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Case Presentation

A 43 yearold male, with partial nephrectomy for a right kidney mass
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Morphologic diagnosis:
AA. Clear cell renal cell carcinoma
AB. Papillary carcinoma

AC. Mixed epithelial stromal tumor

AD. Clear cell tubulopapillary renal cell
carcinoma

AE. Tubulocystic renal cell carcinoma
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DIAGNOSIS
Clear cell (tubulo)papillary renal cell carcinoma
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New (and refined) entities in the ISUP
Vancouver and WHO 2016
Classification of Renal Neoplasia

Rafael E. Jiménez

jimenez.rafael@mayo.edu
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SPECIAL ARTICLE

The International Society of Urological Pathology (ISUP)
Vancouver Classification of Renal Neoplasia

John R. Srigley, MD,* Brett Delahunt, MD,T John N. Eble, MD,} Lars Egevad, MD, PhD,§
Jonathan I. Epstein, MD,|| David Grignon, MD,} Ondrej Hes, MD, PhD,¥ Holger Moch, MD.#
Rodolfo Montironi, MD,** Satish K. Tickoo, MD,{1 Ming Zhou, MD, PhD, [}
Pedram Argani, MD,§§ and The ISUP Renal Tumor Panel

Am | Surg Pathol * Volume 37, Number 10, October 2013

WHO Classification of
Tumours of the Urinary System
and Male Genital Organs

Edited by Malger Moch, Peter A Humpheey, Thomas M. Ulbrght, Victor £ Reuter




New Renal Epithelial Tumor Categories
ATubulocystic renal cell carcinoma

AAcquired cystic disease-associated renal cell
carcinoma

AClear cell (tubulo)papillary renal cell carcinoma

AMIT family translocation carcinomas
Xp1ll tranlocation RCC (*)
1(6;11) RCC

AHereditary leiomyomatosis-RCC syndrome-
associated RCC

ASuccinate dehydrogenase-deficient RCC
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C%C (*) already included in 2004 WHO classif



Tubulocystic carcinoma

APreviously considered asa |
Nl ow gr adeo Vv ajiEee
collecting duct carcinoma. o

A>70 cases reported

AUsually present in low
stages (pT1-pT2).

AWell circumscribed,
encapsul ated, # %
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Molecular Genetic Alterations in Renal Cell Carcinomas
With Tubulocystic Pattern: Tubulocystic Renal Cell
Carcinoma, Tubulocystic Renal Cell Carcinoma With
Heterogenous Component and Familial Leiomyomatosis-
associated Renal Cell Carcinoma. Clinicopathologic and
Molecular Genetic Analysis of 15 Cases
Monika Ulamec, MD, PhD,*t Faruk Skenderi, MD, MSc,f Ming Zhou, MD, PhD,§

Bozo Krusling MD, PhD,*1 Petr Martinek, MSc,| Petr Grossmann, PhD, |
Kvetoslava Peckova, MD, | Isabel Alvarado-Cabrero, MD,¥ Kristyna Kalusova, MSe, MD #
Bohuslava Kokoskova, MD, | Pavlia Rotterova, MD, PhD,| Milan Hora, MD, PhD.#
Ondrej Daum, MD, PhD,| Magdalena Dubova, MD, | Kevin Bauleth, MD, ||
David Slouka, MD, PhD,** Maris Sperga, MD, 11 Whitney Davidson, BS, PSF,I}

Boris Rychly, MD,§§ Delia Perez Montiel, MD, ||| Michal Michal, MD, ||
and Ondrej Hes, MD, PhD |99

Appl Immunohistochem Mol Morphol. 2016 Aug;24(7):521-30.

TC-RCC demonstrates variable status of chromosomes 7, 17,
and Y even in cases with typical/uniform morphology.

The biological nature of Papillary RCC or High-grade NOS RCC-
like areas within TC-RCC remains unclear.

Heterogeneous TC-RCCs may be associated with an adverse
clinical outcome.

HG TC-RCC indistinguishable from HLRCC
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Tubulocystic RCC

ADx should be restricted to
pure cases

A>90% indolent behavior

A Distant metastasis and
death described in 4
cases.
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Clear cell tubulopapillary RCC

A Initially reported in end
stage kidneys, however
majority are sporadic.

A Variable papillary,
tubular/acinar, cystic
architecture.

A May contain dense
muscular stroma
(RAT).

A Linear arrangement of
low grade nuclel away
from base.
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Clear cell tubulopapillary RCC

ADiffuse CK7 AlIndolent clinical behavior
ACD10 negative ANo metastases reported in
ADiffuse CA-IX (cup shaped pure tumors

distribution) AOne case with

ANeqat sarcomatoid change,
egative racemase metastases, and DOD

APatchy to diffuse 34BE12  recently reported



CCTP-RCC
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Clear Cell Renal Cell Carcinoma With Borderline Features
of Clear Cell Papillary Renal Cell Carcinoma

Combined Morphologic, Immunohistochemical, and
Cytogenetic Analysis
Sean R. Williamson, MD,* Nilesh S. Gupta, MD,* John N. Eble, MD,{ Craig G. Rogers, MD,}

Susan Michalowski, PhD,* Shaobo Zhang, MDD, Mingsheng Wang, MD, 1 David J. Grignon, MD,
and Liang Cheng, MD7T§

Am J Surg Pathol 2015;39:15021 1510

A 22 cases with morphologic overlap with CC TubPap-RCC

A Atypical features, including labeling for CD10 and AMACR,
higher nuclear grade and tumor stage, and tumor necrosis.

A The majority of such tumors demonstrated abnormalities of
chromosome 3p by FISH or karyotyping, arguing that they are
best regarded as a manifestation of clear cell renal cell
carcinoma.
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Translocation-associlated carcinomas

ATranslocations involving Xp11.2 (TFE3).
ASPL-TFES3
PRCC-TLFES

ATranslocation involving TFEB [t(6;11)]

ATFE3 and TFEB part of the MiT subfamily of
transcription factors

A50% of RCC of pediatric age.
A<5% of adult RCC
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Translocation Xp1l RCC
ASPL-TFE3 PRC
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Translocation Xpl1RCC

IHC Profile

AFocal or negative
expression of keratins and
EMA

ARCC, CD10, PAX2
positive

A Strong nuclear TFE3
Immunoreactivity
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Translocation Xpll RCC

AUsually present with high
stage

A Children good prognosis
despite high stage

ANot enough long term
survival data

AAdults 1-2 years survival

ALate recurrences (20-30
years)



