1 Positive (intact nuclearstaining)

Collagen IV Strong Positive

Prkar1a Negative(loss of cytoplasmic staining)

Ki-67 low



Differential diagnosis

ÅMalignant melanoma

ÅMelanotic schwannoma

ÅMelanocytoma



Features favoring melanotic schwannoma over 
melanoma

ïParavertebral location

ïPredominantly spindled morphology

ïHeavy melanin pigmentation

ïPsammoma bodies

ïStriking nuclear pleomorphism with relatively low 
mitotic rate

ïLoss of Prkar1a



Melanotic schwannoma

Å Rare tumor of neural crest origin

Å Paravertebral nerve roots, mediastinum, sacrum

Å Associated with Carney complex (defects in PRKAR1A)

Å 33% of cases show loss of cytoplasmic Prkar1a expression by IHC

Å Low proliferation rate: 92% of cases with Ki-67 <5%

Å 15-45% of cases with distant metastases

Å tǊƻǇƻǎŀƭ ŦƻǊ ǊŜŎƭŀǎǎƛŦƛŎŀǘƛƻƴ ŀǎ άƳŀƭƛƎƴŀƴǘ ƳŜƭŀƴƻǘƛŎ ǎŎƘǿŀƴƴƛŀƴ ǘǳƳƻǊέ

FolpeA. AJSP. 2014; 38:94



SB 6114(scanned slide available)

NhuThuyCan/PoonamVohra; UCSF 
69-year-old man with history of brain mass who presents 2 
years status post subtotal resection and radiation with right 

frontal lobe abscess and CT abdomen/pelvis with 
innumerable hypervascular masses in liver.













DIAGNOSIS





Pap 200x



Pap 400x



H&E 200X



HMB-45 200xPan-CK 200x

SSTR2a 200xEMA 200x


