Contents

Part I History of Adrenocortical Carcinoma Research
and Clinical Care

1 The History of Adrenocortical Carcinoma Treatment — A
Medical Perspective . . . . . .. ... .. ... . L. 3
David E. Schteingart

2 The History of Adrenocortical Carcinoma Treatment — A
Surgical Perspective . . . . . . ... ... L 9
Norman W. Thompson

Part IT Epidemiology, Presentation and Diagnosis

3 Epidemiology of Adrenocortical Carcinoma . ... ... ... .. 23
Martin Fassnacht and Bruno Allolio

4 Clinical Presentation and Initial Diagnosis . . . . . ... ... .. 31
Bruno Allolio and Martin Fassnacht

5 Diagnostic Approach to Incidentaloma . . . . ... ... ... .. 49
Holger S. Willenberg and Stefan R. Bornstein
PartIII  Imaging

6 Computed Tomography/Magnetic Resonance Imaging
of Adrenocortical Carcinoma . . . ... ... ... ........ 67
Melvyn Korobkin, Anca M. Avram, and Hero K. Hussain

7 Functional Imaging of Adrenocortical Carcinoma . . . . . . . . . 85
Anca M. Avram and Stephanie Hahner

Part IV Pathology

8 C(lassical Histopathology and Immunohistochemistry . . . . . . . 107
Wolfgang Saeger

vii



viii Contents

9 Cellular and Molecular Pathology of Adrenocortical
Carcinoma . . . . . . ... ... ..
Tobias Else

Part V Genetic and Molecular Aspects

10 Overview of Genetic Syndromes Associated
with Adrenocortical Cancer . . . . ... ... ... ........
Tobias Else

11 Li-Fraumeni Syndrome . . . ... ... ... ... ........
David Malkin

12 TP53 Molecular Genetics . . . . . .. . ... ... ... ......
Gerard P. Zambetti and Raul C. Ribeiro

13 Telomeres and Telomerase in Adrenocortical Carcinoma . . . . .
Tobias Else and Peter J. Hornsby

14 Beckwith—Wiedemann Syndrome . . . . . ... ... ... ....
Michael DeBaun and Jennifer Horst

15 The Insulin-Like Growth Factor System in Adrenocortical
Growth Control and Carcinogenesis . . . . . . ... ... .....
Christian Fottner, Ina M. Niederle, and Matthias M. Weber

16 WNT/B-Catenin Signaling in Adrenocortical Carcinoma . . . . .
Sébastien Gaujoux, Frédérique Tissier, and Jérome Bertherat

Part VI Models of Adrenocortical Cancer

17 Adrenocortical Stem and Progenitor Cells:
Implications for Cancer . . . . . . .. ... ... ..........
Joanne H. Heaton and Gary D. Hammer

18 Adrenocortical Cell Lines . . . . . . ... ... ...........
Jeniel Parmar, Anita Kulharya, and William Rainey

19 Mouse Models of Adrenal Tumorigenesis . . . . . . ... ... ..
Felix Beuschlein

Part VII Therapies

20 Overview of Treatment Options for Adrenocortical Carcinoma . .
Gary D. Hammer

21 Chemotherapy . . . . . . . . ... ...
Alfredo Berruti, Paola Sperone, Paola Perotti, Anna Ferrero,
Luigi Dogliotti, and Massimo Terzolo

22 Mitotane . . . . . .. ...
Massimo Terzolo, Arianna Ardito, Barbara Zaggia, Silvia De
Francia, and Fulvia Daffara



Contents ix

23

24

25

26

Pharmacotherapy for Hormone Excess in Adrenocortical
Carcinoma . . . . . . ... ... ... 383
Richard J. Auchus

Surgery for Adrenocortical Carcinoma . . . ... ... ... ... 403
James T. Broome, Barbra S. Miller, Paul G. Gauger,
and Gerard M. Doherty

Radiation Therapy for Adrenocortical Carcinoma . . . . . . . . . 427
Aaron Sabolch and Edgar Ben-Josef

Follow-Up and Monitoring of Adrenocortical Carcinoma . . . . . 443
Britt Skogseid and Gerard M. Doherty

Part VIII Unique Cohorts and Future Perspectives

27

28

29

30

Aldosterone-Producing Adrenocortical Carcinoma . . . . .. .. 457
Anna Patalano, Maria V. Cicala, and Franco Mantero

Adrenocortical Cancer in Children . .. ... ... ... ..... 467
Carlos Rodriguez-Galindo, Gerard P. Zambetti,
and Raul C. Ribeiro

Genome-Wide Studies in Adrenocortical Neoplasia . . . . . . . . 483
Thomas J. Giordano

New Strategies for the Treatment of Adrenocortical
Carcinoma . . . . . .. .. .. .. ... ... 493
Lawrence S. Kirschner

Part IX Adrenal Cancer Networks and Registries

31

32

The Dutch Adrenal Network . . . . . . ... ... ... ...... 517
IIse G.C. Hermsen, Yvonne E. Groenen, and Harm R. Haak
The ENS@T Initiative . . . . .. ... ... ... ... ...... 521

Xavier Bertagna



