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Puc. 3. AnHamuKa nokasaTenen NMNMLHOrO CnekTpa KpoBu y Ma-
umeHtoB (n = 15) ¢ CI, pa3BmBLUMMCS Ha (DOHe MpremMa Kopaapo-
Ha, [0 ¥ Ha (hoHe nprema b-TUPOKCKHA.

p — MeTof BunkokcoHa. 1 — MCXOofHble faHHble; 2 — Ha (hoHe mpuema b-TUPOKCUHA.
a — OXC; 6 — XC JIMHM; 8 — XC /INBI; r — TI.

Taknm 06pa3om, NMpoBefieHVe 3aMeCcTUTeNbHON Te-
panvn b-TUPOKCMHOM C MUCMOJIb30BAHUEM MUHUM&JTb-
HO-3h(PeKTUBHBbIX [03 Mpenapara He NPUBOAMUT K pe-
umanemposaHuio npeglecteyowmx HPC n He yxya-
LLIaeT COCTOAHME MaumneHToB. Mog6op Ao3bl Npenaparta
Heob6X0o4MMO MPOBOAMTL MELJ/IEHHO, MO KOHTPOJSIEM
TTr, 3KI nnn moHutopuposaHua ISKIT no Xontepy,
aHasm3a »anob nauuneHTa.

Ha dhoHe 3amecTnTeNbHOM Tepanun b-TUPOKCUHOM
NpoBOAUAN LMHAMMYECKYH OLIeHKY nokasaTenei nm-
NnUAHOro cnekrpa n obwvema LK. BbisiBneHo ctaTtu-
CTUYECKUN 3HAUMMOe CHW>KeHWe nokasateneii OXC u
XC NAMHM, V UWpK: YWy = 21,8 [14,7; 27],
Y (WK)b-1,PokCH = 17,4[13,9; 18,6] (p < 0,05), nokasa-
Tenn T n XC JIMBI He npeTtepnenn CyLeCcTBEHHbIX
n3meHeHuin (p > 0,05) (puc. 3).
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BbiBOAbI

1. PasBuTue rmnotmpeosa Ha poHe Nprema Kopaa-
pOHa He COMpOBOXAAeTCA YTPaToi aHTuapuTMu4e-
CKOW aKTMBHOCTW KOpZapoHa.

2. MNokasarenu nMnNunaHoro cnekrtpa kposu npu CI-
Ha (hoHe npuemMa KopAapoHa XapakTepusytoTcsi NoBbl-
weHneM ypoBHa OXC, XC JIMHI1. lNMposegeHve 3a-
MECTUTENIbHOW Tepanun b-TUPOKCUMHOM MO3BONSET
YAYULINTb 3TU MOKasaTenu U He BAUSET Ha aHTUapuT-
MUYECKYHO 3(D(DEKTMBHOCTb KOopAapoHa.

3. Mpu Xun3Heyrpoxkarowmx UM pepakTepHbIX K
LpYyrMM aHTUapUTMUYEeCKUM MpenapaTaMm opmax Ha-
PYLLEHWNI CepAeyHOro pMTMa BO3MOXKHO MpOBeAeHMe
3aMeCTUTENbHOM Tepanun b-TUPOKCUMHOM Ha (oHe
NMPOLO/MHKEHUA MpremMa KopaapoHa.

IIMTEPATYPA

1. Tomupit C. M. // KnuH, dapmakon. n tep. — 1997. — T. 6,
Ne 3. — C. 14-16.

2. Tommupit C. 77. // MexgyHapod, XYpH. Mef. NpakTukh. —
2000. — Ne 0. — C. 56-64

3. NNeBuenko W. A., dapgees B. B. // Tlpobn. 3HAOKpWUHON. —
2002. — T. 48, Ne 2. — C. 13-22.

4. CtokurT XX. P. // Thyroid Int. — 2000. — Ne 2. — C. 4—13.

5. Arem R., Escalante D. // Adv. Int. Med. — 1996. — Vol. 41. —
P. 213-250.

6 Connolly S.J. jlI Circulation. — 1999. — Vol. 100. —
P. 2025-2034.

7. Cooper D. S. 11 Advances in Endocrinology and Metabolism /
Ed. E. L. Mazzaferri. — St. Louis, 1991. — Vol. 2. — P. 77—88.

8. Folder J. 11 Thyroid and Tissues: Merck European Thyroid
Symposium / Ed. J. Orgiazzi. — Strasbourg, 1994. — P. 201—
213.

9. Loh K. Il Postgrad. Med. J. — 2000. — Vol. 76. — P. 133—
140.

10. Lombardi A., Martino E., Braverman L. E. // Thyroid Today.
— 1990. — Vol. 13. — P. 1-7.

11. Martino E., Aghini Lombardi F., Bartalena L. et al. // Arch. In-
tern. Med. — 1994. — Vol. 154, N 12/26. — P. 2722-2726.
12. Nademanee K., Piwonka R. W., Singh B. N., Hershman J. M. //

Progr. Cardiovasc. Dis. — 1989. — Vol. 31, N 6. — P. 427—437.
13. Singer P. A., Cooper D. S., Levy E. G. et al. //J. A. M. A. —
1995. — Vol. 273. — P. 808-812.

