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Summary. The adrenal glands are paired organs located at the upper
(apical) poles of the kidneys and immersed in the amniotic adipose
tissue. Covered with fascia. They have the shape of a crescent, covered
with a dense capsule of connective tissue. Each adrenal gland consists of
parenchyma, which has two layers: the medulla (red-yellow in normal
condition), lying in the center of the gland, and the cortical substance
(or yellowish cortex), located superficially. The cells of the cortical
substance have a typical structure for cells that actively synthesize
steroids, i.e. acidophilic coloration, the nuclei are centrally located,
ultrastructural microscopy reveals a well-developed agrAPS with a
large number of enzymes necessary for the synthesis of cholesterol and
posttranslational modification of the prohormone — pregnenolone.
The cortical substance is divided into three well-differentiated zones,
located sequentially: glomerular, bundle and mesh. All three zones
develop from a section of the mesentery coelomic epithelium at the
5th week of embryogenesis. During development, the adrenal cortex
undergoes significant changes, during which deviations and disorders
associated with the incorrect course of pregnancy, the influence of
teratogenic factors and a deficiency of structural and requlatory
elements in the embryo’s body are possible. In this article we will
consider the main features of the histo-genetic development of the
tissues of the adrenal cortex in normal and pathological conditions.
The result of the study will be a detailed overview of the embryonic
development of the adrenal cortex, as well as the development of
pathological processes associated with it.
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HopmaneHOe pa3suTire
KOpbl HBANOYe4YHKOB

30 peHb AeHb Nocsie ONI0AOTBOPEHUA ANLEKNETKUMN
N3 OBYCTOPOHHUX M CMMMETPUYHBIX MOJSIOCOK Kre-
TOK PacrofIOKEHHbIN MeXAy LenoMUYecKum snuTennem
N JopCanbHOWM aopToN. DTN KNeTKu popMumpytoT coboin 3a-
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AnHomayus. HafnoyeyHnkn — napHble OpraHbl, PacnonoXeHHble Yy Bepx-
HUX(anuKanbHbIX) NONKOCOB NOYEK U MOTPYXKEHHBIE B OKOMOMOYEUHYI0 XMPO-
BYyl0 TKaHb. MokpbiTbl Gacyueii. metoT dopmy nonymecawa, noKpbITbl NAOT-
HOIl Kancynon U3 CoeuHUTeNbHON TKaHW. Kaxablii HaANOYeUHUK COCTOUT
13 MapeHXNMbl, MMEIOLLYI0 1B CNOA: MO3r0BOE BELLeCTBO (KpacHo-xentoe
B HOPManbHOM COCTOAHMM), NeXalliee B LIEHTpe Xenesbl, U KOpPKOBOe Be-
LecTBO (MM XenToBatas Kopa), pacnonarawwianca noBepxHoCTHO. Knetkn
KOPKOBOTO BELLECTBA UMEKT TUMMYHOE CTPOEHINE ANA KNETOK, aKTUBHO CUHTe-
3UpYIOLLNX CTepOUADI, T.€. auMAoGUAbHYI0 OKpacKy, ALPA PacnonaraTca LeH-
TPanbHO, NPU YALTPACTPYKTYPHOM MIKPOCKOMMPOBAHIN 06HapyXINBaETCA X0-
potwo passutas arp3C ¢ 6onbLIMM KONMUYECTBOM GepMEHTOB, HEOOXOAUMBIX
ANA CMHTe3a X0NecTepoa M NOCTTPAHCAALMOHHON MOAUGUKALMN NPOrOpMO-
Ha — nperHeHosnoHa. KopkoBoe BewiecTBO pasfeneHo Ha Tpi Xopowo Aund-
depeHLMpyeMble 30HbI, pacnonarawLLueca NocnefoBaTeNbHo: Knyboukosyo,
MyyKOBYIO 1 CeTuaTyto. Bce Tpu 30HbI Pa3BMBAIOTCA U3 YYaCTKa LieIOMUYECKO-
ro anutenua bpbixeiikin Ha 5-it Hefene ambpuoreHesa. Bo Bpema passutuA
KOpa HaZANOYeYHNKOB NpeTeprneBaeT 3HaunTeNbHbIe 3MEHeHWs, B npoLecce
KOTOPbIX BO3MOXHbI OTKNIOHEHUA W HapYLLEHUA, (BA3AHHbIE C HENPABUbHBIM
TeyeHnem bepeMeHHOCTYH, BANAHMEM TepaToreHHbIX GakTopoB u feduumutom
CTPYKTYPHbIX U PEryNATOPHbIX 31EMEHTOB B OpraHu3me 3apofsiwa. B 3toit
(TaTbe Mbl PACCMOTPUM OCHOBHbIE 0COBEHHOCTM FUCTO-TEHETUYECKOTO Pa3BH-
TNA TKaHeil KOPKOBOTO BeLLECTBA HAAMOUEYHNKOB B HOPME W NpI NaToNOrMM.
Pe3ynbTaTom nccnefoBaHuA CTaHeT noapo6HbIX 0630p SMOPMOHANbHOTO pas-
BUTMA KOPbI HAZNOUYEYHNKOB, a TAKXe Pa3BUTMA MATONOTMYECKUX NPOLIECCOB
C HUM CBA3AHHbIX.

