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Annomauus. Ilenb: u3y4uTb MeTabOIOMUKY CTEPONUIHBIX TOPMOHOBIIO JaHHBIM Ia30BOJI XPOMATO-MacCC-CIEeKTPOMETPIUN
(IX-MCQC)y >KeHIUH ¢ pa3MMYHbIMU PEHOTUIIAMU CUHIPOMa HOMMKUCTO3HBIX AnuHnkos (CILI)u HopManbHOI Maccoil Terna.
Marepuainbl ¥ METORBI: B iccenoBanye oy 48>keniuH ¢ CITS B Bo3pacte25+0,3 netc VIM T, HaxopsamyMcs B pedepeHTOM
unTepsae 18,5-24,9 xr/m> Ipyiny KOHTPOJISA cOCTaBIIN 25 3HOPOBBIX XKEHIUH B Bodpacte 26+0,6 merc VIMT23 (21-24)xr/
M2, [OpMOHBI OIpefie/is/IN MeTOiaMI IMMYHOAHa/IM3a B ChIBOPOTKe Kposu. Viccmenosanu creponpHblie npodumt moun (CIIM)
merogoM I'’X-MC. Crarucrideckass 06paboTKa JaHHBIX OCYIeCTBIIANACH C MCIIOIb30BaHNEM IIPOrpaMMHoIt cucteMbl STATIS-
TICAforWINDOWS (Bepcust 10). Pe3ynbpraThl: B CTaThe IPUBELEH aHaIN3 MeTA00JIOMIUKY AaHAPOTEHOB, TTIOKOKOPTUKOVTHBIX
TOPMOHOB 1 IIPOTeCTareHoB, Mony4eHHbIX MeTofioM ['X-MCy >xeHmmH ¢ pasnuyHbiMu denotunamu CIIA. 3axmrodyeHne:
9KCKpeLysi ¢ MOYOil MeTabO/IMTOB aHAPOCTEH/MOHA ObUIa yBemdeHa y 6onpHbix CIIS ¢ runepanaporeHuest 1 ¢ aHOBY/IALEN
(c penorumamu A u B), meTabonuToB pernpposnnanapocrepona— y 6onpabix CITS ¢ runepauaporenueit (¢ Gpenorumnamu
A, B u C). IloBblmieHre 9KCKpeLMu ¢ MO4OIl 11-0XO-IIperHaHTPUO/A, MPErHAaHTPUOAA U 17-TUApPOKCUIIPETHAHOIOHA,
CHIKEHME COOTHOIUEHUI CyMMbl T€TPAaruApOIPOMU3BOJHBIX KOPTM30/a ¥ KOPTU30HA K [JAHHBIM CTEPOMJAM, OINpEMe/IeHNe
21-71e30KCUTETPATUAPOKOPTI30/Ia ¥ HEKITACCUYECKMX 5-ene-IperHeHoB nomydeHsl y 6onbHbix CILI ¢ denorunom C, uto
yKa3bIBaeT Ha HeJOCTaTOYHOCTb (epMeHTa 21-ruapokcunasel. Y 6onbHbix CIIA ¢ runepanpporenueri(c penotunamu A, B
u C) HOTy4YeHbITPU3HAKY HETOCTATOYHOCTH 3P-IruipoKcucTeponaernaporetassl. Tombko y 6ompubix CIIS ¢ penorumom A
BBLSIBJ/ICHDI TIPM3HAKMHEZOCTATOYHOCTI 11B-TUapOKCcHuCcTepOnsiierngporenassl 1 tnima.

Knioueevie cnoéa: CcMHAPOM  IOMMKNMCTO3HBIX — SIMYHUKOB, (PEHOTHIIBLIA30Bas XPOMATO-MacC-CIIEKTPOMETPU,
TUIIEPaHPOreHns
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Abstract. Objective: to study the steroid metabolomics in women with normal body weight and various PCOS pheno-
types by gas chromatography-mass spectrometry (GC-MS). Materials and methods: forty-eight(48) women with PCOS aged
25+0,3 years with a BMI less than 25 kg/m?* were examined. The control group (CG) consisted of twenty-five (25) healthy women
aged 26+0,6 years with a BMI of 23 (21-24) kg/m* Immunoassays were used to determine the levels of hormones in serum. Uri-
nary steroid profiles (USP) were studied by GC-MS method. Statistical data processing was performed using the software system
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METABOJIOMMKA CTEPOUIHBIX TOPMOHOB I10 JAHHBIM I'A30BO
XPOMATO-MACC-CITEKTPOMETPUIN Y )XEHIIIVH C PA3JIMYHBIMIU GEHOTUITAMU
CUHJIPOMA IIOJIMKMCTO3HBIX IMYHNKOB C HOPMAJIBHOM MACCOM TEJIA
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STATISTICA for WINDOWS (ver. 10). Results: the article provides an analysis of the metabolism of androgens, glucocorticoids
and progestogens in women with different phenotypes of polycystic ovary syndromeaccording to gas chromatography-mass
spectrometry. Summary: the urinary excretion of androstenedione metabolites was increased in PCOS patients with androgen
excess and anovulation (A and B phenotypes), dehydroepiandrosterone metabolites — in PCOS patients with androgen excess
(A, B and C phenotypes). PCOS women with phenotype C showed raised urinary excretion of 11-oxo-pregnanetriol, pregnane-
triol and 17-hydroxypregnanolone, a decrease in the ratios of the sum of tetrahydro derivatives of cortisol and cortisone to these
progestogens, as well as determination of tetrahydro-21-deoxycorticol and nonclassical 5-ene-pregnenes according to GC-MS
data. In fact, it indicated to deficiency of the 21-hydroxylase enzyme in these patients. It was found PCOS patients with andro-
gen excess (A, B and C phenotypes) had the signs of insufficient 3p-hydroxysteroid dehydrogenase activity. PCOS women with

phenotype A were revealed deficiency of 113-hydroxysteroid dehydrogenase (type 1).
Keywords: polycystic ovary syndrome,phenotypes, gas chromatography-mass spectrometry, hyperandrogenism
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BBenenne

Jlo HacTosIero BpeMeH! efMHOI KnaccupuKanuy rume-
panpporenuu (I'A) Het. BonbIMHCTBO MccefoBaTeseil Bbl-
Ie/SII0T IB€ OCHOBHBIE (POPMBI — OITYXOJIEBYIO 1 HEOIYXO-
NeBYy10, m1n PYHKUMOHATIBHYIO, KOTOPYIO B 3aBUCUMOCTI OT
reHesa HapyIICHMII HOAPA3e/IAI0T Ha ANYHUKOBYIO, HA/IIIO-
YEeYHNMKOBYIO 11 cMelanHyko. Kpome Toro, pasmnyator I'A uc-
TUHHYIO, PeLielITOPHYIO U TpaHcIopTHyo [1]. Hanbornee va-
cTbIMy IpuuyHaMy [A ABIAIOTCA CUHAPOM IMONMMKMCTO3HBIX
simaankoB (CIISI) u Hexmaccmdueckast Gpopma BPOXKIEHHOI
nucdyukiym xope! Hagnodewnnkos (H® BIKH), 6ombumH-
CTBO C/Iy4aeB KOTOPOIl OOYCIOBTIEHO HEZOCTATOYHOCTDHIO
depmenta 21-ruppoxcumaser [2,3].KnnHuueckas kaptuHa
CIIS u HO BIKH mosxert 6bITb CXOXeit 1 TpebyeT mpoBefe-
Hust [ depeHnmanbHoit gyrardoctuku(4]. [lis BoisiBIeHnst
UCTOYHMKA ['A MCIIONB3YIOT ONpefie/ieH e pasINIHbIX TOPMO-
HOB, IIPOBOAST (QYHKIVMOHAIBHBIE ITPOOBI Ha CTUMYJISALIUIO 1
nopasyeHre QYHKINN ANYHUKOB U HafIo4edHNKoB. Ompe-
Ie/leHIe IOKaNMN3aluy UCTOYHMKA ['A mpefcTaBseT 3Ha4YM-
Te/bHBIE TPYFHOCTH, TaK KaK CIIEKTP CUHTE3UPYeMBIX TOPMO-
HOB VI KITIOUeBbIX (PepMEHTHBIX CHCTEM CHHTe3a aHJPOreHOB
B SIMYHMKAX Y HAATIOYEIHUKAX CXORHBI[5].

