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Steroidni hormony

Metabolismus tuku , glycidl, bilkovin , regulace vnitfniho prostfedi ,minerall vody , sek pohl. znaky

Klira nadledvin
zona glomeruloza - mineralokortikoidy- adosteron/ RAAS, K

Na, K, angiotenzinu Il

zona fascikulata — glukokortikoidy-kortizol / ACTH
zona retikularis - androgeny , DHEA ,Testosteron, ....... kortizol/ ACTH

Dren nadledviny
katecholaminy, NA, A, DOPA
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Patofyziologie

* Primarni,

....Sekundarni, .....Centralni, .....Periferni...
... ektopicka ....,

e Akutni a Chronické selhani
* Hyperfunkcni a Hypofunkcni syndromy



Kortizol — Hyperkortizolismus

Fce.... Nadrpodukce, hyperfunkce
e Cushinguv syndrom

( primarni adrenalni hyperkortikalismus)
 Morbus Cusching

(centralni hyperkotizolismus, ACTH
dependendntni hyperkortikalismus,
hyperpituitarismus ...)

* Paraneoplasticky hyperkotizolismus (malobb.
Karcinom plic, Karcinoid)

* Exogenni hyperkotizolismus CS



Bruisability
ecchymoses

Higher. [ A~ '} Red Striation

Thin arms

and legs
Pendulous abdomen

Poor wound healing

Osteoporosis
compressed (codfish)
vertebrae

http://img.medscape.com/pi/emed/ckb/endocrinology/116364-138556-117365-138806.jpg



Cushing’s syndrome

loss of scalp hair

Plethoric face

Moon face

Ao e

N . R Pigmentationr
Facial hirsutism |g <

Supraclavicular fat pads

Fvidence of bronchial . .
tumour or asthhma Ischaemic heart disease

treated with steroids - . or cardiomegaly
Hyvpertension

Polyuria and Pigmentation of scars

nocturia Q,ﬂ_

Renal calculi = _t

Spinal osteoporosis
Striae 4
Evidence of £f

rheumaroic

arthritis treated with
steroids

Bruising

L Thin skin

Amenoarrbhoea

Proximal muscle wasting
and weakness

wenous thrombosis

Leg ulceration

COedema
Short stature, cessation of
growth in children




570 THE ADRENAL CORTEX

A B C

N

o}
[
=
[
(o
o)

O

)

I

0
——
X
[+
D
o

G
Cr¢
/
/
7

CORTISOL ACTH CORTISOL ACTH

o oc”

CORTISOL ACTH

NG

o
(o

D E " "

]

; 1

ECTOPIC  cpy GLUCOCORTICOID oRH
Ay crn ) .

‘v
/é
.
~
N\
\

2]
L -
R4

Gr<
/

N
N\
\
Y,
Cr
/
/
/
//

CORTISOL ACTH CORTISOL : ACTH CORTISOL ACTH
L \ /
/
P \ / AN N /
(3 (B wacrere @) (B < ol
ACTH @ @

e

Figure 12-38. Hypothalamic-pituitary-adrenal function in normal individuals (A} and the pathophysiologic aberrations in pituitary ACTH-dependent Cushing’s disease
{B), primary adrenocortical disease [i.e., cortisol-secreting adrenal tumor, bilateral micronadular dysplasia, and bilateral ACTH-independent macronodular hyperplasia)
{CJ, ectopic ACTH syndreme (D), ectopic CRH syndrome (£}, and iatrogenic Cushing’s syndrome caused by pharmacologic dosage of glucocerticoids (F).



Cushinguv syndrom -klasifikace

e ACTH dependentni

— Chushingova nemoc 68%
— Ektopicky ACTH 15%

 ACTH independentni

— Adenom nadledvin 9%
— Karcinom nadledvin 8%



Cushing’s sy therapy

Pituitary dependent ( central)cushing’s sy

Transphenoidal surgery
Transcranial surgery

Radiotherapy ( not recomended as a primary
treatment)

Stereotactic Radiosurgery non-surgical precisely-
targeted radiation small tumors, preserve healthy
tissue

Medical treatment — metyrapon,
aminogluthetimid, ketoconazol/kabergolin,
mitotan (adrenolitic agent), pasireotide
somatostatin analog5-Signifor
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YVisual
Fields