Moctynuna 27.10.04

. N. Cepebpsikosal, /1. V. BennkaHosa?, H. B. BopoxobuHal, V. A. CUnbHULKWIAL

E. I'. CTpenbHukoBa?l

OCOBEHHOCTW AAPEHA/IOBOIO CTEPOVOOIMEHE3A ¥ BOJIbHbIX
C BPOXXAEHHOW ANCOYHKLUWMEW KOPbl HAAMOYEYHWMKOB BC/EACTBUE

JEPEKTA 21-r'MAPOKCWJ1ASbI

'Kachegpa 3HOOKpUHOMOrMM umM. akag. B. I'. BapaHoBa (3aB. — npod. H. B. Bopoxo6uHa), 2HVIO nabopaTopHoii
AVarHoCTUKKM (3aB. — KaHf,. 6uon. Hayk J1. V. BenukaHoBa) CaHKT-IeTepbyprckoli MegULMHCKON akageMum

nocnegunaomMHoro obpasosaHus M3 n CP P®

O6cnesoBaHo 42 naumeHTa ¢ KnaccuyeckuMu hopmamy BPOXKAEHHOW ANMCHYHKLMM Kopbl HagnoveyHukos (BAKH) BcneacTsue fe-
thekTa 21-rugpokcunasbl (22 nauyeHTa ¢ conbTepsoleil n 20 — ¢ NpocTOoW BUPUALHON (hOPMOIA) M 29 >KEHLUMH CO CTepToi
thopmoii 3a6onesaHma. MaumeHTbl C Knaccuyeckoih BAKH nonyyanu Tepanuio KO- 1 MUHEPaIOKOPTUKOUAHBIMY NpenapaTamu.
Vccneposam yposHu 17-OH-nporecTepoHa, akTUBHOCTU PeHMHA Mia3Mbl, KOPTUKOTPONUHA, anbAoCTepoHa, AernaposnmaHipo-
CTepoHa, AervApoanvaHapocTepoHa cynbdaTa, aHAPOCTEHANOHA B CbIBOPOTKE KPOBW PafYOUMMYHHBIM U UMMYHOChepMeHTHbIM
MeTOo4amu, COAep>KaHue KopTu3ona, KOpTu3oHa, KopTukocTepoHa (B), 1l-gesokcukopTukocTepoHa (DOC), 11-ae30KcuKop-
Tusona (S) B KPOBU MeETOAOM BbICOKOI(h(PeKTVBHON >KMNAKOCTHON xpomaTorpaduu (BAXKX). O6Hapy>KeHO NOBbILLEHVE YPOBHSA B
1n DOCy nayneHTOB € npocToii hopmoit BAKH B cTanum AekomneHcaumn, a Tak>Ke MoBbllleHne cogep>kaHus DOC y 60MbHbIX

c I'IpOCTOVI CbOpMOI?I B CTagun KomneHcauun, 4TO yKasblBaeT Ha akKTusauuko peHVIH-aHFVIOTeH3VIHOBOVI CUCTEMBI.
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noBbILLEHVE YPOBHS By 35,8% n DOC y 33% nauueHTOB cOo CTepToii chopmoii BAKH, a Tak>Ke JOCTOBEPHOE MOBbILLEHVE CO-
nep>kaHua S. WccnepgosaHve npochuneil KOpTUKOCTepouoB MeTonoM B3XKXy 6onbHbix ¢ BAKH BcneacTsve pedekTa 21-rua-
poKcunasbl SBSETCA AONOAHUTENbHLIM METOZOM OLIEHKV KOMMeHcaumy 3aboneBaHns y nauneHToB ¢ Knaccuyeckoin BAKH v B au-
arHocTuke cTepToi hopmbl 3aboneBaHus

KnroueBble c/ioBa: BPO>KAEHHaA rynepnnasuis Kopbl HAANOUYEYHNKOB, 21-ruapokennasa, BbiICOKO3(eKTUBHASA XKNAKOCTHAsA
XpomaTorpadus.

Forty-two patients with classicalforms ofcongenital adrenal cortical dysfunction (CACD) (22 patients with salt-loosingform and 20
patients with simple virileform) caused by 21-hydroxylase deficiency and 29female with an obscureform ofthe disease were examined.
The patients with classical CACD received therapy with gluco- and mineralocorticoids. Radioimmunoassay and enzyme immunoassay
were employed to estimate the levels of 17-OH-progesterone and the activities ofplasma renin and serum corticotropin, aldosterone,
dehydroepiandrosterone, dehydroepiandrosterone sulfate, and androstenedione. High performance liquid chromatography (HPLC)
was used to measure the blood levels of cortisol, cortisone, corticosterone (B), 11-deoxycorticosterone (DOC), and 11-deoxycortisol
(S). There were increases in the levels of B and DOC in patients with the simple form at the decompensation stage and in those of
DOC in patients with the simple form at the compensation stage, which is indicative of activation of the renin-angiotensin system.
There were also rises in B and DOC in 35.8 and 33.0% of the patients with obscure CACD, respectively, as well as a significant
elevation of the content of S. A study of the profiles of corticosteroids by HPLC in patients with 21-hydroxylase deficiency-related
CACD is an additional methodfor assessing the compensation of the disease in patients with classical CACD andfor diagnosing the

obscure form ofthe disease.