IIupokoe mpruMeHeHNe B OIpefe/leHNy TOPMOHOB Hall-
I METOJ[bl MMMYHOXVIMIUYECKOTO aHA/IM3a U3-3a UX BBICOKOII
qyBCTBUTENbHOCTH. OfHAKO HM3KasA CHeUMPUIHOCTD ITUX
METOJIOB, Ha/lM4ye TIePeKPEeCTHBIX peaKINil IPUBOAAT K BO3-
PacTaHMIO YNC/IA JIOXKHOIMOMOKUTEIbHBIX Pe3yIbTaToB 1, Ta-
KuM 00pasom, K rumeppmarHoctuke [6]. Tak, copepxaHme
17-ruppokcumporecrepora (17-OHII) moxxer ObITh B Ipefie-
JlaX HOpMAJIbHBIX 3HaueHnit y xxeHius ¢ HO BIKH [7]. IIpu
CIIA B HoNOBMHE CTy4YaeB BBLABILACTCSA IOBBIILICHHDII YPOBEHbD
17-OHII, a y 20-30% marjieHTOB Hab/MIOAETCA YBelTUdeHe
HA/ITOYeYHNKOBBIX aHJPOTEHOB, TaKUX KaK JIeTM/POSIMaH-
nocrepoH-cynbdar ([J9A-C).Y maumeHTOK ¢ KIMHUYECKUMI
npusHakamu I'A npu 6asanpHOM yposHe 17-OHII B mpepe-
JIaX HOPMaJIbHBIX 3HAYEHMUI [/IA BBIABJIEHUA UCTOYHMKA [A
HPOBOAUTCS CTUMYIUPYIOLUIT TeCT C CMHTETUYECKVM aHa-
JIOTOM KOPTMKOTPOIMHA (TeTPaKO3aKTUIOM), KOTOPBIil AB-
JIIETCA «30/I0TBIM CTaHAApPTOM» JyiA auarHoctuky HO BIKH
[8,9].B HacTosamuit MomeHT B Poccun OTCYTCTBYIOT 3aperiu-
CTPMPOBaHHBIE IIperapaThl TETPAKO3AKTUA. Y HEKOTOPBIX Te-
TEPO3UTOTHBIX HOCUTENIENl MyTaLuil B TeHe 21-2udpokcunaso
yposuu 17-OHII MoryT ObITh TaKMMU e, KaK y NaI[1IeHTOB C

108 [N

H® BIKH. B ncnonb3oBanny reHeTNYECKOTO TeCTUPOBAHNA
IJIaBHBIM IPEIATCTBUEM ABJACTCA CIOKHOCTb MOJIEKY/LAPHO-
IeHEeTUYECKOTO aHa/IN3a, a TAKXKe TO, YTO OONBIIMHCTBO JI0-
CTYIHBIX IaHe/ell CKPUMHMHI-TECTOB uccnenyior 10-12 nan-
6o71ee pacpOCTPAHEHHBIX MYTALWIT ¥ MOTYT He OOHAPYXXUTh
BCe MYTAl[UIf, KOTOPbIe HA CETOHIIIHNUI leHb u3BeCTHBI[10].
Mertoppt xpomarorpaduit MO3BOMAIOT HOTYIUTh CTEPOUHbIE
mpobuI KpOBM M MOUM, SIB/IAIOLIMECS] Hanbosiee 1{eHHBIMM
IMATHOCTUYECKMMU TeCTaMU IS 3a00/IeBaHMUI, CBA3AHHBIX
C HapylIeHueM CUHTe3a M MeTabo/3Ma CTEPOUIHBIX TOPMO-
HOB [11]. ITo MHeHMIO psiZia aBTOPOB, OL[eHKA CTEPOMIHBIX FOP-
MOHOB METOJOM TaHJEMHOI XpOMAaTO-MacC-CIIeKTPOMeTpUN
SABNISIETCSA HafieXXKHbIM MetomoM jmmarHoctuku HO BJIKH,
IIO3BOJIAIOIINM CYLIECTBEHHO CHU3UTD YIUCTIO JI0YKHOIIONOXK -
TENIBHBIX pe3ynbTaToB[12]. JIpyrue mccremoBaTenu HMpUAAIOT
0c060e 3HaYEeHNEe ONPEME/IEHNI0 CTEPOVIHOTO IPOdIIIL MOYN
(CIIM) MeTOp0M ra30BOii XxpoMaTo-Macc-crekrpomerpun(I'X-
MC), paromuM BO3MOXXHOCTb UACHTUPUIMPOBATh 6O/IbIIOE
YIC/I0 AHZIPOTEHOB, INIIOKOKOPTMKOMMIOB, MX IIPeMIIeCTBEH-
HUKOB U MeTabonuTos [13,14,15]. ViMeroTcs equHuMYHbIE VC-
ClefioBaHMs 10 MeTabonomuKe crepouoB y 6ompHbix CIIS
¢ oxuperneM. OOGHapy>XeHO MOBBIIIEHNE IKCKPELMI C MO-
YOJT TIPETHEHOB, JIeTU/PO3NNAH/POCTEPOHA 1 €r0 MeTabosII-
TOB, MeTAa0O/INTOB AHAPOCTEH/VIOHA, OMOTOIMYECKN AKTVB-
HBIX 5a- ¥ 5B-TeTparnpomeTabonnTOBIIIOKOKOPTUKONIOB,
CHIDKeHIe aKTUBHOCTH (pepMeHTa 11B-THApOKCUCTEpOUsern
pporenassl (113-I'CIT) 1 Tuma, 9TO IPUBOAKUT K HAKOIIEHWIO
HeaKTMBHBIX IIIOKOKOPTUKOMHOB [16,17].YuyingD.nYifeiZ.
o6cnenoBany xeHuwH ¢ CIIS ¢ HOpMaIbHOI Maccoit Tema, ¢
U30BITOUHOI Maccoil Tela U ¢ oxupenneM. CpaBHUTEIbHBIIN
aHa/IM3 ITOKa3aJl, YTO YKEHIVHBI C HOPMAJIbHOM Maccoil Tema
MMeN TPU3HAKM HETOCTATOUHOCTH pepMeHTa 21-TUAPOKCH-
JIa3bl IIPY OTCYTCTBUYM MYTAlLlMY B FeHe B OT/INYNE OT SKeHIIH
C M30BITOYHOI MACCOIl Tella M OKMPEHUEM, YTO TAaKXKe IIOf-
TBEPIK/jaeT pasHble BAPMAHTBHI cTepouoreHesa[18]. B pesyip-
TaTe BIVSHIS M30bITKA AHIPOTE€HOB Y JKEHIIVH MOTYT IPOsIB-
JIATbCA Pa3/IMYHBIE 110 CTEIEHN BbIPAKEHHOCTY K/IMHIYECKIe
IIPOSIB/IEHNS, TaKle KaK aKHe, ITMPCYTU3M, aolenys. 3a Ipo-
SIBJICHME A/IpOT€HHOVA/IOEUY U aKHe, KaK IIPaBU/IO, OTBEYa-
eT 5a-pefyKrasa, KOTopas IIpeBpalliaeT TeCTOCTEPOH B boree
aKTVMBHBI aH/IPOTeH AUTUAPOTeCTOCTEpOH [16]. CyiiecTByeT
Be 130(OpMBI 5a-pelyKTasbl: 5a-penykrasa 1 1 2 (SRD5AL,
SRD5A2). 5a-penykrasa 1 sKCrpeccupyeTcs B BOTOCKUCTON
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YaCTY TOJIOBHI, B TIeYeHN, B AMYHMKAX, B MaTKe, B IIOYKaX U T'O-
JIOBHOM MO3Te, 50-peflyKTa3a-2 SKCIPeCCUPYeTCs B II€UEHN U
B MEHbIIIEN CTETIEHN, B BOMIOCUCTOIT YaCTI TOTOBBI 1 KOXke [19].
ITpu BBICOKOIT aKTMBHOCTH (epMeHTa 5a-pegyKTasel I tuma y
JKEHIIVH HAO/IOfAI0T BBIPA)KEHHbIE IIPM3HAKI AaHPOreH3aBM-
CUMOII iepMomaTy 6e3 APYTUX MposBIeHuit. B Hacrosmee
BpeMsA UMeeTCs HeMajIo JaHHBIX 00 YBeIYeHNU aKTYBHOCTH
5a-pepmykraspl npu CIIA.

