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.Co bolo na zacCiatku?
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« 29 r. pacientka — problémy s graviditou
« GA: 2018 1x UPT — hydrops plodu, 2019 EUG (ovarektdmia), 06.2019 abort;
8 rokov HAK / posledné 3r. bez HAK, MC 28 d.

- 1 dehydroepiandrosterénsulfat - DHEAS

nador l'avej NO nejasnej dignity (zisteny nahodne pri preSetrovani abortu a

hydropsu plodu)

bez hypertrichdzy, hmotnost stabilna, bez strii, sklon k nizSiemu TK

CT - 55x50mm TU

Klin.dg: TUMOR lavej NO (55x50mm), nejasnej dignity, hormonalne aktivny

(nadprodukcia androgénov - DHEAS)




MRI vysetrenie brucha - nativne:

- hepar hranic¢nej velkosti, hladkych kontur,
primeranej SI; v S5 subkapsularne 6 mm T2
hyperintenzné a T1 hypointenzné nespecifické
lozisko, v S8 drobna 3 mm cysta

- ostro ohranicena solidna gulovita TU expanzia
I'avej nadoblicky, velkost 6 cm, bez infiltrace
okolitych struktur/organov, bez detekcie
intracellularneho tuku -
dif.dg.feochromocytom verzus adeném

Odporucanie:

- vzhladom k velkosti a veku pacientky
odporucame léziu NO histologizovat / odstranit.
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MRI brucha - nativne:

- ostro ohranicena solidna
gulovita TU expanzia lavej
nadoblicky, velkost 6 cm, bez
infiltrace okolitych struktuar /
organov, bez detekcie
intracellularneho tuku

- dif.dg. feochromocytdm verzus
adenom
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Biochémia — tumor markery + hormonogram (23.12.2019)
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5,4 norma<2,6

OVARIES ADRENAL GLANDS

Androgen precursors

60% ’——‘ 40%
— A Dl S

—» Androstenedione <4

20% Dehydroepiandrosterone 50%
- ’ ’ ‘ .
DHEA)

» 50%-=75% <«

v
TESTOSTERONE

Dehydroepiandrosterdnsulfat - DHEA-S (umol/l)

32,8 norma 2,6-13,9




hmotnost 104g

07.01.2020

adrenalektomia l.sin. per LSC

MAKROSKOPIA: TU priemer 6cm:;
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...zaslané k POB!?, kt. bola odmietnuta s odkazom na
def. histologiu a odobrata bola len vzorka do
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https://www.marinahospital.com/general-
surgery/adrenalectomy




Proliferacia polygondlnych buni
eozinofilnou cytoplazmou,
jadierkami

. Vyskytv.elk
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Nekroézy
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- Vaskularna invazia
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Kapsularna invazia

-

“should be evaluated. There is no accepted definition of what constitutes capsullar invasién, with
“[some authorities accepting invasion into but not through the capsule as capsular invasion and
“others requiring full thickness penetration.”
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Nasa diagndza




Nasa dg.:
ACC - onkocytarny podtyp

low-grade

pT2pNxpMx (sec. 8. TNM/UICC, 2017)

v. s. Stadium 2 (sec. ENS@T, 2009)
Table 5 ENSAT staging classification (17).

ENSAT stage Definition

NO MO
T1-T2, N1, MO
T3-T4, NO-N1, MO
T1-T4, NO-N1, M1

ENS@T was founded in 2002 by putting together three
already existing National Adrenal Networks (Comete in

France, GANIMED in Germany, and NISGAT in Italy) and EEEEEEEE—

teams from the United Kingdom all dedicated to the study T1: tumor <5cm;|T2: tumor >5cm;|T3: infiltration into surrounding tissue;
of adrenal tumours. In 2009, ENS@T became a membership- T4: tumor invasion into adjacent organs or venous tumor thrombus in
based society with statutes and bye-laws and a large vena cava or renal vein; NO: no positive lymph node; N1: positive lymph
number of European clinicians and scientists have joined in node; MO: no distant metastases; M1: presence of distant metastases.

the efforts of the Network by becoming members of ENS@T.




