MHumoeHTanoma
Hagno4Ye4YyHnKa, CUHOPOMBI
CBA3aHHbIE C HEMW.



IMbpumnoreHes Hagno4Ye4HUKOB.

* Hagrno4vye4HnKn pa3smnBarOTCA U3
LLeNTOMNY€ECKOU BbICTUIMKU BUCLIEPAaJiIbHOTO
JINCTKa 3apoblLla

 Ha 6 Hegene nponucxoguT otaeneHue ot
NoYeK n roHaa

#:4 (heTanbHbIM KOPTEKC

i 30Ha fasciculata



* Ha 2 mecsaue bepeMeHHOCTN KOPKOBOE
BeLLeCcTBa NpeAcTaBriseT coooun
OTAENbHbLIN OpraH, KOTOPbLIN COCTOUT U3
cetanbHon 1 A€ PUNHUTUBHOMU 30H

A yyvoukoeas
Xpowagpunrvie wnia

Hywrosas
JOMA

Kona
Cemyuamuas
Jona

Mosovsoe
aeluecman
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8th Fetal Month
First sign of zonation
in permanent cortex

Cortex 80%

has disappe

4 Yeors and Older
Mature zonation pattern
established

Fetal corls

Medulla <

Ha 17-19 Hepgene kopa
HaYNHaeT
npoayunpoBatb
kopTuson n AroA —
AKTI HaunHaeT
yCTaHaBnMMBaThb
KOHTPOSb Had KOpou
HagMno4Ye4YHMKOB nnoaa

MyTauwum reHoB AKTT 1
pPeLenTopoB
MeSlaHOKOPTUHA-2
nexart B OCHOBe
CeEMeNHOU
HeOOoCTaTOYHOCTU
[MIOKOKOPTUKOUOOB



OOWHOYHbIE AO€epHblE
peLenTopsl

* SF1 (cTepomngoreHHbI dpakTop 1, KOTOPbIN
koaupyetca reHom NR5A1)

* DAX1 ( reH YyBCTBUTENbHbLIN K CMEHe nona
1, koanpyembint reHom NROB1). MyTauuns
reHa DAX1 NeXXnT B OCHOBE rmnoniasmm
KOpbl HA4NOYEeYHUKOB.



AHaTOMMNA HAgNO4Ye4YHUKOB.
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| tnoTanamMo-runogPuU3apHo-
Haano4Ye4yHMKoBasa cuctema

= : S
Circadian R e PO *[lpoaykuusa rnrokokopTukonaos u [IF9A
' fver bypoghcema, Iypotension) | perynupyetca I'-I'-H cucremon
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BbicBODOXOEHME KOPTU30sia B
Te4yeHune gHS
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Bnunadue AKTI Ha Ha4yano
cTepougoreHesa

AKTT ces3biBaeTcs WAMO® aktnBupyeT MKTUBHAs NPOTENH
POTEUH KNnHasy A KnHasa A

Ysenuumsaet Ynydwaer
A0CTaBKYy aKTUBHOCTb FOPMOH- OOCTYMHOCTb U

YyBCTBUTENBHON
xonectepunHoBor s doocdopununpo

BaHne CREB



Adrenal cortex cell
Cholesterol

ester

Cell membrane

Scavenger
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- Cholesterol
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CTtepoungoreHes.

’°°“°°lT°P““ Kopa HagnoyeyHukos
CYP{ 1A1
NPerHeHonoH e CYP17 ——={ 17-rapoxcunperieonol —— CYP17 —={ Aernapo3InuasapoCcTepor
| | !
33-HSD 3B3-HSD 3;3-#;30
t t
nporecTepoH ps CY P17 et 1 7-MWAPOKCHNPOr@CTEPOH e CYP17 it AHJPOCTeHANOH
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cYp21 cYp21 CYPIBT e
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Knerku-muiieHn
MWUHEPANOKOPTUKOMAOB
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Knerku-muienu
IMIOKOKOPTUKOWAOB




20,22-necMornasa

« Katanuaupyert
npeBpalleHne
XOfiecTepuHa B
NPErHeHONoH

* TMAOPOKCUNUPOBAHME MO
C-20, r’MapOoKCUNMpoBaHmne

[y Glucocorticoid
no C-22 n otwiennieHne h = ~ precurnon
BOKOBOW Lienu * "
X0onecTepuHa

* npu geneumn CYP11A1
npovicxoauT

HegoCTaTOYHOCTb 20,22-
necmornasbl

P gncaclone =—t+—PPrgericmne



KnnHuKa HegoctaTovHOCTU 20.22-
necmonasbi:

* [lpmepHO TpeTb rpyaOHbIX AETEN C
BPOXXOEHHOU NUNMONAHOU rmnepnnasnen
KOpbl HA4MNO4Ye4YHNUKOB BbIXXKMBAET.

* bonesHb 06bIYHO NpoABNAETCA Y
HOBOPOXOEHHbIX TAXEnou
Hagno4Ye4YHNKOBOWN HEOAOCTATOYHOCTbIO.

e IETU C TrEHETUYECKUM MY>KCKMUM NOJSIOM
OObIYHO MMEIOT XKEHCKUN OEHOTUN



21-rmpponasa

 [lpeBpallaeT 17-rmgpoKCUNpPorecTepoH B
11-0E€30KCUKOPTU3OJT

* [lpeBpallaeT nporectepoH B 11-
O0E30KCUKOPTUKOCTEPOH

« Kogupyetcs reHamun 6 XpoMOCOMb
CYP21A2, CYP21B

 HepocTtaTto4YHOCTL 21-rmgponasbl — camas
yacTtad npuynHa BI'H



KnMHMKa HegocTtaToO4YHOCTU 21-
rmaponassbl

* Bupnnmnsauus
» CnHapom notepu conu

Cholestero
Mineralocorticoids Glucocorticoids Sex hormones
Cholesterol
desmolase
17 a-OH 17,20-Lyase .
Pregnenclone =9 17-Hydroxypregnenolong =—————p Dehydroepiandrosterone

13/i-HSD 1 34-HSD lslmso

17OH 17'20.[_yasg
————s

Progesterone —p 17-Hydroxyprogesterone A% Androstenedione

|

Testosterone

/ N\

Dihydrotestosterone  Estradiol

Aldosterone



KopTn3on B KpOBAHOM pycne

* 75% B cBA3aHHOM ¢ CBG Buae
* 15% B CBSA3@aHHOM C anb0yMmnHoM Bmae
* 10% cBOOOOHbLIN KOPTUIOJT

A mg Komnaekce CBG

.csnsaHHblﬁ C
anbbymmHom
“B ceBobogHOM BULE




[lenctBne KopTn3sona B KNETKaX-
MULLEHAX

Glucocorticoid target cell

GR Transrepression GR Transactivation




Knetku

Renalsodmm

PAAC

retention (and
potassmm excretion)

Aldosterone

release

\
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Circulating blood volume

Vasoconstriction

|

Activation of
Angiotensm Il receptor
type 1 (AT1 receptor)

KIy©604KOBOW 30Hb

CBA3aHbIl C

aHIMOTEH3NHOM ||
yepes AT peuenTtop

Angiotensmogen

N

Angiotensm II

'}

Renal perfusion <

/ pmssui

Kidney

Juxtaglomerular
cells

/
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Renm|release

Angiotensm I

O Angiotensm
convertmg
enzyme (ACE)



MoHHbIE KaHarbl KNyOO4YKOBOW 30Hb
HaaNoO4Ye4YHNKOB

Adrenal zons glomerulosa cell

N K- N .G~ Ca*' Ca’'-