Key words: congenital adrenal cortical dysfunction, 21-hydroxylase, high performance liquid chromatography.

BpoxaeHHas ONCHYHKUMA KOPbl HaAMOYeYHUKOB
(BOKH) — ato rpynna 3a6onesaHuii ¢ ayTOCOMHO-pe-
LLeCCMBHBLIM TUMOM Hac/nefoBaHWA, B OCHOBE KOTOPbIX
NeXUT fedeKT hepMeHTOB CTeponoreHesa Kopbl Haf-
noyeyHMKoB. B 90—95% cny4aeB pa3suTuve 3aboseBa-
HUS 00ycnoBneHo fedeKTom 21-ruapokcunasbl [12].
PacnpocTpaHeHHOCTb K/lacCuyecknx topm 3abonesa-
HUA B 60MbLUMHCTBE Nonynaunii coctasnseT 1:10 000 —
1:18 000 [6, 8, 10]. Heknaccuyeckasa popma BCTpeya-
eTca ropasfo vaule — 1:40—1:300 [5]. MHoruve aBTopbI
cuntator BAKH cambiM pacrpocTpaHeHHbIM reHeTu-
YeCcKMM 3ab0/1eBaHNEM C ayTOCOMHO-PELLECCUMBHbIM
TUMoMm HacrnegosaHus [5, 13].

Mpn AnHaMUYeCcKOM HabNoAeHUM MauueHToB C
Knaccuveckumu thopmamu BAKH 6o0nbLuoe 3HaveHve
NMeeT onpegeneHne ypoBHe 17-OH-nporectepoHa
(17-OH-I) un akTMBHOCTU peHuHa (API1) B nnasme
KpoBu [4, 12]. MMpegnaraloT Takxe onpeaenaTs coaep-
YKaHue afb[0oCTepoHa, aHAPOCTEHAMOHA, Aernapoanu-
aHapocTepoHa cynbara (43A-C) [2, 3]. OgHako no-
WUCK 3((eKTUBHBIX MeTOLO0B OLIEeHKM KOMIeHcaumm
TpebyeT fanbHENLINX MCCNef0BaHUA.

BonbLUyto TPYAHOCTL AN1A AUAarHOCTUKU MpeacTaB-
nset creptad ¢opma BOKH, koTtopas pe6iotmpyet
pasfINYHbIMU CUMMNTOMaMW TUMEPNPOAYKUNM aHApO-
reHoB, HO HN OJWH N3 HUX He AB/ISETCHA XapaKTepHbIM
Ana naHHoro 3abonesaHus [5, 14]. Bbicokas pacnpo-
CTPaHeHHOCTb CUMHAPOMa TuUnepaHApoOreHnUn y >KeH-
LWMH HepeaKo CTaBWT Mepes Bpayom 3afjady amdde-
peHuVanbHOM AMArHOCTUKN COCTOSAHWUIA, COMPOBOX-
Jaromxcs passutnemM Bupuamsaumm. Ocoboe 3Haue-
Hue B guarHoctnke BAKH npuobpeTatoT xpomaTorpa-
(hryeckne meToabl MccnefoBaHWs, MO3BONSAIOLME MO-
Nlyyatb NMpouiv KOPTUKOCTEPOUIOB U OLleHMBaTb KO-
JINYECTBO He TOJIbKO KOHEYHbIX MPOAYKTOB afpeHaso-
BOr0 CTepouOreHesa, HO U KX MpeALleCTBEHHUKOB B
pasNYHbIX BMOMOrMYECKNX >XXMAKocTax [11].

Llensto  HacTofLLEro  MCCNefoBaHUA — AB/IANACh
OLeHKa (PYHKUMOHaNIbHOIO COCTOAHMA rnnodumsapHo-
afpeHasioBo CUCTEMbl Y 6OMbHbIX C Pa3/IMYHbIMU
thopmamu BOAKH Bcneacteve gedekta 21-rnapokcum-
nasbl.