KRITERIA MALIGNITY

* jediné spolahlivé kritérium su MTS alebo lokalna infiltracia




KRITERIA MALIGNITY

* jediné spolahlivé kritérium su MTS alebo lokalna infiltracia

* klinika + hormonogram

DHEAS - muzsky pohl.hormén (androgén), ktory je v krvimuZova Zien

OYAREES ADRENAL GLANDS

Androgen precursors

« Uloha pri vyvoji muiskych sek. sex. znakov v obdobi puberty

« modze sa konvertovat do viac aktivnych androgénov (testosteron
a androstenedion) alebo do estrogénov

* je produkovany takmer vyhradne NO (malé mnoiZstvo v ovariach .
alebo v testis) > SOW-75% 4

Test na DHEAS — na uréenie, ¢ NO pracuju spravne e
htps://doctonin, nfo/gynecology/women-sexual-function /25 hitnd
Zvysené hladiny:
» Nadory NO, hyperplazia NO
« Zriedkavo ovarialne nadory
Nasledky excesu DHEAS:
» U muzov bez priznakov
* U chlapcov k puberta precox
« U Zien —amenorhea, virilizacia, hirzutizmus

» U novorodencov - ambiguous external genitalia

bttos://blocdtestslondon. comyproducts/dhea-sulphate- blood-test




KRITERIA MALIGNITY

* jediné spolahlivé kritérium su MTS alebo lokalna infiltracia

* klinika + hormonogram

High level of DHEA-S is suggestive of adrenocortical carcinoma;
decreased serum DHEA-S is suggestive of adenoma




KRITERIA MALIGNITY

* jediné spolahlivé kritérium su MTS alebo lokalna infiltracia

* klinika + hormonogram

High level of DHEA-S is suggestive of adrenocortical carcinoma;
decreased serum DHEA-S is suggestive of adenoma

» zobrazovacie metddy

RTG diagnostika

CT / MRI alebo 18F-FDG PET pomoc pri
oddiferencovani benigneho a maligneho
nadoru

CT: centralne nekrézy, MK, velké a
heterogénne nadory

A\
X
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KRITERIA MALIGNITY

* jediné spolahlivé kritérium su MTS alebo lokalna infiltracia

* klinika + hormonogram

High level of DHEA-S is suggestive of adrenocortical carcinoma;
decreased serum DHEA-S is suggestive of adenoma

» zobrazovacie metddy

* multiparametrické skorovacie systémy

1984 Weiss
1985 Van Slooten et al.
2002 Aubert et al.
2007 van’t Sant et al.
2009 retikularny SS
2015 Helsinsky SS




Multiparametrické skorovacie systémy

Weissov skorovaci systém Modifikovany Weissov skdrovaci systém
Weiss LM (1984). Comparative histologic study of 43 metastasizing and nonmetastasizing Aubert S, et al. (2002). Weiss system revisited: a clinicopathologic and
adrenocortical tumors. Am J Surg Pathol 8(3):163-169. immunohistochemical study of 49 adrenocortical tumors. Am J Surg Pathol

26(12):1612- 1619.

kritéria body kritéria body
Mitoticka aktivita (> 5mf/50 HPF)
Atypické mitozy

High Fuhrmanovej nuklearny grade (l11/1V)
Mitoticka aktivita (> 5mf/50 HPF)

Atypické mitézy Nekrozy

Nekrézy Difuzna architektira >30% nadoru

Difuzna architektura >30% nadoru Svetlobunkové zmeny <25% objemu nadoru

: <259 j 3 : gy
Svetlobunkové zmeny £25% objemu nadoru Kapsularna invézia

Kapsuldrna invazia Totalne skore

Vendzna invazia > SIS S
skore 23 indikuje malignitu

Sinusoidalna invazia

1
1
1
1
1
1
1
1
1
9

Totdlne skore

skore 23 indikuje malignitu



Multiparametrické skorovacie systémy

Lin-Weiss-Bisceglia scoring systém (onkocytarne ACN)
Bisceglia M, et al. (2004). Adrenocortical oncocytic tumors: report of 10 cases and review of the literature. IntJ Surg Pathol
12(3):231-243.

