aTakke Ha NposeAeHne CepTUOULMPOBAHHDIX LMKNOB YCOBEPLWEHCTBOBA-
HWA QA BpadYen—-3HAoKpuHonoros. faHHaa paboTa ycnewHo NpoaonxaeT-
CA, 4TO CNOCOBCTBYET NOBLIWEHWNIO YKOMNNEKTOBAHHOCTU Kagpamu (Bpayva-
MW-3HAOKPHHONOramm ) r. EkatepnHbypra n Ceepanosckon nomoun.

CO PAD npopgonxaeT paboTtaTtb yxe 8 TeueHue 39 net 8 pexume 6 3a-
cefaHwn 8 rog. 310, B CBOK OouYepeab, NO3BONAET HENPEPbIBHO COBEPLIEH-
CTBOBATLCA 8 CBOEN NPOGECCK, OTTAUMBATD 3HAHNA N YMEHWA, PAaCWVPATL
BpauebHbIN KPYro3op, MCKNYaTL U aHanusnposaTb ownbku, paboTats B
KauecTee IKCNEPTos NpU GOPMUPOBAHNN CTaHAAPTOB OKA3aHWUA Cneymann-
3UPOBAHHON MEANLIMHCKOW NOMOLLWN NAUNEHTAM.

Wtorn 39-netHen pabotbl CO PAD cymenn QoKasaTb CBOKO 3HAYUMMOCTL
1 3dpdekTrBHOCTL. HaMm cnegyeT npogon*katb pa3smeaTbCA, COBEPWEHCTBO-
BaTbCA M He 3abbieaTb 06 UCTOKax, a Takke O NPOPeCcCUOHANbHOW Ponn
Hawero meanunHckoro coobuiectsa, kak CO PAD. Tem 6onee, uto nobepa
BCerga Tam, rae cornacue,

OTAENIbHbIE MOMEHTbI CUHAPOMA FTMNEPAHAPOTEHUN
{BUPUIIBHOIO CUHAPOMA)
Heuaeaa 4.8., Kuceneaa T.11., Cenrmiopuna /1.b.
r60Y BNO Ypaneckuil eocydapcmeaerHeiil
MeOUUUHCKUU yHusepcumem M3 PO,
MAY fopodckas knuruveckas 6oneHuua N°40, 2. EkamepurGype

CuHgpom runepangporenunn (FA) npeacrasnaeT co6on [OCTaTOUHO
o6WNPHYID FPyNNy 3HAOKPWHHBIX 3a60NeBaHWUN, KOTOPbIE BO3HWUKAOT
8 CMNY BECbMA PA3HOOOPA3HbLIX NATOreHeTUYECKUX MEXaHWM3MOB, HO 06b-
€ANHAIOTCA NO NPUHUWMNY CXOAHOW KNMHWYECKOW CMMNTOMAaTWKW BCnel-
CTBUE W3OLITOUYHOTO KONMYECTBA W/WAN KavuecTsBa (AaKTUBHOCTM) MYKCKUX
MoNoBbIX rOPMOHOS. 36bITOK aHAPOreHOs BbI3bIBAET rMNEpPaHAPOreHHoe
COCTOAHWE, BNIWAHNE KOTOPOrO HA KEHCKUW OPraHn3m 3aKkn4aeTca 8 BU-
pUNM3MpYOWemM U aHaboNnueckom AerCTBMN MYXKCKUX MONOBbLIX FOPMO-
HOB 1 CONPOBOXAAETCA HapylWeHneM GONNNKYNOreHesa n 0Bynauvn,
aTakke penpogykTnsHon dpyHkuun (Manoiwesa O.F. v gp.,2011). KnuHnue-
CKW NPOABNAGTCA HECBOMCTBEHHDBIM XEHCKOMY OPraHu3my NPU3Hakamu —
rMPCYTU3MOM, Yrpeson Cbinblo, cebopeen, aHAPOreHO3aBnCMMON anone-
unen, bupndoHuen, mackynuHesayven GeHOTUNA, runepTpodmen n snpu-
nu3aunen KNNTopa.
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MCTOYHMKOM aHfpOreHOB B OpraHu3Me ABAAIOTCA ceTyaTtas 30Ha KO-
pbl HAaAMOYEYHWKOB, K/ETKA OBapuasibHOW CTPOMBI, XW/IIOCHbIE K1EeTKN
W KNeTKW BHYTPEHHUE TeKU ANYHWUKOB. Kpome TOro, aHaporeHbl o6pasytoT-
ca B pesynbTate nepeupuyeckoro metabonmsma CTepounioB B KOXe, ne-
YeHu, Mbllwlax, agunouyntax. OCHOBHOI aHApPOreH HaAnoOYe4YHWKOB - fe-
rmgpoannaHpoctepoH (Ar3A) u ero cynbdat (AM3A-C); AMHUHUKOB - TecTe-
CTEPOH M aHAPOCTEHANOH. B (n3nonornyecknx ycnoBmsax aHApPOreHbl Bbl-
MONHAIOT ponb aHabonnuvecknx paktopos. (Jegos NN, M. V. BanabonkuH,
E.N. MapoBsa n ap.,2000).

