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Poszsumox adpenozenimanvroeo cunopomy odoymoenenuil oepexmom eena CYP21, axuii
Kodye pepmenm 2 1-2iopoxcunasa, wo 6idiepae 8axcaugy poib 6 YMGEOPEHHi KOPMU30Y.
Li npoyecu cynposodcyromocs niosuujennam npooykyii AKTI ma 3pocmarnusm
NONepeoHUKi68 KOPMU30Ly, Wo NepemseopioiombCs HA aHOPOLEHU HAOHUPKOGUX 3A103 —
PO3BUBAEMBCSL KAACUYHUL adpeHo2enimanvHuil cunopom. IIpu moukogomy oedexmi 2ena
CYP21 esunuxac uenosnutl 610k ¢epmenmy 2I-ciopoxcunasu, wo npuzeooums 00
HeBUPAICEH020 NOPYUIEHH CMepoidocene3y HAOHUPKOBUX 34103 — PO36UBAETNBCA
HeKkaacuuHa Gopma aoperozeHimanvHoeo cunopomy. Hasedeno eunadox knacuunoi
Gopmu 3ax60pi08ans, KA NPOAGULACS Oe3NTIOHICIIO.
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ADRENOGENITAL SYNDROME IN WOMEN: CLASSIC FORM, CLINICAL CASE
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The development of adrenogenital syndrome is due to a defect in the CYP2l gene,

Clinical and experimental
pathology 2023. Vol.22,
Ne 4 (86). P. 82-84.

which encodes the enzyme 21-hydroxylase, involved in the synthesis of cortisol. These
processes are accompanied by an increase in the production of ACTH and an increase in
cortisol precursors, which are converted into androgens of the adrenal glands— a classic

adrenogenital syndrome develops. With CYP21 gene point defect, an incomplete block of
the enzyme 2 I-hydroxylase occurs, which leads to a mild violation of the steroidogenesis
of the adrenal glands — a non-classical form of adrenogenital syndrome develops. A case
of the classic form of the disease, which manifested itself as infertility, is given.

Beryn
Y Oumpmiocti Bumaakie (1o 95 %) po3BUTOK
anpeHoreHitanbHoro cunapomy (AI'C, BpomxeHa

JUCQYHKIIST KOPY HAIHUPKOBHX 3ai03) 3yMOBIICHUH
nepexktom rtena CYP 21, sxuii komye QepMeHT
21-rigpokcminasdy, mo Oepe y4acTb y CTepOigoreHesi.
3HIKEHHS BUPOOJICHHS KOPTU30JIY IPU3BOJMTH JI0
nigsuieHHs npoayKuii AKTI 1301Ib e HHS TOTTePEAHHUKIB

koptusony:  17-rimpokcumnporecrepony  (17-OH-P),
MPErHEHOJIOHY, MPOreCTEePOHY, SIKI B HAJJHMIIKOBHX
KOHI[CHTpAIiSIX ~ MEPETBOPIOIOTBCS  HA  aHAPOTCHU
HAJHUPKOBHX  3aJ03 — JICTiIPOCIIaHIpOCTEPOHH

(ATEA-C, JITEA), TecTOCTEepOH, aHIPOCTEPOH, a Iie
MIPU3BOUTH JIO TiMTEPAHIPOTEHIi 3 PO3BUTKOM KJIACHIHOI
¢dopmu (KD) AI'C. Lle cympoBOIKY€ETbCS PO3BHTKOM
JIBOOIYHOT Tinepruiasii HaAHUPKOBUX 3aJI03 332 PaXxyHOK
cityacTux 30H. 30UTBIIYETHCS PO3MIp SEYHUKIB, IX
000JIOHKA TIOTOBIIIEHA, CTPOMa TiepIIa3oBa.

Cxema (QopMyBaHHS CHHIPOMY TilepaHIporeHii
y *KIHOK IIpe/ICTaBIeHa Ha pucyHKy 1 [1-5].