Hlavné kritéria Vedlajsie/minor kritéria

Mitoticka aktivita (> 5mf/50 HPF) Velkost nadoru (>10cm a/alebo >200g)
Atypické mitozy Nekrozy

Venozna invazia Kapsularna invazia

Sinusoidalna invazia

Jedno z hlavnych kritérii indikuje malignitu; jedno zo Styroch vedl. kritérii by malo
indikovat ACN s neurcitym malignym potencidlom (borderline adrenalna kortikalna
neoplazma); benigny nador je pri chybani akéhokolvek kritéria




Multiparametrické skorovacie systémy

Retikulinovy algoritmus

Alterovana retikulinova siet (dokaz pomocou histochémie)
MAI >5mf/50 HPF*
Nadorové nekrozy*

Vaskularna invazia*

Pritomnost alterovanej retikulinovej siete v asociacii s akymkolvek
dalSim kritériom (*) = maligny nador

Duregon E, et al. (2013). The reticulin algorithm for adrenocortical tumor diagnosis: 8 multicentric
validation study on 245 unpublished cases. Am J Surg Pathol 37(9):1433-1440. 7 Volante M, Bollito E,
Sperone P, Tavaglione V, Daffara F, Porpiglia F, et al.{2009). Clinicopathological study of a series of 92

adrenocortical carcinomas: from a proposal of simplified diagnostic algorithm to prognostic stratification.

Histopathology 55(5):535-543.

Helsinsky skdrovaci systém

Pennanen M, et al. (2015). Helsinki score-a novel model for prediction of metastases in
adrenocortical carcinomas. Hum Pathol 46(3):404-410.

kritéria
Mitoticka aktivita (> 5mf/50 HPF)
Nekrozy

Ki67 proliferacny index Hodnotena najvyssia proliferacna
area

Totalne skore 34+5+Ki67
Totalne skore

Skore 0-8,5 = benigny nador
skore nad 8,5 = maligny nador

Aplikovatelny pre
Duregon E, et al. (2017). Validation of the prognostic role of the "Helsinki Score" in 225 konvencné aj
cases of adrenocortical carcinoma, Hum Pathol 62:1-7. onkocytarne ACC
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Konzultacia onko

« smernice ESMO a NCCN / ESE

/ /
0ga + patologa
« nie je indikovana adjuvantna systémova onkologicka liecba

- nie je indikovana reoperacia za ucelom lymfadenektéomie (predoper. nepotvrdené LU)

Dop.: observacia na endokrinol. amb., monitorovanie hormon. stavu, zobrazovacie vys. — CT/MR (skor MR
kvoli nizkemu veku a kumulativnej rad.zatazi)

s _» = M Fassnacht and others Management of adrenocortical 179:4 G1-G46
Clinical Practice carcinoma in adults
Guideline eyt ANNALS

European Society of Endocrinology Clinical
Practice Guidelines on the management of

adrenocortical carcinoma in adults, in Adrenocortical carcinomas and malignant phaeochromocytomas:
collaboration With the European Network fOI‘ ESMO—EURACAN Clinical Practice Guidelines for diagnosis, treatment

and follow-up
the Study of Adrenal Tumors
M. Fassnacht'”, G. Assie'”, E. Baudin', G. Eisenhofer’, C. de la Fouchardiere’, H. R. Haak™" """, R. de Krijger' '

Martin Fassnacht™?, Olaf M Dekkers’ %", Tobias Else®, Eric Baudin’*, Alfredo Berruti® ¥ Porpigia =, M. Tecoky, * & A. Barvwd ", on bshall 0 the ESMO Suldalives Commiiae:

Ronald R de Krijger'™ "'+ Harm R Haak "%, Radu Mihai'’, Guillaume Assie'™"” and Massimo Terzolo?®
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R.1.1. We recommend that all patients with suspected

and proven adrenocortical carcinoma (ACC) are discussed

in a multidisciplinary expert team meeting (including

health care providers experienced in care of adrenal

tumors, including at least the following disciplines:

endocrinology, oncology, pathology, radiology, surgery)

at least at the time of initial diagnosis. In addition, this

team should have access to adrenal-specific expertise
in interventional radiology, radiation therapy, nuclear
medicine and genetics as well as to palliative care teams.

R.3.4. We suggest that routine loco-regional

performed  with

lymphadenectomy  should be

adrenalectomy for highly suspected or proven ACC. It

should include (as a minimum) the periadrenal and renal
hilum nodes. All suspicious or enlarged lymph nodes
identified on preoperative imaging or intraoperatively
should be removed.

e ~ M Fassnacht and others Management of adrenocortical 1794 G1-G4s
Clinical Practice carcinoma in adults
Guideline

European Society of Endocrinology Clinical
Practice Guidelines on the management of
adrenocortical carcinoma in adults, in
collaboration with the European Network for
the Study of Adrenal Tumors

Martin Fassnacht'?, Olaf M Dekkers™**, Tobias Else®, Eric Baudin™*, Alfredo Berruti®,
Ronald R de Krijger'™ """ Harm R Haak ' Radu Mihai"’, Guillaume Assie™ ™ and Massimo Terzolo?®

European Journal of

Endocrinology
(2018) 179, G1-G46

However, the panel is not in favor of a repeat surgery

if complete adrenalectomy was performed without

lymphadenectomy (e.g. due to perceived benign tumor).