MaTepl/ISU'IbI n MEeTobl

O6cnenosaHo 42 naumeHTa (17 My>XUuH U 25 XKeH-
WKWH) € Kiaccudeckumu qopmamn BAKH: 22 — ¢
CONbTepPSItOLLLEN (DOPMOIA, N3 HUX 11 My>KUUH 1 11 XKeH-
WuH (cpefHuin Bo3pacT 18,7 = 2,67 roga), 20 — ¢ npo-
CTON BUPWIbHOW (hOPMOW, M3 HUX 6 MYXUMH K 14
YKEHLWMH (cpegHuiA BospacT 22,1 + 8,2 ropga), n 29
YKEHLLWH CO CTepToii (hbopMoii 3aboneBaHus (CpegHUin
BO3pacT 23,6 + 5,91 roga). AmarHo3 ABHbIX (hOPM Obli
noctaeneH B [AeTckom Bo3pacte (B 05+ 0,2 wu
3,3 £ 0,7 rofa COOTBETCTBEHHO A/ CO/IbTEPSHOLLIEN U
npoctoii hopm BAKH) Ha oCHOBaHUM KANHUYECKUX
NPOsABEHN BUPUIbHOIO CUHAPOMA Y AEeBOYEK, MPex-
[eBPeEMEHHOro MoJsioBOro CO3pPeBaHWUs, HaIMyua Kpu-
30B OCTPOW HaAMOYeYHNKOBOW HEeAOCTaTO4YHOCTH, MO-
BblLLEHWS YPOBHel 17-KeTOCTEPOM0B B CYyTOYHOM MO-
ye uwnn 17-OH-I1, APIT B KpoBu. Bce nauuieHTbl C
K/lacCcuyecknmm hopmamm 3aboneBaHnsa nonyyanm 3a-
MEeCTUTENbHYIO Tepanuio: 20 60MbHBLIX C COMbTEPAo-
weri n 14 — ¢ npocToin PopmMoi NPUHUMAIN KOPTU-
30Ha auetat ("AkpuxuH", Poccuna) B 2—3 npuema B 0-
3e 37,5—100 mr/cyT, 2 naymeHTa ¢ CONbTEPAIOLLEN 1 6 —
C nMpocToi (hopMoiA 3aboneBaHNS — MPEAHN30/I0H B 2
npvema B fose 10—12,5 mr/cyT. Bce 60/bHbIE C COSb-
TepsoLLen hopMoi 1 4 60/bHbIX C MPOCTOM BUPW/Ib-
HOM hOpMOIi AOMNOMHUTENbHO NPUHUMaN (yapo-
KOpTU30H (KopTuHedd, "PoMa", Monbwa) B 1—2
npuema B gose 50—125 mKr/cyT.

[wnarHos crteptoii hopmbl BAKH 6b11 ycTaHOBMEH
YKeHLMHaM C PasMYHbIMU MPOABIEHNAMY CUHAPOMA
rmrnepaHgporeHMy Mocne UKccnefoBaHUs (POHOBbIX
ypoBHeli. 17-OH-I 1 npoBefeHnst Npobbl ¢ TeTpako-
3akTnaom (cuHakTeH geno; "Novartis”, LLBeriuapus)
no mMeTogmke, npeanoxeHHom W. I'. [3eHUC 1 coaBT.
[1]. KOHTpObHYO rpynny cocTaBuiv 39 npakTu4ecku
300PO0BbIX NNLL (26 YXKEHLWMH 1 13 My>XUnH 16—44 ner;
cpefHWin Bo3pacT 28,4 + 6,7 roga).

Bce nauveHTbl Npoxoaunu obuiee KINHUYecKoe
o6cnegoBaHne. C60p aHamHe3a BK/IOYan B cebs aHa-
N3 MeAVLUMHCKOM [OKYMeHTauuMm Yy MauueHToB ¢
Knaccuyeckumu opmamn BAKH, Takke oLeHUBa/In
obLLee COCTOAHME, MokasaTenu YU3NYecKoro 1 roso-
BOr0 pasBuTusA, namepsanu Al 1o 1 nocne hr3nYecKori
Harpysku. B nnasmMe KpoBu oOnpefensnn YpoBHU
AKTI, 17-OH-I1, TectocTtepoHa, [4-aHOpoCcTeHAMO-
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Ha, germgpoanuaHgpoctepoHa (43A), ADA-
C MMYHO(EPMEHTHbIM METOLOM C WUCMOSb-
30BaHMEM CTaHAapPTHbIX Habopos impm DRG
(CWWA), VEDA. LAB (PpaHumnsa), Habopos
0oTeyecTBeHHOro npowussoactea. AP, cogep-
>XaHue afbJ0CTEPOHa UCCef0Ba/IM Paguonm-
MYHHbIM METOAOM C MCMOJ/Ib30BaHMEM Habo-
poB cupmbl "Immunotech” (Yexwns). Koad-
hruneHTbl Baprauumn ans Bcex HabopoB Obl-
nn mMeHee 8%.

[na npegcraBneHns NoyYeHHbIX JaHHbIX
rOPMOH&/IbHBLIX UCCNefoBaHUi B eguHMLaX
CW wucnonb3osann cnegyrowme opmMysibl
nepecyveta: gna AKTI: nr/mn- 0,2202 =
nvone/n; pgna  17-OH-M: Hr/mn *3,03 -—
HMONb/N; ans APIT: Hr/mn/yu ¢« 0,2778 = Hr/n/c;
ONa anbAoCTepoHa: Hr/mn:+ 2,77 = HMONb/N;
AN aHApocTeHAMoHa: Hr/mn + 3,49 = HMONb/N;
ana  O9A: Hr/mn ¢+ 3,47 = HMONb/N;  Ans
O3A-C: MKr/mn 2,7 = MKMOSb/N.