Kntoyesble ¢108a: HAANOYEYHUKM, KOPKOBOE BELLIECTBO, rUCTOreHes, sM6piuo-
HaslbHO® pa3BuUTHe, NaToNOrUuecKuii NpoLiecc.

YaToK HAaAMOYEYHVKOB U HaUMHAIOT IKCMPECCUio MapKepa
GATA4. GATA4 — BaxkHenwnin ¢paktop andpdpepeHLnpoBKM
B nepuof 3mM6proHanbHoro passutmsa. O6bIYHO 3TOT dak-
TOP 3KCnpeccupyeTcs B KapauomMmounTax 3apoAbllla, rae
OH MoAAepPXMBaeT BbPKUBAEMOCTb KNeToK, MopdoreHes
cepfua, npenatcTeyeT runeptpodum ceppua. Takne o6-
wupHble dyHKUMM GATA4 obycnosneHbl ero cneuunduye-
CKOW KoHpopMauwmeli B Buae “UmHKoBoro nansua” (puc. 2).
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Puc. 1. CxemaTtnyHoe CTpoeHme 6esika C KoHpopmauvei

“ i

LMHKOBOrO NanbLa”

Puc. 2. 3D-Bu3yanmsayms LMHKOBOIO Nanblia.

KoHdopmauma gaHHOro Komnjekca nogpasymeBaet, uTo
aToOM UMHKa nanbLeobpa3HO OKpyXeH 6enkoBow more-
KY/IOi, MPX 3TOM COeJUHEeH C ABYMA OCTaTKaMu UncTemHa
M OBYMA OCTaTKamy ructngmHa. CxemaTUyHoe CTpoeHne
6enKkoB CemMencTBa “LMHKOBbLIX ManbLUeB” MpeacTaBleHO
Ha pucyHKe cnesa (puc. 1).

B knetkax opraHm3ama 3apogbiwa GATA4 BbinonHAeT
perynatopHyto ¢oyHKUuio 1 obecneumBas KOPPEKTHYIO
TpaHckpunuuio JHK npu pa3Butumn TKaHem HagnovyeyHun-

94

KoB. lMpu MocTynneHMn B pa3BMBAIOLLYIOCA KNETKY rop-
MOHOB UN $GaKTOPOB POCTa, a TaKKe HEKOTOPbIX APYrnX
BewecTtB (Hanpumep, ULAMO), npoucxoAnT aKTMBaUMUA
GATA4, nytem PpocdopunmpoBaHusa ux Ha cneunduryecknx
ocTaTkax cepuHa — Ser261. [1-2]. ®ochopunmnpoBaHme
KaTanusupyet [HK-cBasbiBaowme cnocobHoctn GATA-4,
a TaKXe ero CcrnocobHOCTb CBA3bIBATLCA C ApYrnUMin dakTo-
pamu TpaHcKkpunuum, Taknmm Kak SF-1 n CBP. Ha pucyHke
2 [aHHbIA npouecc nokasaH nogpobHo. OgHOBPEMEHHO
c ycuneHuem akcnpeccun paktopa GATA4 nponcxoauT vH-
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rmbnposaHmne ¢aktopa WT1, uto ob6ecneumBaeTt akTBHYIO
nponudepaLmio KNeTok n guddepeHLMpPoBKy ClI0EB KOPbI
Hagno4yeuyHuKos [3]. byneT BepHbIM yTBEpXKAATb, UTO aKTU-
Bauma WT1 nNpuMBOAMT TakKe K Hauyany AeAaTeAaTeNIbHOCTU
dakTopamu Gli1 n Tcf21, KoTopble ABNATCA MapKepamu
KNeToK NpefLlecTBEHHMKOB 11 B Pa3BUBAIOLLMXCSA, U B 3pe-
NbIX HaANoYeYHUKax. B aTo Bpemsa meseHxrManbHble KneT-
KU1, OKpyXalolue 3a4aToKk HagnouyeyHuka, dbopmupytot
coeflVHUTENbHOTKaHHYI0 Kancyny. Mocne ¢opmupoBaHus
Kancynbl B KOPKOBOM BELLECTBE MOXHO pPa3NnunTb [ABa
cnosa — deTanbHyio 30HY 1 AebrHUTUBHYI0 Kopy. DeTanb-
Has KOpa COCTOMT M3 KPYHbIX auuaoduibHbIX SHAOKPUHO-
uuntoB. OHY cofep»kaT 6onbLUMe NUNUAHbIE Karu.