The clinical benefit is uncertain and probably lower than
the harm (e.g. delayed adjuvant therapy).







26.03.2020 — komisia pre endokrinologické ochorenia
(bez Ucasti patologal)

pacientka oslovila pracovisko v Mnichove

oslovenie o konzultaciu prof.K.Walza (Séf chirurgie Essen, UN Duisburg-Essen) —
zaslanie podkladov so vsetkymi vysetreniami

23.03.2020 — telef. konzultacia s prof.Walzom

nie je potrebna lymfadenektomia (vzhladom na predoper. CT a MRI —za LAP sa
povazuju LU >1cm) a na vysledok pooperac. PET/CT

ponukol prehodnotenie histoldgie u prof. Sautera (patolégia, Hamburg)

kazdé tri mesiace — hormoény kory nadoblicky, za 3 mesiace MR abdomenu, za 1/2
roka PET/CT

nasledne low dose pluc+MR brucha

1 rok neotehotniet

Kajo K. Pripad SD IAP ¢. Martinsky biopticky seminar, Martin 12.10.2021
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prof. Dr. Guido Sauter

University Medical Center Hamburg - Eppendorf

- HLAVNE KRITERIA: >5mf/50 HPF +; atyp.mitdzy 0;
invazia do Zil +;

- VEDL'AJSIE KRITERIA: velkost >100mm 0, hm. >200g O, &
kapsularna invazia +, nekroza 0, sinusoidalna invazia O,

« IHC:AE1/AE3+, SYN+, Melan A+, SF-1+; Ki67 (MIB-1) 4-
5%

« nie je mozné pouzit bezné skorovacie systémy (napr.
Weiss)

« Onkocytarny podtyp karcindmu nadobliciek

- Diagndza stanovena na primarnom pracovisku uplne
potvrdena.
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Dodatocné vysetrenia

CT/PET (07.02.2020):

bez nalezu makroskopickych lézii vykazujucich zvySeny glukézovy metabolizmus evokujupcich
metastaticky rozsev zakladného ochorenia

v CT dva noduly v parenchyme lavych pliuc dorzobazalne (nespecifické), malé hypodenzné lozisko v
pravom laloku pecene S7 a pruhovita Struktura v lokalite nad svorkami po adrenalektémii (LU? /
pooperacné zmeny?)

MRI (20.04.2020):
drobné hemangiémy a cysta heparu

kompletne odstranena ostro ohrani¢ena expanzia lav.NO
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Adrenokortikalne nadory

« AC noduly — 10% populéacie (ACH / ACA / ACC)

Rozdiel medzi ACH a ACA/ACC je v genetickej transformdcii
klonalnych buniek

- Adenodmy (+mikroadendémy, resp. “mild cortical nodular disease” —
incidentalne zachytené nefunkéné AC noduly mensie ako 1cm)

- Karcindmy
* Konvencny ACC
* Onkocytarny ACC
* Myxoidny ACC
» Sarkomatoidny ACC
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Adrenokortikalne karcinomy - ACC

(a)

» 0.7 - 2 prip. / 1 milién v USA (SEER — Sharma et al, 2018; Erikson et al, i | o
2018; Pakbaz, 2019) — ,,orphan disease; Holandsko — 1 prip. / 1 milion; & Ay " o
(kontrast juzna Brazilia — 10x vyssi vyskyt u deti — Specif. zarocna S o

mutdcia TP53)

- obvykle ako incidentalomy

. e v. ” . b
- CastejSie u zien (pomer zeny : muzom = 1,5-2,5: 1) i

- bimodalny vyskyt (5.dekada a deti); u deti cca 1,3% pediatrickych
nadorov, u ~ 0,02% vsetkych malignych nadorov u dospelych

- Etiologia: nejasna, u muzov asociacia s fajcenim cigariet, u zien
expozicia E — pri oralnych kontraceptivach