MeTofom ha30BO-06paLLeHHOWN BbICOKO-
3h(heKTMBHOM YXMAKOCTHOW XpomaTtorpadgum
(BOXKX) onpegensnu yposHu kopTtusona (F),
KopTusoHa (E), kopTukocTepoHa (B), 11-ge-
30KCMKopTUKocTepoHa (DOC), 11-ae30Kcu-
KopTusona (S) B CbIBOPOTKe KPOBWU. Kcrnosb-
30BN XKMAKOCTHbIA xpomartorpad (Yexus),
Hacoc HPP-4001, Y®-pgetektop LCD2563 ¢
LNMHONM BOMHbI (X) 254 HM, KOMOHKY "Kromafil
C18" (omHa 1032 mm). Pexxum antompoBaHus
N30KpaTUYeCKnin, noasmxkHas haza 30 n 45%
aueToHUTPUI—BOAa, ckopocTb 0,3 MM/MUH.
[nsa ynyduweHns pasgeneHns cTepougos npu-
MEHSNN BPEeMEHHOE Y[ep>KMBaHWe pP-LUKII0-
fekcTpuHom. [pefen OeTeKTUPOBaHUA CTe-
pongoB — 2 Hr/mn.

KpoBb ons mccnefoBaHWA TOPMOHabHbIX
nokasatenei 6panm ¢ 8 4 30 MuH A0 9 4 30 MVH
HaTouwlak, Yepe3 2—2,5 4 nocsne npuema rpe-
napaToB y MauneHToB C K1acCUYecKumu op-
Mamn BAKH. >XeHLmMH co cTepToin hopmoin
obcnegosasiv Ha 3—7-1 ileHb MEHCTpYyasibHO-
ro umkna. laymeHTKam € HeklacCUyecKor
BAKH nposoaunn ynbTpa3sByKoBOe MUCC/eno-
BaHve (¥Y3W) o6nactv Hagno4Ye4yHKOB 1 Ma-
JIoro Tasa A7 WUCKNHOYeHUs HOBOOOpa3oBa-
HUI 3TUX OpPraHoB.

Fpynnbl 60/bHBIX 6bIN  CHOPMUPOBaHbI
Ha OCHOBaHUN KJIMHUKO-NabopaTopHbIX AaH-
HbiXx. B 1-t0 rpynny sownu 13 naumeHToB C
conbTepstoLleli ¢opmon BOKH B cTaguu
KOMMeHcauunmn, Bo 2-t0 — 9 maumeHToB C fe-
KOMMEHCUPOBAHHOW  conbTepstoLwein  ¢op-
Moi, B 3-t0 — 10 maumeHTOB C MPOCTOWN BU-
pybHOW hopMoi B CTagMn AeKOMMNEeHcaLUun,
B 4-10 — 10 mayMeHTOB C MPOCTON (hopmoii
BAKH B ctagnn komneHcauuun, B 5-t0 — 29
YKEHLLUMH co cTepToi chopmoin BAKH.

lMony4yeHHble B npoLecce MCCef0BaHNs
MeaVKO-61oornyeckme faHHble obpabathbl-
B/l C MOMOLLLK MPOrpaMMHON CUCTEMBI
Statistica for Windows (Bepcusi 5.11).

24

I23can

Igsdcuxns

200 S5 XWX

Sp oo o3

KOHTPO/bHas
(n =39

omxam X

as

I3

6-3

70 o0o0008* * 313 (23,

40
-0 Q

rh

40
«/1

oo™
00

-
=

000 3°* 3
00

50

17|

4o

N xmoLx

Ths ne
A X ©00 0 K UOX X~NOcLi

9-8,

'

3

(

6

-
'

6,

Oe
X

0 00

0
10

00 04

o
S

o/n
r-7
«

mn

00

o
a

e

=}

000
0 00

X =

—~

o
33

O 0=0 "

T

40
cn

00 =

Qe
3

80



MPOBMEMbI SHAOKPUHOJIOI NI, 2005, T. 51, Ne 4.

Tabnuuya 3

CopepxaHve B, DOC, S, nccnefoBaHHbIX MeTogoM BIXKX, y nauueHToB ¢ Knaccuveckumy gopmamy BAKH v nvu, KOHTPOnbHONM rpynnbl

Ipynna 06cnef0BaHHbIX

MokasaTenb 1-a (n = 13) 2-a (n = 10)

M (IQR) " P M (IQR) n »

B, Hr/mn 3,0 (2,0-3,0) 68,5 0,045*5,3 (3,0-7,5) 49
DOC, Hr/mn5,3 (2,0-9,0)