Beigersiior 4 ¢enoruma CITS (A,B,C u D)[20]. De-
HOTUII A — KJIacCMYecKoe co4yeTaHMe TpEX [uarHo-
CTUYEeCKNX KpUTEpMeB, a UMEHHO TIUIIePaH/POreHNN
(KMMHNYECKOIL,0MOXMIYECKOI UM COYETAHHOI), OUTO- 11/
VWIN QaHOBY/IALMU U TONMKMCTO3HBIX MI3MEHEHUI B AMYHU-
Kax (Ha OCHOBaHWM pe3ynbraToB Y3 mccmenoBanus). PeHo-
un B npencrasisier co60it KOMOMHAILIMIO CHHAPOMA IHIe-
PaH[POreHNM U OJIUTO-aHOBYIALMM 6e3 sXorpaduyecKkux
NIPU3HAKOB MOMKUCTO3a B AMYHMKaxX. Penorun C BK/IOYa-
eT CUHJPOM TMIIEPAHJPOT€HUN U IIOMKMCTO3HOU3MEHEH-
Hble AMYHMKY II0 TAaHHBIM Y/IbTPa3BYKOBOTO MCCTIE[OBAHNA
IpU OTCYTCTBUM ONMUro/aHoByAuuu (oBynaropueiit CIIA).
@enorun D npencrasnsaer 06011 KOMOVHALIIO O/IMTOAHOBY-
JISILMY U TIOIMKVCTO32 SIMYHMKOB 10 JAHHBIM 3Xorpaduubes
MIPOSIB/ICHNUIT CUHAPOMA TUIIEPAHAPOreHNH (HeaHJpOreHHBII
CIL).JIo paHHBIM PasTMYHBIX MCCIENOBAHUI, MOCBAIIEH-
HBIX U3YYEHUIO pacrnpocTpaHeHHOCTH (enorunos CIIA y
JKEHIIIVH PeIPOAYKTUBHOTO BO3PACTa, YCTAaHOBJIEHO, YTO de-
HOTUII A BcTpevaeTcst y 44-65 % sxeHunH, peHoTun B — y
8-33 %, penorun C — y 3-29 %, a ¢denotun D — y 23 %
[21,22]. IlpencTaBiseTcst aKTyalIbHBIM HOUCK [JOIOTHIUTENb-
HBIX OMOXMMMYECKMX MapkepoB auddepeHunanpbHol fua-
THOCTUKY pasnmunuubix ¢penHotunos CIIS ¢ ncnonp3oBanmeM
MeTOJ0B XpoMaTorpaduiL.

Marepuanbl 1 METOAbI

O6cnenoBano 48 sxenmys ¢ CIIS B Bospacre ot 24 g0 29
net (cpegHnmit Bospact 25+0,3 y1eT) ¢ MHAEKCOM MaccChl Teja
(IMT), naxogsumcst B pedepentom nutepsae 18,5-24,9
KT. I[pynny konTpons (I'K) cocraBumu 25 350pOBbIX SKeHIUH
B Bo3pacTe 26 (23-30)meT ¢ HopMmanbHbM VIMT. [Inarnos
CII4 6s11 guarHocTupoBas cormacio ASRM/ESHRE (2003),
International PCOSNetwork (2018),cornmacHo KOTOpbIM Hay-
411e ABYX 13 TPEX OCHOBHBIX KPUTEPUEB OIIpee/sieT Halndue
omnpenenenHoro Buaa (benorumna) CIIA. bompubie CITA 6111
pasfie/ieHbl Ha YeThIpe PYIIIIBL: 15 MalMeHTOB ¢ KIMHNYeCKH-
MU U OMOXMMMYECKMMM IIpu3HaKamu ['A, aHOByIALMeNn U
MIPU3HAKAMI IOIMKIICTO3HBIX M3MeHeHmit simaHnKoB (ITKS),
110 JAaHHBIM Y/IBTPa3BYKOBOTO nccienoBanus (¢penorum A),11
6ombubix CITA 6es ITKA ¢ anosynsamueit u T'A (penorun B),
9 6ombubix CITA ¢ oBynanueit, T'A, TIKS (penorun C), 13 ma-
LIMIEHTOB C aHOBY/IsLuert u npusHakamu [1KSI, Ho 6e3 TA co-
craBum rpymmny ¢ penorunom D. Metogamn nMMyHOaHaII-
3a OIpefe/sAIN YPOBHI NI0TeNHU3UpYolero ropmona (JII'),
¢domnmkynoctumynupytomero ropmona (PCI), cBobogHOrO
TecToctepoHa, 17-OH nporecrepona (17-OHII), zeruapos-
nmnaHgpocrepona cynabdar (IDA-C), A-4-aHpPOCTEeHANOHa,
rI06ynMHa, CBA3bIBaolero monosble ropmonnsl (I'CIIT) B
coiBopoTtke Kposu. Vccneposamn CIIM metomom I'’X-MC ¢
OITMMM3ALMeil perlaMeHTa MPOOOIOATOTOBKM, /ISl KOTO-
poit BbIOpaH BapMaHT >KUAKOCTHOI SKCTPAKIVM.YCTaHOB-
JIHBI OIITMMA/IbHBIE KOTMYECTBA JePUBATU3NPYIOLINX areH-
TOB (METOKCMaMIHa U TPUMETUICUIMIMMULA30/IA), & TAK)Ke
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nopr06paHbI yC/I0BYA XpoMaTorpaduueckoro aHaamnsal17, 23,
24].Bcero npentudunyposano 69 crepoupos. CIIM nonyye-
HBI Ha ra30BOM XpoMmaro-Macc-crekrpomerpe SHIMADZU
GCMS-QP2020. Crarucruyeckasi 06paboTKa JJAHHBIX
OCYILIeCTB/IANACh C MCIIONb30BAHUEM IIPOIPAMMHON CHUCTe-
mbI STATISTICA for WINDOWS (8Bepcust 10).OcHoBHBIE KO-
JIMYeCTBEHHbIE XaPaKTEPUCTUKN OOIbHBIX IIPEICTABIEHbl B
Buzie Mefmaubl (Me), 25-T0 MepLeHTUIA U 75-TO MepIieHTH-
g (Q25-Q75). [Ina cpaBHEHMA pe3yIbTaToB, IIOTyYeHHbIX B
UCCTIeNyeMBIX TPYIIIIaX, UCIIONb30BAJICA HellapaMeTpUIecKuit
kputepuii Manna-Yutanu. CTaTMCTUYECKM 3HAYMMbIM CYM-
TaJIcsA KpuTepuit Jocroeproctu p<0,05.