Sharig et McKenzie, Ther Adv Chronic Dis 2021; 12: 1-21)




ACC - patogenéza
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- Familiarny vyskyt: Li Fraumeni, Beckwith-Wiedemann, Lynch, MEN |, FAP, NF typ 1

 Sporadicky vyskyt:
« ENS@T
« ACC-TCGA

« Multi-omics:

Sekvendacia DNA exozdmov

Profilacia expresie mRNA

mMiRNA

SDNA metylacny stav
SNP

Molekulova patogenéza ACC

ALTERACIE:
WNT/bata-catenin signdina driha
regulicia bunkového cyklu {mutdce TPS3, RB1, COKN2A, MOM2 a CDKS)

remodelicie chromatinu (mutacie DAXX, ATRX, MEN1, TERP a amplifikacia
TERF2)

PKA sign.draha (mutdcie PRKARIA}
ZVYSENA GENOVA EXPRESIA:

IGF-2
CHROMOZOMOVE ALTERACIE:

Stidsa TCGA

GLOBALNA DNA HYPOMETYLACIA

e
g =7

https://oklahoma.gov/ohca/providers/molecular-pathology.html
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ACC - klinika

« 42-57% hormonalne aktivne / funkcné (najcastejsie
hyperkortizolizmus)

 Sex steroid-producing AC nadory su takmer vzdy asociované s
malignitou u dospelych

« Nefunkcénost moze byt spojena s neschopnostou ,,uplnej“ syntézy

horménov https://www.wikiskripta.eu/w/Hirsutismus#/

v s v . ., , . media/Soubor:Jones,_Annie.jpg
« Nefunkéné ACC sa zvyCajne prezentuju GIT symptomatoldgiou,

bolestami chrbta — ,,mass efect”; nekrotické tumory moézu pripominat

infekéné ochorenia
Clinical Practice Guideline M Fassnacht and others Management of adrenocortical
carcinoma in adults

Table 1 Clinical presentation of ACC*

Autonomous adrenal hormone excess
Hypercortisolism (Cushing syndrome)*
Androgen excess (virilization) in female patients*
Estrogen excess (feminization) in male patients*
Mineralocorticoid excess*

Non-specific symptoms from an abdominal mass

Incidentally detected by imaging for other purpose

*Number derived from: (20, 23, 24), and the ENSAT ACC reqgistry; *frequently combined
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ACC - diagnostika

 Klinika
- Biochémia
- Zobrazovacie metody — CT, MRI, PET-CT

- Patolégia - International Collaboration on Cancer Reportig (ICCR) — Standardné hodnotenie
23 parametrov

Carcinoma of the Adrenal Cortex @b
Histopathology Reporting Guide




Carcinoma of the Adrenal Cortex
Histopathology Reporting Guide
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ACC - makroskopia

velké nadory (100-140mm) — 3% mensSie ako 40mm

- tazké — nad 100g

- solidne, lobulizované, ohrani¢ené / infiltrativne,
nekrozy, pseudocysty

- zIté, oranzové alebo hnedé noduly, onkocytarne —
mahagonové / cerveno-hnedé

- na reze homogénne alebo s regresivnymi zmenami
(krvacanie, nekrdzy)

Shariq OA, McKenzie TJ. Adrenocortical carcinoma: current
state of the art, ongoing controversies, and future directions in
diagnosis and treatment. Ther Adv Chronic Dis.
2021;12:20406223211033103.

(a)

(b)
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Grading ACC

Weiss et al .:
<20 mf / 50 HPF = low grade; >20 mf / 50 HPF = high-grade
Ki67:

>5% je senzitivny a Specificky pre AC tumory (v kombinacii s IGF2 aj
senzitivny a Specificky pre ACC); treba hodnotit v , hot spots”; zI3
reprodukovatelnost

PHH3 — lepsi prediktor OS je MAI ako PHH3
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Imunofenotypizacia

POZITIVITA:

synaptofyzin, kalretinin, alfa-inhibin, Melan A, SF-1

steroidogenné enzymy (CYP11B1, CYP11B2, HSD3B1, CYP17...)