S, mrimn 3,3 (2,0-4,7) 122 071 33 (1,5-6,0) 96 0,9

Pe3ynbTaTtbl U UX 06CYXAeHVE

Y nauyeHToB ¢ Kiiaccnyeckumu opmavn BOAKH B
CTagnn gekomneHcaumn (2-a 1 3-a rpynnbl) oTMeva-
nocb noBbileHne cogepxxkaHua 17-OH-T u APIT no
CPaBHEHWIO C TaKOBbIMM Y NINL, KOHTPO/IbHOW FpymMmbl.
YPOBHM 3TUX FOPMOHOB ObINIM MOBbILLEHbI Y MaLUMeH-
TOoB 1- 1 4-i rpynn ¢ 3a6oneBaHNEM B CTaAuM KOM-
neHcauun (tabn. 1). MNpwn BeaeHUM 60/bHBLIX Kaaccu-
yeckoli BOKH pekomeHgyeTcsa noagep>kueatb Ypo-
BeHb 17-OH-I1 B npegenax 30 HMO/b/N NpyY HOpMaslb-
HOM cofepxxaHuu API, 4To NO3BONAET N3beXxatb ne-
pefo3npPOoBKU FIHOKOKOPTUKOMAO0B [7, 12]. APl y Bcex
nauveHToB 1-i rpynnbl ykKnagpiBanacb B Mpegensb
HOPMa/IbHbIX 3HAYEHWIA, HO Oblla HECKO/IbKO BbiLLe MO
CPaBHEHUIO C TaKOBOW Y MWL, KOHTPO/IbHOW rpynnbl. Y
60/1bHbIX 1-ii rpynnbl OTMEYa/IOCb CHVDKEHWE YPOBHS
AKTI, 4To 06bACHAETCA NoAaB/iEHNEM KOPTUMKOTPO-
thoB runodmsa 1 cBUAETENLCTBYET O 4OCTATOYHOM f03€
rTIFOKOKOPTUKOUO0B.

CopepkaHve anbA0OCTEPOHA Y 60/MbHbBIX C KOMIMEH-
CMPOBaHHOM conbTepstowen ¢opmon BAOKH (1-s
rpynna) 6b1/10 CHMXKEHO MO CPaBHEHUIO C TAKOBbIM Yy
300p0BbIX /MY, HecmoTpss Ha OTCYTCTBME [LOCTOBEp-
HbIX PasNYnii, CPefHWNA YPOBEHb aslbA0CTEPOHA Oblsl
CaMbIM BbICOKMM Y 00/bHbIX C MNPOCTON (HOPMOIA
BOKH B cTtagun gekomneHcaumn (cm. Tabn. 1). Hawwm
JaHHble MOATBEPXKAAOT BbIBOAbI APYrMX aBTOPOB O
BO3MOXXHOCTW CMHTEe3a a/lb40CTEPOHA Aaxe Mpwu Cosb-
Tepswoweii hopme BAKH. BbICOKMIA ypOBEHb aibAo-
CTepoHa Npu AeKOMMeHCMPOBaHHOM MNpoCToi thopme
CBMAETENbCTBYET O MOBbILIEHHOM aKTMBaLMW PEHUH-
aHrMOTEH3VHOBOM CUCTEMbl C pPa3BUTUEM KOMMeHca-
TOPHOro runepasbgocTepoHusmMa [2, 3.

0,15 30,1 (3,0-41,2) 58
131 0,68 4,4 (2,0-6,3) 89,5 0,67 24,0 (8,9-22,1) 13,5 0,0002***3,1(2,0-3,0) 43,5 0,02** 4,8 (3,0-5,5)
2,8 (1,3-45) 82 08

3 (n=9 4-9 (n = 10) KO'(*JE)%;'&H
M (IQR) W r MIQR) M p M (IQR)

0,03* 32 (2,0-3,0048 014 37 (3,0-4,1)

2,7 (2,0-3,0) 89 0,66 26 (2,0-3,0)

Y 60MbLUMHCTBA NALMEHTOB C ABHbIMW (hopmamu
BAOKH yposHu A3A, ADA-C, aHAPOCTEHANOHA 6bINN
CHVDKEHbI MO CPaBHEHUIO C TakKOBbIMWU Y JINL, KOH-
TPONbHOM rpynmnbl. TONMBKO Y 60/IbHBIX C MPOCTON hop-
Mo BOKH B cTagum geKOMMEeHCauuy COLepXKaHue
O3A-C, aHOpOCTEHAMOHA B KPOBU He OT/IMY&/IoChb OT
nokasaTefieil KOHTPO/IbHOW rpynnbl (Tabn. 2). Mo Ha-
LEMY MHEHWIO, CHUKEHME YPOBHEN HafnoyeyHUKo-
BbIX aHAPOreHOB CBUAETE/ILCTBYET O BbIPaXXEHHOM MMO-
[aBNeHnn K/eTOK CeTYaTol 30Hbl KOPbl HaAnoveyHu-
KOB T/IIOKOKOPTUKOMAAMM He3aBMCUMMO OT CTaguu
KOMMeHcauumn 3abon1eBaHUs.