VccnepoBaHne IpoOBeNEeHO B COOTBETCTBUIU C MeXAyHa-
pomubimu ctaugaptamu GCP (GoodClinicalPractice).

Pesynprarnn

MerTopoM MMMyHOaHa/M3a 0OHAPY>KEHO CHIDKEHME YPOB-
Ha I'CIIT u yBenudyeHne ypoBHsS CBOOOJHOIO T€CTOCTEPOHA
B CbIBOpOTKe KpoBM y 60mbHbIX CIIA ¢ dpenorunamu A, B u
D, o61M NIPM3HAKOM KOTOPBIX ObIIa aHOBY/IALMA. YBEIU-
venne yposHa JII' u coornomennus JII/OCI 6onee, yem B 2
pasa, B CBIBOPOTKe KpoBM B cpaBHeHMH ¢ I'K momydyeHsI Tomb-
ko0y 6ombHbIX CITS ¢ penornmamm A n B (tab:.1).Y 60npHBIX
CIIA ¢ ¢penorunamu A, B, C u D 6bUIH IIOBBILIEHBI YPOBHU
17-OHII u aHapOCTEeHMOHAB CBIBOPOTKE KPOBH, 3 YPOBEHD
I3A-C 6b11 yBenmuueH Tonbko y 6onpHbIx CIIA ¢ penornmom
B B cpaBHenuu ¢ I'K (ta6m. 1).

Metopom I'’X-MC 6putn nonydenst pasmndnsie CIIM y
6ombubix CIIA ¢ penornmamu A, B, Cu D.

Okckpenun ¢ Mo4ornr (OM) mermaposIMaAHAPOCTEPO-
Ha ([IDA) Obuta yBemudueHa y BceX OOCTIEIOBaHHBIX OOJb-
Hbix CILI B cpaBHennu ¢ I'K (ta6m. 2). CrefyeT oT™MeTUTD,
yro OMD3A 6bl1a BbIIe y 60nbHbIX CIIA ¢ denorumnom
B (p=0,017) u CII ¢ denorumom C (p=0,028) B cpaBHe-
Hun ¢ CIIA ¢ denorunom D. OM merabonmuros DHEA—
angpocrenanona-17f (dA2-17p), 16a-OH-DHEA-2— noBsr-
meHa y 6ompubix CIIA ¢ penotunamn A, B u C. YBennuenne
9M angpocrenTpuona (dA3) BbLABIEHO TONBKO ¥ OOTIBHBIX €
denorunamu A u B (Tab. 2).

Y 6ombubix CIIA ¢ deHoTumom A Obima yBenmde-
Ha OM Merabo/nMTOB aHAPOCTEHJMOHA — AHJPOCTe-
poHa (An), stmoxomanonona (Et) m 11-OH-An. V ma-
LMeHTOB, uMeomux ¢eHotun B, Obra yBemmuena OM
5a-mertabomuroBaHgpocTenanona An u 11-OH-An B cpas-
HeHuu ¢ I['K. YBennyenne coornomenns 11-OH-An/11-OH-
Et monyueno y 6ompupix CIIS ¢ denorunamu A, B, C, uro
SIB/SIETCST OHVMM U3 IIPU3HAKOB MHOBBIMIEHVS aKTUBHOCTIU
depmenTa 5a-penykrassl (Tabi. 3).

Y 6ombhbix CITA c penotnnamm A, Bu CrionyyeHo ysenmde-
Hite OM TeTparugpomerabonnToBKopTIKOCcTepoHa (53-THB
n 5a-THB) n 11-ge3oxcuxoprusona (THS). ¥ 6onpubix CIIA ¢
¢denorymamu A 1 B nosbimeHa OM 5a-TeTparugpoKOPTU30HA
(5a-THE) n xopTomoHoB, a y 6onbrbix CILAI ¢ perornmom D—
OM rtonbko 5a-THB (Tabm. 2).

Cumxenne coorHomennit 58-THF/58-THE n (53-THF+
5a-THF+xoproner)/(5B-THE+5a-THE+KkopTONIOHDI) ¥ 60/1D-
HbIx CITA ¢ peHOTHIIOM A yKa3bIBA/IO Ha YMEHbIICHUE AKTUB-
Hocti 11PB-ruppokcucreponppernpporenassr (11p-TCHOI)1
THIIA, 9TO CIIOCOOCTBYET yBemdeHNnI0 OM HeaKTMBHBIX IJII0-
KOKOPTUKOMAOB (Tabn. 3). DYHKIMOHAIBHBIN TUIEPKOP-
TM30/IM3M 3a CYET aKTMBALMM TMIIOTANIaMO-TUIIO(DU3aPHOI
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CUHIPOMA TTOJIMKMCTO3HBIX AMYHNKOB C HOPMAJIBHOM MACCOVI TEJTA

HaJTI0OYeYHMKOBOV CUCTEMBI IPUBOAUT K CUHTE3Y Hafllo4ey-
HMKOBBIX aHIPOTEHOB, T€M CaMbIM JIOIIOTHUTEIbHO HapyIIast
mporecc QomnukynoreHesa. Kpome Toro, CHmkeHue akKTus-
Hocty 11B-I'CIT 1 tna ycunuBaet MeTabommsM KOpTHU30JIa,
YTO TMPUBOAUT K KOMIIEHCATOPHOMY YBETMUIEHMIO CeKpPeInu
AKTT u cTUMynAIUM CTepOUIOTeHe3a HalIOYeYHNKOB, YTO
TaKKe NOATBEP)K/JaeT CMENIaHHbIi XapaKTep IUIepaH/[pore-
Hemun y xeHiuH ¢ CITA.

IIpusHaky yBemM4eHMA AKTMBHOCTM 50-PENyKTasbl pas-
JINYHOJ CTEIIeHN IONY4YeHbI Y BCeX 00C/IeNOBAHHBIX OOIbHBIX
CIIA. Tpu mpusHaKa yBeTMIeHNA aKTMBHOCTY 50-PEyKTasbl
nonydens! y 6ombHbx CIIA ¢ denotunamu A u B: mosbie-
Hue coorHomennii 11-OH-An/11-OH-Et, 5a-THB/53-THB u
5a-THF/53-THE JIsa npusnaka — y 6ombabeix CILA ¢ deno-
tunom C: yBemmyenne coorHomennii 11-OH-An /11-OH-Et n
5a-THF/5B-THE. Opnu npusuak — y 6onbubix CIIA ¢ penorn-
oM D: osbiente 9M 5a-THB u coorrouenns 5a-THB/503-
THB (ta6m. 3).Knmunndeckie mpusHaKy aHIPOTeHHOI! iepMOTIIa-
Ty 6N 6071ee BbIpakeHb! Y sxkeHIuH ¢ CITA n deHoTMIAMY
A u B, uTo BBIpa)Xanoch B 607ee BLIPOKEHHOM IMPCYTU3ME I
aKHe, pacIoaraloIIMCA Ha JINIe, CIIVHE U TPYAN.