IGF-2 — v ACC

p53
beta — catenin (CTNNB1) — v 25% pripadov

komplex DAXX-ATRX
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ACC - progndza

Eurdopske a americké kohorty / WHO 2017:

 5.ro¢né prezivanie: 20 - 35% / WHO 37-47%

- zavislé od stadia — st.| 66-82%; St.Il 58-63%; st.lll 24-50%; St.1V 0-17%

Finska studia: 5.r. OS 100%; 93%; 63%, 11% PROGNOSIS

&

Heoalth

- MTS do pltc a pecene (40-90%), skelet (5-20%); 5% kontralateralne;
reg.LU (40%), koza, retroperitoneum

- Invazia do okolia, do adrenalnej vény, v.cava, obliCiek, retroperitonea,
trombembdlia
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ACC - progndza

Table 3. Comparison of UICC/AJCC 2004 and ENS@T 2009/UICC/AJCC 2017 staging classifications for ACC.

Stage UICC/AJCC 2004 ENS@T 2009 and UICC/AJCC 2017

T1, NO, MO T1, NGO, MO
T2, NO, MO T2, NO, MO

T3, NO, MO T13-T4, NO, MO
T1-T2, N1, MO T1-T4, N1, MO

T3, N1, MO Any M1
T4, NO-N1, MO
Any M1

Tumors are classified as follows: T1, =b5cm; T2, >5cm tumor; T3, tumor infiltration into surrounding tissue; T4, tumor
invasion into adjacent organs; NO, no positive lymph nodes; N1, positive lymph nodels]; M0, no distant metastases; M1,
presence of distant metastasis.

AJCC, American Joint Committee on Cancer; ENS(@T, European Network for the Study of Adrenal Tumors; UICC, Union
for International Cancer Control.
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Onkocytérny ACC SO NS E A S

(\
o

« opisanych <150 pripadov
vek 39-71rokov

P - v
- -

menej casto funkcny (cca 30%) v
porovnani s konvencnym ACC

ELMI: pocetné mitochondrie

Studie Lin a Bisceglia — Lin-Weiss-
Bisceglia

OS 58 mesiacov = priaznivejsia
prognoza v porovnani s konvencnym
ACC (14-32 mesiacov) — Wong et al,
2011

« invazia v. cava inf. a extenzia do
praveho atria, MTS do skeletu

- s

Mod Pathol 15, 973-978 (2002).
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Dif.dg. onkocytarneho ACC

- AC onkocytom: dobre ohraniceny, bez kapsularne;j
invazie a bez vaskularnej invazie

- Konvencny ACC

- Eosinofilny variant chromofédbneho RCC: EMA+,
microvesikuly (EM)

- Granular cell variant RCC: CK+, vimentin+, CD10
« MTS HCC: Heparl+

- Feochromocytom: klinika — epizddy hypertenzie,
zellballen pattern, chromogranin+, S100+ v
sustentakularnych bunkach, hojné ,dense core
membrane bound granules” (EM)
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Dif.dg. onkocytarneho ACC

}’frontiers * 64r. zena
e CT/MRITU v pr. NO 9,4x8,5%x7,5cm / 213g

e Hirzutizmus

vase Report: A Virilizing Adrenal .
| Oncocytoma

Zvyseny testosteron (1,6 ng/ml /0,1-0,9),
androsteron D4 (5,1 ng/ml/0,3-3,3) a

W Efstathios Kotidis, Stefanos Bitsianis, Konstantinos Galanos-Demiris,
Panagiotis Christidis, loannis Mantzoros, Orestis loannidis”, Vasilis Foutsitzis,

0 R 05 (3, .ol / 0,5-2,1)

o * Heterogénna struktura, nekrézy.
kalcifikacie

e Borderline onkocytom

Edited by:




Presentation  Hormones Tumor Tumor Site Histological Immunochistochemical studies

size, cm weight, g diagnosis

adeh

+ 17 pripadov (vek 9-58r.; priem.29,5r.)

Virilizmus / hirsutizmus

Zvysené androgény

Velkost tumorov 2,2-28,5cm (priem.8,9 cm)

Hmotnost 8-5720g (priem.386,1g)

4 maligne 3-28,5cm (priem.12,4cm) / 67-5720g (priem.2156,5g)

11 benigne 2,2-17,5cm (priem.6,7cm) / 8-1100g (priem.286,4g)
2 borderline 2-20cm / hm.1400g

C ;,vYL:'r‘—;'-_;Illl

Vimentin, inhibin-A

Keratin, vimentin, Melan-A. mES-13
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ACC - liecba
« CHIRURGIA: kompletna resekcia