B pesynbrate un3yyeHus npodmneii KOPTUKOCTe-
pOVZO0B B CbIBOPOTKE KPOBU MeTogoM B3)KX 6b110 OT-
MEYEHO CHIXKeHME YPOBHA B y 60MbHbIX 1-i rpynnbl
(Tabn. 3). Y 60nbHbIX ¢ NpocTon hopmonn BAKH B cTa-
Anuv gnekomrneHcaumu (3-a rpynna) o6Hapy>keHo MoBbl-
LUeHne cofepkaHus npellecTBeHHNKOB a/lb[0CTepo-
Ha — B n DOC, a y nauneHToB C NpocToli hopmMoii B
cTagun KomneHcaumm — 1osbko DOC. 9Tu pesynbTta-
Tbl MOATBEPXKAAIOT BbIBOAbI, CAENaHHble APYrMMU aB-
TOpamu, 0 TOM, YTO XapakTep HapyLUeHU CMHTe3a MU-
HEPasIoOKOPTUKONAOB Pa3fINyeH Npy CONbTEPAIOLLEN W
NPOCTON (hopmMax HefOCTaTOYHOCTU 21-rMapoKcunassbl
[3]. Mpu p[ekoMneHcUpOBaHHOW MpocToin gopme
BAKH npoucxoguTt akTtmBauvs pPeHWH-aHTMOTEH3U-
HOBOW CUCTEMbI 1 Pa3BMBAETCA KOMMEHCATOPHbIN M-
nepasibAoCTEPOHU3M. DTO NPENATCTBYET K/IMHNYECKOA
MaHudecTaunm cuHgpoma rnotepu conu [3]. MNosbiLue-
Hue ypoBHa DOC y nauuvieHTOB 4-i1 rpynnbl CBUAE-
TeNbCTBYET O CYOK/IMHNYECKOWN aKTMBaLMU PEHUH-aH-
FMOTEH3NHOBOW CUCTEMbI MPU HOPMaSIbHbIX YPOBHAX
API. OTmMeTuM Takke, 4yTo 8 M3 10 NauMeHTOB 4-i

Tabnuuya 4
Cofep>aHvie rOpMOHOB B KPOBM Y XEHLLMH €O cTepToi dopmoii BAKH (1 = 29) 1 340p0BbIX XeHLWMH (11 = 26)
300poBble XEeHLWMHbI (1 = 26) n
Mokasatenb CrepTtast coopma BAKH (n = 29) p
t0

17-OH-I, Hmons/n" 9,8 (3,3-10,9) 3,2 (1,8-3,3) 130 0,0041**
O3A, Hmonb/n 55,7 (46,98—66,97) 31,7 (21,7-38,2) 111,5 < 0,0001***
O2A-C, MKMOnb/N 14,9 (6,5-19,3) 54 (3,8-6,8) 22 0,0017**
AHAPOCTEHANOH, HMOL/N 25,3 (18,8-32,1) 11,7 (7,3-16,1) 5 0,0011**
TecToCTEPOH, HMOJbL/N 3,2 (2,1-4,0) 1,6 (1,0-1,9) 14 0,52
AKTT, nmonb/n 7,6 (4,2-10,9) 54 (3,6-6,8) 163 0,15
F, Hr/mn 81,2 (53,9-111,3) 63,2 (48,8-83,2) 225 0,1
E, Hr/mn 25,6 (15,1-27,5) 19,4 (15,5-22,1) 283 0,82
B, Hr/mn 6,2 (3,0-9,8) 3,7 (3,0-4,1) 199 0,07
DOC, Hr/mn 5,2 (3,0-8,9) 4,8 (3,0-5,5) 188 0,094
S, Hr/Mn 5,7 (3,0-8,0) 2,6 (2,0-3,0) 103 0,0004***
F/E 3,7 (2,4-5,2) 3,4 (2,7-3,6) 292 0,97
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rpynnbl  MPUHUMAIN TOMbKO TIHOKOKOPTUKOUAHbIE
npenapatbl (4 yenoBeka — npegHU3oIoH U 4 — E).
Mo-BnanmMomy, NauMeHTbl JaHHOW FPynnbl HYXAakoT-
CA B KOPPEKUUW Tepanuu U B psfe c/lyvyaeB — B Mpu-
COeANHEHN MUHEPa/IOKOPTUKOMAHbIX Mpenapartos.

Y >KeHWMH co cTepToin hopmoii BAKH Hambonee
YaCcTbIMU MPOSABNEHUAMWU  TUNepaHApPOreHnn  6binn
rupcyTusm (y 26), HapyLUeHUs MeHCTPYaslbHOro LMKia
no Tuny onuro-, oricomeHopen (y 19), NONKNCTO3-
Hble N3MEHeHUA ANYHWKOB Mpu nposBefeHun Y3U (y
18), nepBu4yHoe 6ecnnogme (y 9), acne vulgaris (y 8).
Penkumun cumntomamu 6biv XXupHas cebopes (y 6) u
BTOpu4YHoe Gecnnogve (y 1). MNoBblweHe (POHOBbLIX
3Ha4veHuii 17-OH-I1 6onee 15 HMOMbL/N OTMEYEHO Y 4
(13,8%) >XeHLWMH, 4TO MO3BOJNIO AMArHOCTUPOBATb
cTepTyto hopmy BAKH 6e3 npoBeaeHns Npobbl ¢ TET-
pako3aKTUAOM. 25 >KeHLMHaM AnarHo3 6bl1 MocTas-
NeH nocne NpoBefeHUs Mpobbl C CMHAKTEeMHOM [ero
[1, 1.