JlixyBanass K@ AI'C 3BOOMTBCS 1O TOXKHUTTEBOTO
3aCTOCYBaHHS ITIOKOKOPTUKOIAIB 1 MiHEPaJIOKOPTHKOIIIB
(y Bumagky cuibyrparHoi ¢opmu), 3a BHHITKOM
JIeKCaMeTa30Hy, TOMY IO BiH IPOHHMKAE Yepe3 reMaro-
ISSN 1727-4338  https://www.bsmu.edu.ua

IUTalleHTapHuid  O0ap’ep 1 3HWKYe (QYHKIIOHAIBHY
AKTHUBHICTh KOPY HATHUPKOBHX 3aJ103 y 1uioza. [{eit meron
JIKYBaHHS 3aCTOCOBYIOTh TUIBKH IMiJl Yac IUIaHYBaHHS
BariTHOCTI M y mepili TpH Micsii BariTHOCTI, TOMY IO
3 12-ro THXHS TecTallii i€ 3aXUCHA POJb IIAIICHTaPHOI
apoMarasu [5-8]. CepemHi 103U Ta CXEMH JIIKyBaHHS
npecTaBiieHi B Ta0m. 1.

J1ist o1iHKY e(heKTHBHOCTI Teparlii BUKOPUCTOBYFOThCS
Tpu niokazauku: 1 7-OH-P, TecTocTepoH Ta aHAPOCTEHTION,
sKi mociimpkytoth Hatie. PiBeas AKTI He € mokazoBuM.

Onuc KIHIYHOTO BUNAAKY

Xsopa II., 25 pokis, 3pict — 170 cm, IMT — 24.
3BepHYyMacss A0 TiHEKoJora 3 TPHBOAY OE3IUTiAHOCTI,
TpOoXHIa B IUTI001 Ba poku. MeHcTpyanis 3 15-pigroro
BiKy, TpuBajicTioO 7 JHIB. AHaToMo-(i3ionoriunui
PO3BHTOK BiJIOBIJA€ BiKy, 3aKiHUMIJIA CEPEHIO ILIKOIY.
3aranpHuii cTaH 0e3 maTojoriyHux 3MmiH. [I{uTomoniOna
3aJ103a He MaJIbIyeThesl. Aprepianbauit THCK — 110/65 MM
pr.ct. Hlkipa i BuauMi cu30Bi 000JOHKU OiI0-POXKEBI.
Ha BepxHiii ry0i — cBiTJIE IyIIKOBE BOJIOCCS, OKpeMi
BOJIOCKM Ha MIOOpPiAi, pigke BOJOCCS Ha TUIeYax
1 B3IOBXK CepeaHbOi JiHIi KMBOTA, CTErHaXx. Y MaMu
Nali€eHTKN HASBHHUH IOMIpHUH TipCyTH3M, CaMOBUIbHE

NepepUBaHHs BariTHOCTI B aHAMHE3I.
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Observations from practice
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Cunapom rinepaHaporeHii

Puc. 1. Cxema ¢popMyBaHHSI CHHAPOMY Till€paHIpOreHii y )KiHOK

Taoauua 1

IIpenapaTu NIIOKO-MiHEPATOKOPTHKOILIB ISl JTIKYBaHHS KJIACHYHOI (OPMH aAPEHOTeHITAILHOI0 CHHAPOMY

IIpenapar

CxeMH 3aCTOCYBaHHS

T'igpoxoprusoH (kopred)

20-40 mr/mo6y y 2-3 npuiioMu

10-15 mMr/M*"/n06y y 3 npuiiomu

2-4 mr/m? /100y BpaHiii abo 2/3 1034 3paHKy

IIpennizonon 5-10 mr/no0y y 2 nputiomn i 1/3 nepes cHom
JlexcameTa3oH 0,75-1,0 mr/mo0y Ha Hid 0,25-0,35 mr/m? /aa Hiu
Mertunpen 4-6 mr/mo0 Ha Hiy

Koprunedd (hinyapoKopTH3oH)

50-50 Mkr/mo0y B 1-2 npuiioMu

0,05-0,3 mr/mnoby B 1-2 npuiiomMu

Tpumimxa. * — icnytoms pisui gpopmynu ona pospaxynky M2 (y cepeonvomy = 1,9 0na uonogikis i 1,6 015 HCiHOK).