- ADJUVANTNA TH: (*mitotan); systémova lie¢ba;
imunoterapia

- RADIOTERAPIA

*mitotan je derivat insekticidu DDT, ktory vykazuje adrenolyticku
aktivitu cez dosial nevysvetleny mechanizmus (stresova aktivacia
ER — ztaZenie steroidogenézy a indukcia apoptozy buniek ACC),
pouziva sa od r.2007

dolezita predikcia lieCebnej odpovede — expresia RRM1 a CYP2W1
predikcia odpovede mitotanom

CONTAINING 50% DDT

RE: PATENT NO. 22922

destroys many common insects

USE ON
POTATOES,
PEAS, CORN,
FRUITS and
ORNAMENTALS

No. 1365

NET COHTENTS 1 LB.

https://en.wikipedia.org/wiki/DDT




ANNALS
ONCOLOGY

Adrenalectomy (+/- resection of single metastases)

SPECIAL ARTICLE

Adrenocortical carcinomas and malignant phaeochromocytomas:
ESMO—EURACAN Clinical Practice Guidelines for diagnosis, treatment

RX or R1 resection¢ and follow-up

or ENSAT Stage Il or IV M. Fassnacht'’, G. Assie'”, E. Baudin’, G. Eisenhofer’, C. de la Fouchardiere’, H, R. Haak™ """, R. de Krijger' """
F. Porpiglia' ™!, M. Terzoko'” & A. Berruti'®, on behalf of the ESMO Guidelines Committee”

ENSAT stage 1| |  ENSAT stage li-V Ann Oncol. 2020 Nov;31(11):1476-1490.

and Ki-67 <10%"
recurrence

Low/intermediate risk High risk

! v

Consider mitotane
or active surveillance®

Complete resection (R0)

Adjuvant mitotane®

v
R

Follow-up every 3 months"
imaging and tumour markers

1
lalall

UALA NP TEEFA T RTREABRRRRTT VLYY CERRR Y RAAARARY
l 1 1 1 | | Ll

N7 .

Tumour-free Recurrence




...aky bol dalsi priebeh?

- pct. vyuzila odporucenu rocnu lehotu
neotehotniet a

« 29.012021 pozitivny tehot.test
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Posledna kontrola 21.05.2021

labor. 5/2021 odber; 7:27

ACTH [pg/ml] 21,3 7,2-633 |
ESTRADIOL [pmol/I] >19067 ?
TESTOSTERON [nmol/I] 2,4 <2,6 ;
FTESTO [pg/ml] 0,75 %
DHEA-S [umol/1] 4,1 2,6-13,9
SODIK(*) [mmol/I] 136,0 136,0-145,0 M
DRASLIK(*) [mmol/I] 4,33 3,30-5,20
CHLORIDY(*) [mmol/I] 103,0 98,0-107,0 é

CORTIZOL(*) [nmol/I] 549




...take home message

* Dg. ACC by mala byt potvrdena histopatologicky

e vSetky adrenalne nadory, ktoré su suspektné z ACC by
mali byt konzultované s expertom v adrenalnej
patologii

* adrenokortikalny povod by mal byt stanoveny SF-1

* pri hodnoteni dignity pouzivat Weissov systém (pri
onkocytarnych Lin-Weiss-Bisceglia)

 proliferacnu aktivitu hodnotit Ki67

* patol. report by mal vystihovat hodnotenie kritérii
pozadovanych ICCR

* na patol.staging vyuzivat ENSAT stagingovy systém

= s ~ M Fassnacht and others Management of adrenocortical 1794 G1-G46
Clinical Practice carcinoma in.adults
Guideline

European Society of Endocrinology Clinical
Practice Guidelines on the management of

adrenocortical carcinoma in adults, in
collaboration with the European Network for
the Study of Adrenal Tumors

Martin Fassnacht'?, Olaf M Dekkers™*?, Tobias Else®, Eric Baudin™®, Alfredo Berruti®,
Ronald R de Krijger'™ """, Harm R Haak'*'"'%, Radu Mihai"’, Guillaume Assie'™ ™ and Massimo Terzolo®

- diagnostika ACC nie je tazk3, ale je casovo
narocna — dokaz mitoz

- potreba vysSetrenia viacerych vzoriek,
zameranie sa na kapsularnu oblast

- nevyhnutny multidisciplinarny pristup - na
malignitu mysliet pri hormonalne aktivnych
nadoroch, ucast patoléga na MDM