®oHoBble ypoBHU 17-OH-T1, A3A, O3A-C, aHA-
pOCTEHAMOHA B KPOBWU ObINN AOCTOBEPHO Bbille, YeM
TakoBble Y NINL, KOHTPOMbHOW rpynnbl. Copep>kaHue
AKTI, TeCTOCTEpPOHAa He OT/IMYa/IOCh OT MOKasaTesei
KOHTPO/IbHOW rpynnbl (Tabn. 4).

lMoBbiweHVe cogepxaHua B otmeveHo y 10
(38,5%) uenoesek, DOC — y 8 (33%) naumeHTOB CO
cTepToii chopmoiri BAKH, X0TS [OCTOBEpPHbIX pasiv-
YMIA NO CPaBHEHUIO C KOHTPOJILHOW TPyMnmnoi He Bbl-
AB/IEHO (CM. Tabn. 4). MNoBbIEHNE YPOBHel npeaLue-
CTBEHHUWKOB &/1bj0CTepOHa YKa3blBaeT Ha BO3MOXKHOE
Ha/IMuMe CKpPbITbIX HapyLUEHWA CUHTe3a MUHepaso-
KOPTMKOUZOB Yy MauueHTOB CO CTepToi (hopmoii
BAKH. Mbl nonyunnu [OCTOBEPHOE MOBbILLIEHNE
YPOBHA S. MN36bITOUHOE cofepykaHue 3TOro crepovga
ABNSETCA MapKepoMm pgeuumTta  11p-rugpokcrnassbl
[13]. Mopo6HbIe pe3ynbTaTbl ObIIN MOAYYeHbl U B UC-
cnefoBaHWAX apyrux aBTopos [9]. Ha Haw B3rnsg, no-
BbILLEHVE YPOBHS S MpuM Hekaccuyeckom 21-ruapo-
KCMMa3HOW HegoCTaTOYHOCTU MOXHO OOBACHUTHL C 2
nosuuunii. Bo-nepsbix, ANTENbHO CYLLECTBYHOLLASA M-
nepaHApOreHns NpMBOAUT K (DYHKLMOHaIbHOMY CHU-
YKEHWNIO aKTVMBHOCTW HaAMOYeUYHMKOBbIX (DEPMEHTOB, B
yacTHOCTM 110-rmapokcunasbl, YTO MOALEPXKUBAET U
yCyryb6nseT HapyLUeHWs ajpeHa/loBOro CTepomaOreHe-
3a [8]. Bo-BTOpbIX, 06CY>XJaeTCH BO3MOXHOCTb CUHTe-
3a 9TOro npejLlecTBEHHUKA M3 aHAPOCTEeHAMOHa, Ta-
KO nyTb MeTabosm3aMa onmcaH B onbiTax in vitro [9].
[aHHas npob6nema TpebyeT fanbHEeMLINX WCCnefoBa-
HUIA.

BbiBOoAbI

1. MNoB.bleHne cogepxaHuna B kposu DOC, B un
a/blOCTEPOHA Yy NaLUMeHTOB ¢ NpocToi hopmoii BAKH
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B CTagun gekKomneHcaunnm oTpakaeT aKTuMBaLUKO pe-
HUH-aHTMOTEH3VUHOBOW CUCTEMbI.

2. MosbiweHne ypoBHs DOC npu HOpMasibHOA
API1 y naumeHTOB ¢ npocTtoii opmoii BAKH cBuge-
TeNIbCTBYET O Ha/IMYMWN CKPbITbIX HapyLUeHW’ CUHTe3a
MWHEPaNIOKOPTUKONAO0B 1 TPebyeT KOppeKuun rnede-
HUS.

3. MosblweHne ypoBHA B y 38,5% n DOC y 33%
naumeHTOB ¢ Heknaccuyeckon BOKH ceBuaetenscTBy-
€T 0 HA/IMYMN CKPbITbIX HapYyLUEHNIA MUHEPaIOKOPTU-
KOUAHOW (DYHKLMN KOPbl HaAMOYe4YHMKOB.

4. ToBblweHve ypoBHa S y 45,8% nauyMeHTOB CO
cTepToii hopmoin BAKH Bcneacteue geekra 21-rua-
poKCW/Ia3bl MOATBEPXKAAET YMEPEHHOE CHMKEHVE ak-
TMBHOCTU 11 B-rmapokcmnasbl y YacTu G0/bHbIX.

5. ViccnepoBaHme Npomnns KOPTUKOCTEPOU0B Me-
TogoMm B3IXKX gaBnsetca [OMOMHUTENBHBIM METOLOM
Kak B OLleHKe KOMMeHcauuy y naunmeHTOB C K/accu-
YecKMMM (hopMaMm HefOoCTaTOYHOCTU 21-TMApOKCu-
nasbl, TaK U B AMarHOCTUKe CTepToli opmbl 3abore-
BaHUA.
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