OTBeTCTBEHHbI 3a BbIPabOTKY AernaposnuaHipocTe-
poHa (DHEA), koTopblin 3aTem, B nnaueHTe, 6ynet npeob-
pa3oBaH B 3cTporeH. [lebuHUTMBHaA Kopa MOKpbiBaeT
deTanbHyio KOpy CBepXy cyioem Menkunx 6azodunbHO okpa-
LWEHHbIX SHAOKPUHOLUMTOB. OHN OCTaHYTCA HE aKTUBHbIMU
[0 KOHUa BTOPOro TPMMETpPa, a Nocsie CTaHyT OCHOBHbIM
WCTOYHMKOM BblpabOTKM KopTU3ona B opraHusme. Mocne
POXXOEHNA BHELIHSAA 30Ha AuddepeHumnpyeTca Ha Knybou-
KOBYIO 1 MYYKOBYI0, B TO BpEMSA KaK ceTyaTas 30Ha NosABnaA-
eTCA ToNbKo B 6-8 neT. lepMHUTUBHAA Kopa npeTepreBaeT
WHBOJIOLMIO MPaKTUYECKU Cpasy Nocsie PoXKAEHWA, 3a cueT
yero Macca HafiMoYeYHNKOB 3HAUNTENBHO YMEHbLUAeTCA.

MaToAOrn4eckre NpoLeccsH B passuTum
KOPKOBOIO BellecTB8a HaANO4YeYHNKOB

MpryrvHamMy BO3HWMKHOBEHWA Pa3NYHbBIX NaTONOrWN
B3POC/IbIX HAAMOUYEYHMKOB, @ B YaCTHOCT! KOPKOBOIO Be-
LecTBa, MOTYT ABAATLCA Pa3fiMyHble HapyLleHUs B SM6pu-
oreHese. 3T0 MOryT 6bITb Kak MyTauuu, Tak 1 HapylleHune
CUHTe3a ropMOHOB, MeTabonncTnyeckme 3abonesaHna v 3a-
6oneBaHNA UMMYHHOW CCTEMbI, MO0 HapyLleHna paboTbl
OpYrvx OpraHoB, Hanpumep, OpraHoB, BXOAALUX B COCTaB
rmnoTanamo-runodusapHoO-HaAMOUYEUHNKOBYIO CUCTEMY.

K nprmepy, paccMOTPUM UHCYTMHOBbIV peLenTop 1 pe-
uentop K UOP-1 (MHCcynuHonopobHbin dakTop pocTa 1).
OHM MrpatoT BaXHy0 ponb B Pa3BUTUM, B YHaCTHOCTU KOp-
KOBOrO BellecTBa HaAnoye4yHNKoB. biokupoBKa akTUBHO-
CTWU faHHbIX PeLienTopoOB NPUBOAUT K CHUMEHUIO aKTUBHO-
CTU MHOTMX reHOB, aCCOLMMPOBAHHbIX C HAANOYEYHNKaMU.
Mpu HenpaBunbHOM paboTe 3TUX peLenTopoB y 3M6puo-
HOB He pa3BUBAeTCA KOpPa, a TakXe NPONCXOAUT HapylLue-

HUe JeTepMuHauMM Mofa. DTOT Ciyvyall AeMOHCTpUpyeT
CBA3b MEXAY Pa3BUTMEM HAANMOYEYHMKOB 1 FOHAS.