Yermuenne OM npernantpuona (P3) u mperHenTpuona
(dP3) 6b 061IMY TIPU3HAKAMM HAPYLIEHNIT META0OTIOMUKIA

nporecrareHoB y 6onbHbIx CIIS ¢ denorumamn A, B u C. Y
6ompubix CIISI ¢ denornmom C 6bl1a HOMOTHUTENBHO IO-
BoimeHa DM  17-OH-npernanonona (17-OHP), 11-oxo-P3,
6-OH-npernanonona (6-OH-P), a y 6onpusix CIIA ¢ deno-
tunamut A u B — OM 17-OHP. Y 6ombhbix CIIA ¢ denorn-
nom D 6bita yBemrueHa OM rtonpko P3 B cpaBHenmu ¢ I'K
(tabmn. 2). Coornomennsa (5p-THF+5a-THF+THE)/P3 menb-
me 3,0, (58-THF+5a-THF+THE)/17-OHP —Menbie 12 u
(5B-THF+5a-THF+THE)/11-0x0-P3 —MeHbIte 20 B couera-
HuM ¢ yBemdenreMm OM P3, 11-oxo-P3 1 17-OHP moryT ykasbl-
BaTb Ha HEJIOCTATOYHOCTD 21-ruapokcytashl y 60mbHbIx CITA ¢
T'A, osymsuuert u ITKS (penotun C) (Tabn. 2). Y 6ombHbix CITA
¢ ¢penorunom C 661 onpeneneHbl 21-deoxy-THF 108 (75-218)
MKI/24 4 u 5-ene-nperHensr: 21-OH-npernenonon 40 (30-42)
MKr/24 4, 11-OH-npersenTpuon 66 (37-104)Mkr/24 4., He fie-
TEeKTVPyeMble Y 3J0POBBIX JIVLI, YTO TAKXKe MOYKET YKa3bIBaTh Ha
HEeJ0CTaTOYHOCTD (pepMeHTa 21-IUPOKCIIIa3bL.

KpoMme TOrO, BBISB/IEHO Ba IIPU3HAKA CHVDKEHWS aKTUB-
HocTu 3B-ruppokcucreponpperniporenass-2 (3p-HSD2) y
6ompubix CIIA ¢ dpenorunamm A, B n C: ymeHbleHne coot-
Homrernit (58-THF+5a-THF+THE)/DHEAu (58-THF+5a-
THF+THE)/dP3, uto mopTBep)XaeT CMeLIaHHbI XapaKTep
T'Ay maHHOI rpyNIB! KeHIuH (Tab. 3).

Ta6muua /Tablel

CopepikaHie TOPMOHOB B CHIBOPOTKE KPOBM y G0NBbHBIX ¢ pasmuaubiMu penornmamu CITS,
II0 JaHHBIM ME€TOXOB I/IMMyHoaHaJII/I3a
Serum hormone levels in patients with different forms of PCOS assessed by immunoassay

ME (st_Q75)

Ipynma BobHbIE CHHAPOMOM IIONMKICTO3HBIX ANYHIKOB
ITokasarennb KOHTPOJIA Patients with polycystic ovary syndrome
Indicator Control denoTnn A ¢denorvmn B ¢denorym C denorrnD

group n=15 n=11 n=9 n=13

=S phenotype A phenotype B | phenotype C | phenotype D
Jrorennusupyroumit ropmos (JII'), ME/n 5,6 14,1¢ 10,2% 8,5 8,7
luteinizing hormone (LG) 4,8-7,3 11,4-16,5 6,9-16,3 5,2-10,7 4,7-13,7
%}g};};{xﬁ};lz(/);TMMynm-pyfommﬁ TOPMOH 58 55 6.5 6.9 5.9
Follicle stimulating hormone (FSG) 36 -64 4.3-7.2 6.1-6,7 6.2-5,0 >2-6,5
Coornomenne JII/OCI 1,1 2,7¢ 2,34 1,2 1,6
LH/FSH ratio 09-13 2,1-3,6 1,3-2,5 0,7-1,8 0,7-2,4
17-TUPOKCUIIPOTeCTEPOH, HI/MII 0,7 1,97 1,8¢ 1,54 1,64
17-hydroxyprogesterone, ng/ml 0,4-0,8 1,4-2,5 1,5-2,9 1,0-2,5 0,8-2,4
JernpposnnannpocTepoH-Cynbgar, MKI/ M 1,5 1,6 2,8° 1,4 1,9
Dehydroepiandrosterone sulfate, mkg/ml 1,4-1,7 1,2-2,2 1,9-2,9 1,4-3,5 1,7-2,9
AHIPOCTEHVOH, HI/MJI 1,7 6,8P 4,9¢ 2,54 2,98
Androstenedione, ng/ml 1,3-2,0 3,6-10,0 3,5-5,8 2,4-3,8 2,5-4,7
CBOOOLHBII TECTOCTEPOH, IIT/MJI 1,1 2,8¢ 3,08 2,3 3,14
Free testosterone, pg/ml 0,7-2,0 2,6-8,0 2,5-3,1 1,4-2,8 1,5-4,0
I'CIII, amons/n 66 30,9° 38,8° 84,4 49,24
SHBG, nmol/l 50 - 86 17,4-35,0 31,7-50,5 65,0-111,0 45,0-61,6

ITpumeuannme: A —p<0,05, B— p<0,01, C — p<0,001, D — p<0,0001; 50CTOBEpHOCTD pasIn4uii moKaszaTeseii 60NMbHBIX CHH-
IPOMOM IIOTIMKUCTO3HBIX ANYHUKOB ¢ peHoTnmamu A, B, C 1 D B cpaBHeHMM ¢ HOKa3aTe/sAMU T'PYIIIIBI KOHTPOJIA.