Figure 9-29. The most common visual field defect, bitemporal hemianopia (black
areas of visual fields) s caused by comproession of the posterior aspect of the
chiasm (4] from below, Wisual disturbances resulting from comprassion of the
optic nerves, chiasm, and racts are listed bolow. The site of lesion is indicated
by mormbaer.
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Kortizol

Fce .....nedostatecna funkce , hypofunkce

 Addisonova choroba - (primarni adrenokortikalni
isnuficience)

* Hypopituitarismus
(centralni adrenalni insuficience )

.... Lécba substitucni kortikoidy ale také
mineralokortikoidni substituce ...
(HCT,Fludrokortizon)



APS 1.,2.- hyperpigmentace,
addisonova choroba

(&) University Erlangen,
Department of Dermatology
Phone: (#4591 8131- 85 - 2727




APS 1.,2.- grafitové skvrny




APS 1.,2.-addisonova choroba




Adrenal failure
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Aldosteron

... fce

(primarni hyperaldosteronismus )

. AAA 45% Connuv syndrom

. Idiopat. bilat. A. Hyperplasie 45%
. unilat. AH 5%

. familiarni hypaldosteronismus (dex s) 1%



Primarni hyperaldosteronismus

20% vyskyt u nemocnych s tézkou farmakorezistentni hypertenzi

bilateralni hyperplazie (tzv. idiopaticky hyperaldosteronizmus — 65 %)
eunilateralnim adenom nadledviny (Conn(v syndrom — 30 %),
* dalSi varianty jako kombinace hyperplazie a adenomu, unilateralni adrenalni

hyperplazie, familiarni hyperaldosteronismus I. a ll. typu ¢i karcinom klry nadledviny jsou
méneé Casté

Petrak O, Zelinka T. a spol. Centrum pro diagnostiku a |é¢bu hypertenze, VFN Praha ,
www.medicinapropraxi.cz | 2009; 6(3) |, primarni hyperaldosteronizmus



Androgeny

 Adrenalni virilizace, hirsutismus,
hypertrichoza

( tumor, carcinom , congenitalni adrenani
hyperplasie CAH —steroidni enzymopatie)

CAH klasicka( casna) adrenogenitalni sy
CAH neklasicka tzv Late Onset (pozdni)
se solnou poruchou nebo bez ni
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Adrenogenitalni sy.
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Katecholaminy

* Dren nadledviny chromaffinni bb. Feochromocytom
* Symapaticky,Parasympaticky NS
Paragangliom
(sympat.NS - hrudnik bricho panev )
(parasympat. NS krk )

ZarodeCné mutace : 20 genu spoj s PPGL

Genetické syndromy PPGL : VHL, MEN2, mnohocetna
familiarni paragangliomatoza, Recklinghausenova
neurofibromatoza,



FEO, PGL

* Diagnostika

MN, NMN/pl, CT, MR, PET/CT, MIBG ,F-DOPaq, ,
Somatostatin analoaga (Ga izotop ) FDG

* Terapie
Adrenalectomia Alfal-adrenoreceptor block

Doxazosinum ( Zoxon tbl ) ,Prazosinum
( Deprazolin tbl )



Von Hippel-Lindau Syndrome

Autosomal dominant genetic condition
(mutation in the tumor suppressor gene on chromosome 3p25.3)

characterized by visceral cysts, benign masses, and the potential
for malighant transformation in multiple organ systems

Clinical features:

* Eye tumor (retinal hemangioblastomas)

* Brain tumor (CNS hemangioblastomas)

* Kidney tumor(renal cell carcinoma)

* Adrenal gland tumor ( pheochromocytoma)

* pancreatic tumors( pancreatic serous cystadenoma)
* Cafe au lait spots







VHL

Obr. 6 — Charakteristicky nalez
skvrn bilé kavy a podkoZnich
neurofibromil u pacienta

s Recklinghausenovou chorobou




Incidentalomy

* Dg., Metodiky, Obraz



Addison nemoc — Morbus Addison
Cuschigova nemoc — Morbus Cusching
Cuschinguv syndrom

Connuv syndrom

CAH

Feochromocytom

Incidentalom