Ewe ogHMM APKNM NPUMEPOM MyTaLUI B reHax MOXeT
CNYXWUTb JO30UYYBCTBMBTENbHAA BPOXKAEHHAA rmnonnasuna
HagnoyeyHnkoB. OHa BO3HMKaeT npu MyTaumm reHa DAX1
y 4enoBeKa, YTO MPUBOAWT K HeJOCTaTOUYHOCTW Hagno-
YEeYHVKOB, B CBA3U C OTCYTCTBMEM OonblON YacTu aedu-
HUTUBHOW Kopbl. MyTauma TpaHCKpUNUUOHHOro ¢akTopa
GLI13 npuBoguT K pa3sutmnio cuHgpoma Mannucrepa —
Xonna, KOTOpbIN XapaKTepusyeTca CHUKEHNEM aKTUBHO-
T runodu3a, n Kak cefcTBre HeJOCTAaTOYHOCTbIO KOpbI
HaZMOYEYHVKOB.

PaccmoTtpum aBneHne runocekpeuunn AKTE Ha ambpu-
OHaNbHOWM CTafuX Pa3BUTUA. DTO MPUBOAUT K BO3HUK-
HOBEHMIO CUHAPOMA MHOMXECTBEHHOW HefoCTaTOYHOCTU
ropMOHOB TunoTanamyca, NPoABAALEroca BCleacTeue
HenpaBUbHOrO pa3BuTUA rmnodursa 1 rmnoTanamyca us-
3a HapyLWeHUA 3KCNPeCccumn TPaHCKPUNLMOHHbIX GaKTOpoB
HESXI (romeo60Kc, 3KCnpeccmpyowmuines B SM6puoHanb-
HbIX CTBONOBbIX KineTkax 1), LHX4 (LIM romeo6okc 4), SOX3
1 PROP1 (PROP napHbin romeo6okc 1) (Mullis, 2001). MyTa-
uuu peuentopos AKTI Takxe npnBoaAT K psAay 3abonesa-
HUI, XapaKTepusyowwmxca ycronunsoctbio K AKTI n Hepgo-
cTaTKoM rntokokopTukongos (Fluck et al., 2002). CuHgpom
KywwHra xapakTtepusyeTtcsa n3bbiTouHOM npoayKLumnei Kop-
Tn3ona. MNMpuumHOW AAHHOW MATOMOMMM MOXET CRYXWUTb
runepcekpeuna AKTI runodumsom. bonesHb ApamcoHa
(nepBMYHaA HeJOCTaTOYHOCTb KOPKOBOTO BeLLecTBa) pas-
BMBAETCA KaK C/leACTBME pPaspyLUeHUA KOPKOBOro Belle-
CTBa HaZAMOYEUYHNKOB. BOKpYr MOpa)eHHbIX KIIETOK 1 MeX-
ZYy HUMU 06bluHO uMeeTca anddy3HbI MHOUNBTPAT, Npu
3TOM MO3roBOe€ BelLeCTBO He HapyLlaeTcs.

Kpome TOro, MexaHn4yeckoe BO3[eNCTBME, OKa3blBae-
MOE€ Ha 3M6pI/IOH B PaHHUX CTaagnAX Pa3BUTUA, MOXET Npu-
BOAUT K pa3iMyHbIM HapyLWweHNAM N, KaK cnencTene, Hapy-
WeHnA CMHTE3a rOPMOHOB BO B3POC/IOM COCTOAHUN.

Henb3s He ob6patuTb BHMMaHWE Ha CPaBHEHUE 3KC-
Nnpeccun reHoB SMOPKOHANIbHON Y OHKOTEHHOW B3POC/ON
TKaHW Hagno4yeyHMKoB. B cnyyae KapumHombl Hagnoveu-
HUKOB NPUCYTCTBYET rnnepakcnpeccus 6enka KNeTtouHoro
umkna p53, KOTOpPbIA, B CPaBHEHNM CO B3POCJIbIM BO3pac-
TOM, HAMHOTO BblpaXeH B 3KCNPeCccMm Ha SMOPUOHANbHbBIX
cTagmax.
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