Notes: A — p<0.05, B — p<0.01, C — p<0.001, D — p<0.0001; high probability of indicators of patients with polycystic ovary
syndrome with phenotypes A, B, C and D, depending on the indicators of the control group.
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GAS CHROMATOGRAPHY-MASS SPECTROMETRY BASED STEROID METABOLOMICS
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IKCKpeuys ¢ MOYOJi CTepOUIOB Y O0IbHBIX ¢ pasmmyHbiMu ¢penornnamn CIIA,

10 JAHHBIM I'a30BOJl XPOMATO-MACC-CHEKTPOMETPII
The urinary excretion of steroids in patients with different forms of PCOS assessed by GC-MS

Ta6muua / Table 2

Me (Q25-Q75), MKr/24 4
Ipymma BonvHole cuHOpOMOM NOTUKUCTIOZHBIX TUHHUKOB
Hassanue creponpos KOHTDOJIA Patients with polycystic ovary syndrome
Name of steroids =25 peromun A ¢penomun B peromun C peromunD
Group n=15 n=11 n=9 phenotype n=13
control phenotype A | phenotype B C phenotype D
AHpporeHbl
Androgens
AnppoctepoH (An) 791 17608 12904 1136 1203
Androsterone (An) 486-1162 1139-3477 1007-2515 797-1769 935-1355
Stuoxonanonon (Et) 1018 17438 1182 920 1222
Etiocholanolone (Et) 545-1300 1100-2407 800-2032 836-1689 721-1549
Anppocrenanon-17p (dA2-17p) 97 151 3308 2018 110
Androstenediol-17f3 (dA2-173) 70-108 123-257 128-504 163-280 80-116
HernpposnnannpocrepoH (19A) 123 2828 639¢ 550¢ 2614
Dehydroepiandrosterone 55-225 127-681 348-1800 449-656 184-455
117 5598 724" 928 420¢
16a-DHEA-2 100-217 493-734 440-1175 409-1461 181-628
359 6684 841" 711 681
11-OH- An 254-431 606-741 700-1016 388-904 488-999
253 315 475 331 289
11-OH- Bt 195-459 243-431 231-522 156-476 250-502
Anpgpocrtentpuon (dA3) 201 5264 5204 523 264
Androstentriol(dA3) 154-431 293-682 281-879 236-668 227-550
IIporecrarenst
Progestogens
17-ruppoxcunpersanonon (17-OHP) 55 2924 2824 2994 160
17-hydroxypregnenolone (17-OHP) 52-182 168-327 156-437 187-412 142-200
6-ruppokcunpernaHonoH (6-OHP) 13 61 40 854 14
6-hydroxypregnenolone (6-OHP) 11-16 35-123 26-67 32-251 10-19
ITpernanauon (P2) 591 800 1203 13504 497
Pregnandiol (P2) 383-815 646-923 484-1608 678-1595 303-771
[Tpernantpuon (P3) 415 932" 11348 1151¢ 824¢
Pregnandiol (P3) 350-467 731-1124 772-2385 844-1296 663-1015
14 21 35 56° 15
H-oxo-P3 10-19 11-42 10-46 18-89 11-26
[Tpernennnon (dP2) 243 330 5494 521 378
Pregnandiol (dP2) 200-384 232-393 230-1272 500-569 313-421
3a,16,20-ipernentpuon (16-OH-dP2) 162 2058 2028 280¢ 140
3a,16,20-pregnentriol (16-OH-Dp2) 125-173 165-252 187-311 251-409 102-158
3a,17,20-iperuentpuon (dP3) 204 358* 502¢ 405® 260
3a,17,20-pregnentriol (Dp3) 170-277 248-533 312-1039 283-657 215-355
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Tabmuua / Table 2 (ITponomkenne)

Me (Q25-Q75), MKr/24 u
Ipymma BonvHole cuHOpoMOoM NOTUKUCIIOZHBIX SUHHUKOB
HasBanne creponos KOHTPOJISL Patients with polycystic ovary syndrome
Name of steroids n=25 peromun A penomun B peromun C ¢peromunD
Group n=15 n=11 n=9 phenotype n=13
control phenotype A | phenotype B C phenotype D
[I'mroKoKOpTHKOMBI
Glucocorticoids
Terparugpo-11-gesoxcukopruson (THS) 15 374 694 604 52
Tetrahydro-11-deoxycortisol (THS) 12-38 28-63 51-103 44-68 28-98
Terparupgpoxoprusox (THE) 1329 1475 1492 1101 1346
Tetrahydrocortisone (THE) 1192-1595 1150-2280 1212-2470 867-1894 952-1897
Terparugpoxopruxocrepos (THB) 54 1378 131¢ 129¢ 75
Tetrahydrocorticosterone (THB) 32-80 75-230 98-168 90-221 57-161
50 233¢ 275¢ 282" 280"
>a-THB 20-106 172-366 225-393 145-292 160-355
?;;FX;MHPO_ 11-merngpoKOpTUKOCTEPOH 43 55 69 50
Tetrahydro-11-dehydrocorticosterone(THA) 24-85 >0-79 49-87 31-62
Tetparugpokoptuson (THF) 508 446 595 327 425
Tetrahydrocortisol (THF) 404-602 350-601 357-660 217-788 263-550
316 510 463 356 653
Sa -THE 270-394 276-965 360-1120 295-733 133-972
65 1014 1394 110 55
Sa-THE 45-94 82-166 100-270 82-136 49-91
A-KOPTOJIOH 232 3484 4854 382 395
a-cortolon 216-267 256-448 391-586 143-553 309-560
B-xopronon 150 228° 2548 243 175
B-cortolon 115-173 170-334 238-484 133-309 119-316
a-KOpTos+ B-KopTon 25 16 15 114 10
a-cortol + f3-cortol 25-50 10-25 10-30 10-25 8-35

ITpumeuanme: A —p<0,05, B — p<0,01, C — p<0,001, D — p<0,0001; 5OCTOBEPHOCTD pas3IMUMil IIOKa3aTeeil 6ONMbHBIX CHH-
IPOMOM IIOTIMKUCTO3HBIX AMYHUKOB ¢ peHoTHnamu A, B, C, D B cpaBHEHMN C ITOKa3aTe/AMU IPYIIIbl KOHTPOIA

Notes: A — p<0.05, B— p<0.01, C — p<0.001, D — p<0.0001; reliability of indicators of patients with polycystic ovary syndrome
with phenotypes A, B, C, D, depending on the indicators of the control group

O6cyxpmeHne

[unepaHgporeHss — CUHAPOM, OOYC/IOB/IEHHBIIT Hapy1Ie-
HHUeM ceKpelun U MeTabonusma agporeHos. Kpome Bbico-
KOJI pacpocTpaHEéHHOCTU B onyasAnui, A accounnpoBaHa
¢ MeTaboMMIeCKMMI PACCTPOIICTBAMN, CaXapHbIM inabeTom
2 TuIa, CepAevHO-COCYAUCTHIMI 3a00TeBaHMAMI U Hapylie-
HIIEM PerpoayKTUBHON QyHKIunu. Xots cuHapoM A BKiIio-
JaeT B ce6s1 3a60/IeBaHNA C PA3HOIL STUONOTHEN, HO €ro K-
HIYeCKIe IPOAB/ICHNA B OONBIINHCTBE CTy4aeB OfMHAKOBBL:
aKHe, TUPCYTU3M, HapylleHie MEeHCTPYya/JbHOTO IIMKJIA, aH-
IporeHsaBucumasi anorenys. IIpo6rema gMarHocTuky u je-
4yeHMst 3a60/1eBaHMil, COIPOBOXAaoIuxcs ['A, B HacTosIee
BpeMsI SIB/ISIETCSI OJfHOI U3 Hanboree aKTyalbHbIX B TMHEKO-
norndeckoil sugokpuHonornn (25, 26]. CIIS saBnsercs ca-
MOII pacIpoCcTpaHEHHON IpUYMHON cuHApoMa ['A, pacmpo-
CTPaHEHHOCTb KOTOPOTO CPefy KEHIIMH PeNpORyKTMBHOTO

