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Nonclassical congenital adrenal hyperplasia (NCCAH) is a common monogenic disease
with an autosomal recessive type of inheritance, the prevalence of which is 1:100-500 cases
worldwide, which is extremely high (for example, the frequency of Down syndrome — 1:600).
However, despite the high prevalence, the correlation of the expression of the combination
"genotype-phenotype" is low, which often explains the "dumb" course of NCCAH or inaccuracy of
the diagnosis due to other hyperandrogenic conditions. NCCAH is a mild form of congenital
dysfunction of the adrenal cortex, the prevalence of which is 0.6-9% in women. Clinical and
hormonal disorders in women with NCCAH are similar to those of polycystic ovary syndrome, but
according to recent guidelines — polycystic ovary syndrome — is a diagnosis of exclusion.

The clinical picture of NCCAH quite often has separate manifestations of a metabolic
syndrome. Insulin resistance, obesity, hyperleptinemia, hyperinsulinemia are observed in untreated
women. Leptin and other adipocytokines are elevated in almost all patients and correlate with
abdominal obesity, ecating disorders, insulin sensitivity, and energy homeostasis. That is why
adipocytokines play a leading role in the development of both obesity and metabolic syndrome in
patients with NCCAH.

This group of patients is also characterized by increased cardiovascular risk. Thus, elevated
androgen concentrations are associated with the progression of atherosclerosis and the development
of hypertension. Androgens have the opposite effect on insulin sensitivity, visceral obesity and
lipolysis, the clearance of low-density lipoproteins and the concentration of high-density
lipoproteins. Excess androgens impair the lipid profile of patients by decreasing the concentration
of high-density lipoproteins and increasing the concentration of low-density lipoproteins due to
decreased sensitivity of low-density lipoprotein receptors and increased liver lipoprotein lipase
activity.

A certain percentage of patients with NCCAH require hormone replacement therapy with
glucocorticoids. This group of drugs, given their side effects, can lead to the development or
deterioration of obesity, individual or combined components of the metabolic syndrome.

Patients with NCCAH combined with obesity and insulin resistance have a significantly
higher risk of developing and worsening metabolic syndrome and cardiovascular disease, which
should be diagnosed and corrected in management if glucocorticoid replacement therapy is
prescribed.

Kacnpyx H.M.
JOCBIA JIIKYBAHHSA AJIEPTTYHOI'O PUHCUHYCHUTY
Kagheopa kainiynoi imynonoeii, anepeonoeii ma eHOOKpuHon02ii
bykosuncokuil Oepircasruil MeOUdHU yHigepcumem

[lomupeHicTh ajyepriydHoi narojorii BepXHIX AMXaJIbHUX MUBIXIB csrae 25-40%, Mae
HOCTIHHY TEHJICHINIIO 710 3pOocTaHHs. YacTHHA MAIl€HTIB 3 XPOHIYHUM PUHOCUHYCHUTOM 1 MOJiHaMu
HOCa MArOTh AJIEPril0 Ha CIIOpH I'pUOIB Y MOBITPI, 110 MOXKE MPHU3BOJUTH O OCOOIMBOIO CTaHY —
anepriuoro rpudkoBoro punocunycury (AI'PC). AxTyanbHIiCTh BHBUCHHS MPOOJIIEMHU CHHYCHTIB
3yMOBJIEHA I1le i TUM, 110 BOHA BUXOIUTH JAJlEKO 32 paMKU OTOPHHONIAPUHTONIOTIT 1 TICHO MOB'sI3aHa
3 OPOHXOJICTCHEBOT TATOJIOTIECIO, AJICPTI3AIIEI0 OPraHi3My Ta 3MIHAMH B MICIIEBOMY 1 TYMOPaJIHLHOTO
iMmyHiTeTy. CHHYCHT YacTO CTa€ BiAMPABHOK TOUKOIO B PO3BUTKY XPOHIYHOTO OPOHXITY, ITHEBMOHIT
abo 6GpoHXiaTbHOT aCTMH.

HopmanizyBaT CcTaH MiICIIEBOTO IMYHITETY Ta pe3yJbTaTH JIIKYBaHHS MOXKE IpHraIfis
HOCOBOI MOPOXHWHM TIEPTOHIYHUMH PO3UYMHAMH, IO 3a0€3MEUHTH PO3PIIKEHHS Ta €BaKyalliio
CNIU3Y, 3MEHIMUTH HAOpSK CIM30BOi OOOJNIOHKH Ta BHUKOPHCTAHHS 2% pO3YMHY NPOMOTICY Y
Kparuisix.

454