Bucnosox  zcinexonoea: besmnigHicts (IEepBHHHA)
3 Bipwiizamiero. CrareBe OBOJIOCIHHS 3aiiMae BCIO
HAJUIOOKOBY AinsHKYy. Kiitop gemo 30UTbIICHUH,
HETOPO3BMHEHI Maii crarteBi ryou. BHyTpimmHi craresi
opranu 0e3 marojoriyHuX 3MiH. COCKH MOJIOUHUX
3aJ03 miaMeTpoM 15 MM, MIrMEHTOBaHi, apeoiiu 3JIerka
IirMeHTOBaHi, MikpomacTis. Ilpu moBTOpHOMY OIS
JiarHOCTOBaHA BariTHICTH (6 THXKHIB).

Topmonanvne obcmeocenna: TTD — 4,7 mOp/n
(mopma—0,5-4,5); AKTT'—69,9 nr/min (Hopma — 8,3-57,8);
nponakTiH — 15,4 Hr/min (Hopma — 2,58-18,2), kopTuzon—
4,3 Mt/ (Hopma — 6,7-22,6), TECTOCTEPOH BiTbHHH —
2,8 ur/m1 (Hopma 0,70-1,48), annapoctenmion — 5,1 Hr/mi
(nopma — 0,3-3,3), ATEA-C — 720,3 mxr/an (Hopma —
95,8-511,7), 17-OH-P — 122 4 ur/mn, nmosropuo — 120,2
Hr/Mi (HopMa < 2,0).

OTxe, U TimepaHApPOTeHil HaTHUPKOBOTO TEHE3Y
XapaKTePHO 3HMKCHHS B KPOBI KOPTH3O0IY, ITiIBUICHHS
tectoctepony (BinmbHOro), AKTI, anmpocrenniony,
17-OH-P, a takox JII'EA-C. JlabopaTopHi NMOKa3HUKH
nedimury 21-rigZpoKcmia3m MOXYTh HE BHXOIWUTH 3a
MeXi HopMH, 3a BUHATKOM 17-OH-P, sikuii € Mmapkepom
Horo nedinury: BMmict y kpoBi > 100 Hr/mn Bkasye
Ha wracnyHy Bepcito AI'C (3a3Buuait <2,0 Hr/mi),
a mokasHuk Bix 10 7o 100 Hr/mMn Bkazye Ha HEKIIACUTHY
rioro popmy [5].

V3 enympiwmix cmamesux opeanie: S€YHUKU
(06’em — 6 cm®), oBanbHOI (opmu, OinkoBa 0GOIOHKA
MIOTOBIIEHA, EXOTEHHICTh CTPOMH TIiIBUIIEHA, (POTIKYITH
pPO3MIIIEHI XAaOTUYHO, PI3HOTO CTYIEHS 3pilocCTi,
niamerp — 6 MM; MaTka —HEJJOPO3BHHECHA.

KT Haonuprosux 3an03: nBoOIYHA TinepIuiasis (IOMipHA).
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Kniniynuii 0iaenos: BpoIyKeHUH aJipeHOTeHITaIbHIN
CHHJIpPOM, KiacuuHa ¢opma, IepBUHHA O€3ILTiTHICTb.

[NamienTKa OTpEMyBasia MPEAHI3ONOH 5 MI BpaHIIi
i 2,5-3 Mr nepex cHOM. 3 HAacTaHHSM BariTHOCTI /1032
MIPEAHI30MI0HY 3MEHIIeHa 10 5 Mr BpaHii. KoHTpoib
piBHs B kpoBi 17-OH-P npoBoamu xoxHi 3 micsii. Coig
BpaxOBYBaTH, 110 B TAKMX BHUITAJKAX i3 II0YaTKOM IOJIOTiB
PEKOMEHAYEThCS TPH3HAYaTH TigpokopTu3oH 50 wr
BHYTPIIIHEOM s130B0. [lomanpiia TakTHKa JiKyBaHHS
Oye BUpIIIYyBaTHCSA TICISA HApOMKEHHS JIUTHHH.
CrioctepeXeHHs 32 TaI[iEHTKOIO POIOBKYETHCS.

Leit BUNIaIOK AEMOHCTPY€E BAYKINUBICTh TEHETUIHOTO
KOHCYJIBTYBAaHHS TALi€HTIB 13 KJIIHIYHUMHU IIPOSIBAMH
rinepaHIporeHii 3 METOO OLIHKH MOXKIIMBOCTI PO3BHUTKY
i€l maroJiorii B 1X miTEH.
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