112

Bo3pacra Komebercst ot 8 10 21%[27].Y 60ompubix CIIS ¢ TA (¢
¢denotumnamn A u B) BbIAB/ICHO HOBBIIIEHIIE SKCKPELINHU C MO-
4ol aHApocTepoHa (5a-MeTabonuTa aHAPOCTEHAUOHA), ITO
IPUBOAUT K YBEIMYEHUIO YPOBHA 50-AUTULPOTECTOCTEPOHA
(OI'T) B xpoBu, KOTOPBIT 06/agaeT 6ojee BHICOKOI O1OIO-
IMYeCKOJ aKTUBHOCTBIO, YeM TecTocTepoH. Yposenb JI'T B
KPOBU 3aBUCUT OT COREP)KAaHVS LMPKYIVPYOLIUX B KPOBU
AHJIPOTEHOB M AKTMBHOCTM KJIETOYHOMS50-pENyKTas3bl, OT-
BedaeT 3a pasBUTUE AHJPOTE€HHOI fepMmomnaruu. IIpusHaku
yBeIMYEeHNS aKTUBHOCTU 50-pefyKTasbl B PaslUYHON CTe-
neny, no gaHHbIM ['X-MC, momydeHsl mpu BceX (eHOTH-
nax CIIfl y >KeHIIVH ¢ HOPMaJbHBIM BECOM: TPU IIpU3HA-
Kay 60/bHBIX ¢ TA 1 aHoBymsAnueit (penornnst A u B), iBa
npusHaka y 6onpHbIx CITA ¢ dpeHotunom C, oy mpusHaK
y SKeHIIMH C NMONMMUKUCTO3HBIMU AnvHuKaMu 6e3 A (¢peHo-
tun D).KinmHnveckne NpusHaKU aHAPOTEHHON AepMOIATUN
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Ta6nuua /Table 3
ITpusHaky akTMBHOCTH 21-TMAPOKCUIA3HI, 33-THMAPOKCHCTEPONIETNAPOTeHashl, 5a-PpelyKTashl
n 11 B-ruapoxcncreponagerngporenassl y 60npHsbIx ¢ pazmmyabivu peHorunamu CIIS o gaHHBIM ra3oBoit
XpOMaTo-MacC-CIIeKTPOMETPUI
Features of 21-hydroxylase, 33-hydroxysteroid dehydrogenase, 5a-reductase, 11f3-hydroxysteroid dehydrogenaseactivities
identified by GC-MSin patients with different forms of PCOS

ME(Q25-Q75)
CooTHoIIeHNs Ipynma bonbubie CIIA
IIPORYKT/CybCTpar KOHTPOJLA Patients with PCOS
Ratios =25 denorun A denorun B denorun C @enorun D
product/substrate Group n=15 n=11 =9 n=13
control phenotype A | phenotype B phenotype C | phenotype D
IIpusHakyu akTMBHOCTH 21-THAPOKCUIAZBI
Signs of 21-hydroxylase activity
53 2,7¢ 2,3¢ 2,2¢ 2,38
(THE+5p-THE+5a-THE) / P3 36-74 | 22-31 1,8 - 3,0 1,4 - 3,0 1,7-37
(THE+5f-THF+5a-THF)/ 162 79 63 46° 101
11-o0x0-P3 129-203 56-279 38-114 23-75 64-133
(THE+5f3-THF+5a-THF) / 29,6 10,74 11,6 11,54 13,9
17-OHP 12,4-59,1 8,0-13,7 8,0-15,1 4,6-11,7 9,6 -22,4
ITpusHaKM aKTUBHOCTY 3B-TUPOKCUCTEPONALEIUPOreHA3BI-2
Signs of 33-hydroxysteroid dehydrogenase-2 activity
(THE+5p3-THF+5a-THF) /dP3 10,9 6,4" 5,4 6,2¢ 10,1
8,5-13,1 5,2-8,6 4,9-6,0 4,3-6,6 2,9 - 69,8
17,7 6,7° 3,8¢ 4,3" 8,6
(THE+5p-THF+Sa-THF) /DHEA 14,5-3438 |  3,2-154 2,2-5,8 2,2-7,7 52-95
IIpu3HaKy aKTUBHOCTHU 5a-pefyKTassl
Signs of 5a-reductase activity
1,4 2,34 2,08 1,9 2,6
11-OH-An/11-OH-Et 12-1,5 | 1,6-32 1,7 - 3,0 1,7-2,8 13-35
0,7 1,34 1,34 1,08 1,1
Sa-THE/ 5p-THF 0,5-1,0 0,7- 1,6 0,9-15 09-14 09-15
1,0 2,28 2,4¢ 1,4 2,68
Sa-THB/5p-THB 0,7-1,5 1,2-3,1 1,8-3,1 1,2-2,0 2,3-32
ITpu3Haky aKTUBHOCTH 11 B-IMAPOKCUCTEPOUAIETUAPOTreHA3BI
Signs of 11 B-hydroxysteroid dehydrogenase activity
(5B-THF+5a-THF+kopromsr)/ 0,51 0,434 0,50 0,50 0,49
(5B-THE+5a-THE+K0opTO/IOHBI) 0,48 -0,60 | 0,37 -0,49 0,43 - 0,55 0,34- 0,57 0,31 - 0,59
0,36 0,29* 0,29 0,33 0,27
5B -THE / 53-THE 0,34-0,45| 0,19-0,33 0,28 - 0,40 0,22 - 0,42 0,19 -0,32

ITpumeyannme: A — p<0,05, B — p<0,01, C — p<0,001, D — p<0,0001; fOCTOBEPHOCTD Pa3IN4nii IIOKa3areneil GOIbHBIX CUH-
APOMOM HMOMUKVCTO3HBIX AMYHNKOB C peHotunamn A, B, Cu D B cpaBHeHNM € MOKasaTensMu rpymmnsl KoHTpons THE — tetpa-
rupgpokoptusod, THF — rerparuppoxoptuson, THB — Terparnppoxoprukocrepon, P3 — npernanrpuon, 17-OHP — 17-ru-
npokcunpersaHonod, DHEA— perupposnnangpocrepon, dP3 — npernenTpuon, An— asgpoctepoH, Et— aTmoxonaHonoH.
Notes: A — p<0.05, B — p<0.01, C — p<0.001, D — p<0.0001; high probability of indicators of patients with polycystic ovary
syndrome with phenotypes A, B, C and D, depending on the indicators of the control group. TNE — tetrahydrocortisone, THF
— tetrahydrocortisol, THB — tetrahydrocorticosterone, P3 — pregnentriol, 17-OHP — 17-hydroxypregnanolone, DHEA —
dehydroepiandrosterone, dP3 — pregnenetriol, An — androsterone, Et — etiocholanolone.
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CUHIPOMA TTOJIMKMCTO3HBIX AMYHNKOB C HOPMAJIBHOM MACCOVI TEJTA

6b111 6071ee BrIpakeHb! y skeHIuH ¢ CITA n penotnmamn A
u B. Ilo manusiM I'’X-MC, y 60ombubix CIIA ¢ penornnamu A,
B u C nonmydeHo yBenudenue skckpenuu ¢ Mmodoit [I9A un P3,
CHMYKEHUE COOTHOMIEHMII CyMMbI TETPAarupOIpPOU3BOIHBIX
KOPTU30/1a ¥ KOPTUM30HA K JAHHBIM CTE€POMIAM B CpaBHe-
HUM C TPYTIION KOHTPOJIA, 9TO AB/AETCA IPU3HAKaMU Hefo-
crarouHocty 3p-HSD2. ®epment 3B-HSD2 Heobxopum s
npeBpaueHusa A5-cTepouzioB (IIperHeHONIOoHa, 17-TuapoKcu-
IIPerHeHO/IOHA U IeTUPO3NINAH/IPOCTEPOHA) B COOTBETCTBY-
tomue UM A4-creponppl (IporecTepoH, 17-TUMapoKCcUIIpore-
CTepoH ¥ aHfipocTeHAnoH) [28].IlomyueHHbIe pe3yIbTaThI
HOATBEPKAIOT HapylleHMe CTepoujjoreHesa KakK AMYHMU-
KOBOTO, TaK ¥ Ha/IMOYE€YHNKOBOTO TeHe3ay JJAHHOI TPYIIIIbI
XKeHIVH. YTOObI OLEHUTb BHYTPUK/IETOUHYIO KOHIIEHTpa-
LMI0 TTIIOKOKOPTUKON/IOB, HEOOXOLMMO OIIpeesiTh He TONb-
KO UX COfiep)KaHMe B IUIa3Me, HO U aKTMBHOCTb ()epMEHTOB,
KOTOpbIe YYaCTBYIOT B UX MeTabo/M3Me, HalpYMep aKTUB-
Hoctb 11B-TCHL. 11B-I'CAT 1 Tuma — aTo ¢epMeHT, KaTa-
NMBUPYIOIMI TIpeBpalieHne (QYHKIMOHATBHO MalOaKTUB-
HOTO KOPTM3OHA B CaMblil aKTUBHBIII T/TIOKOKOPTUKOUIHBII
ropMoH Koptusoit. IIpnsnakn HegocrarouHocty 113-I'CIT 1
tuma,no faHbM ['X-MC, monyuenst y 6onpbix CIIA ¢ de-
HOTUIIOM A, YTO COBIAJAET C JAHHBIMU IPYTUX UCCIEOBATE-
7ett, KOTOPBIMM TIOKAa3aHO HanuM4Me CHIDKEHUs aKTUBHOCTHU
11B-I'CHT 1 Tnma y >KeHIUH C OKUPEHMEeM C KIacCUYeCKIM
¢denorunom CILA. ®enorun C y 6onbubix CIIA (oBymaTop-
HBIVT)HaMMeHee M3y4eH ¥ CIOXKeH B IIOCTAaHOBKE JMarHo3a
B OT/IMYME OT Kaccudeckoro ¢eHotnna. B mccnenoBannn
BBIABJICHO IIOBBIIIEHME SKCKPelMy C MOYON MeTabonnToB
17-OH-nporectepona:11-0X0-IIperHaHTpMoa, IperHaHTpy-
ona 1 17-TUJPOKCUITPETHAHOMIOHA, CHYYKEHME COOTHOIIEH NI
CYMMBI TETParufipONpOU3BOIHBIX KOPTU30/1a ¥ KOPTU30HA
K JJaHHBIM cTepouziam. Kpome toro, y manmeHToB ¢ ¢peHOTH-
oM CObUM onpenienieHbl 21-1e30KCUTeTParugpOKOPTI30I I
HEK/IACCUYECKUE 5-ene-INPErHeHbl, YTO yKa3blBaeT Ha HEMIO-
CTaTOYHOCTb (hepMeHTa 21-TMAPOKCUIA3bl M TpebyeT Hab-
Helimero nsydenus. IIpefcTaBneHHble JaHHBIE YKa3bIBaIOT
Ha U30BITOYHYIO BHIPAOOTKY aHAPOTeHOB Y MHOTUX SKEHIIMH
¢ CIIA xak B AMYHMKAX, TaK U B KOpe HafIIOYeYHMKOB. Vc-
cnegoBanua CIIM meropom I'’X-MC nosBOIANT M3Y4NUTD
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BoiBoabl

1. DKCKperusi ¢ MOYOI MeTabOIUTOB aHAPOCTEH/VOHA
yBe/deHa y OO/IbHBIX CUH/IPOMOM HMOMMKICTO3HBIX SIUYHI-
KOB C T'MIIepaH/IPOTeHNel U ¢ aHOBY/LALMeil (¢ peHoTUIIOM A
u B), a MeTab0o/MNTOB [ErMAPOINUAHAPOCTEPOHa— Y 6Ob-
HBIX CMH/IPOMOM IIO/IMKMCTO3HBIX AMYHMKOB C TUIIEPaH/IPO-
renneii (¢penorunst A, B u C).

2. IToBbllIEHNE 9KCKPELUM C MOYOIi 11-0X0-TIpeTHaHTpU-
O71a, IPErHaHTPKUONA U 17-TUAPOKCUIIPETHAHOMIOHA, CHIKE-
HIU€ COOTHOLIEHMII CyMMBI TeTParujpolpou3BOSHBIX KOP-
TH3071a ¥ KOPTM30HAa K JJAHHBIM CTEPOMJAM, OIIpefe/eHue
21-7€30KCUTETPArNAPOKOPTU30/Ia M HEK/IACCUYIECKMX 5-ene-
IPErHeHOBY OO/MBHBIX CHH/IPOMOM IOTMKUCTO3HBIX SIMIHU-
k0B ¢ ¢erornnom C yKasplBAaIOT Ha HEJOCTATOYHOCTH (ep-
MeHTa 21-TMapOoKCHIashl.

3. HegocraTounoctsb 11(3-ruppoKcucTepongerugporeHa
3bI 1 THIIA BBIAB/IEHA Yy GONBHBIX C OMMKICTOSHBIMU AMYHU-
KaMu, TUIlepaH/porenneit u aHosysnueit (Gerorun A),4to
CBUJIETE/IBCTBYET O HaMM4uy (pyHKIIMOHATBHOIO TUIIEPKOP-
TU30/IM3Ma B pe3y/bTaTe M30BITKA OMOMIOrMYeCKy HIU3KOAK-
TUBHBIX ITTIOKOKOPTUKOUTOB.

4. Y 6O/NbHBIX CMHAPOMOM IHOMTUKUCTO3HBIX AMYHUKOB C
runepangporenneii (¢ peHornnamu A, B u C) nomydeno yse-
JIMY€eHNe SKCKpeUuy ¢ MOYON JerngpOosNuaHpoCTEPOHa U
IIPETHEHTPUONA, CHIDKEHME COOTHOLIEHUIT CyMMbI T€Tparu-
IPpOIPOM3BOHBIX KOPTU30/1a I KOPTU30HA K IEeTNpO3IaH-
APOCTEPOHY U IIPErHeTPUONY B CPaBHEHMM C IPYIIION KOH-
TPOJIsA, YTO SB/IAETCS MPU3HAKAMY HEJOCTATOYHOCTH 3[-Tup
POKCHCTEpON//IETUIPOTEHA3bI-2.

5. IlpnsnHaky yBenuveHMsa aKTMBHOCTU 50-PelyKTasbl IO
JAaHHBIM Ta30BOM XPOMAaTO-MacC-CIIEKTPOMETPUM  IIOy4e-
HBI IIpK BCeX (peHOTMIIaX CMHAPOMA MOJIVMKMCTO3HBIX SMYHN-
KOB: TPM IIPM3HAKA y OOJIbHBIX C IMIEPAHPOreHNUel U aHO-
BY/IALIMEl, C MOMKUCTOSHOMSMEHEHHBIMI SIMYHUKAMK 1 6e3
HOJIMKUCTO3HBIX ANYHMUKOB ((eHoTUns! A 11 B), 1Ba pr3Haka
y 601bHBIX ¢ peHOTUIIOM C, OFVIH NPUSHAK Y KEHIINH CIION-
KIUCTO3HBIMM SIMIHMKamMy 6e3 runepanporenun (dexorum D).
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