TepMUH «runepaHaporeHns» ob6befuHAET pas3NnyHble MO natoreHesy
3aboneBaHns Cc OOWMMU KAMHWUYECKMMWU cumnTomamun. Ho s xoTena 6bl
cAenatb akLeHT Ha CUHAPOME rMnepaHiporeHnmn HafnoYe4yHKOBOro reHesa.

HagnoyeyHukn - rnaBHas CTPYyKTypa, cuHTesupytowaa Ar3A (75 %)
Mero MeHee akTMBHbIN MeTabonut AF3AC (85 %). AM3AC noaBepraetcs
NMOCTOSAHHOMY FMAPOIN3Y, TEM CaMbliM MOAAEPXKMBAA MOCTOSHHbIA YPOBEHb
Ar3A B nnasme KpoBuW. VIMeeTcs MHEeHUWe, 4TO Ha 40/ HaAno4Ye4YHUKOBbIX
CTeponaoB B 0o6Lleli KOHLEeHTpauun aHAPOreHoB B MnasMe MpuUXoguTca
noutn 95 % Ar3AC, 90 % Ar3A, okono 30 % aHAPOCTEHAMOHA W TONbKO
5% TectocTepoHa. (Manbiwesa Ol nap.2011).



MpWUUMHbB! FMNepaHaPOreHN HaANOYEYHNKOBOrO rexHesa:

e BpoxaeHHan ANCHYHKLMA KOPb! HAANOYEYHUKOSB

e bonesHb({cmHapom) Nuenko-Kywutra

e JxTonupoBsaHHbie AKTI -npoayuunpyowmne onyxonn

* AHAPOCTEPOMBI (aHAPOreHNpoAyuNpYyoWmMe oNyxonu HagNoOYeUHN-
kos){flenos U.W., Banabonkni M.N., Maposa E.N.,2000)

Hanbonee 4acTon NPUYMHON rMNEPaHAPOreHnn HaanoYeYHNKOBOro
reHe3a ABNAETCA BPOXAEHHAA ANCOYHKUNA KOPbI HAANOYEYHNKOB, B 95 %
cnyyaes o6yCnoOBNEHHAA CHWKEHWEM akKTMBHOCTU ¢depmeHTa 21-Tmapo-
KCWUNasby, HeOBXOAMMOro ANA CUHTE3a KOPTWM30Na U anbgocTepoHa (bana-
6onknH M W, 2002; Metepkosa B.A, 2003; flegos U.WU., 2005; White P.C,
Speiser P.W., 2000). YactoTa ee Heknaccmueckon Gpopmbl 4oCTuraet s 06-
wen nonynaynu ot 0,3 ao 4 % (deaos WU.U, 2002, Metepkosa B.A, 2003]

BpoxpaeHHaa AuchYHKUMA KOpb!l HAAMOYEYHWUKOB. BpoxaeHHan
AMCOYHKUMA KOPbI HAANOYEUHNKOB — TPYNNA PACNPOCTPAHEHHbIX BPOX-
[EHHbIX HapyWeHWA CcTeponaoreHesa, obycnoeneHHbix 4edpuunTom OgHO-
ro ux natn depmentos cuctembl (StAR, P450c17, 3B-YSD, P450c21
P450c11), yuacTeylowen B CMHTE3E KOPTU3O0NA N MUHEPANOKOPTUKOMAOB.
Oedext nboro n3 naTn dpepMeHToB CTEPOMAOreHEe3a 3aKNIUHAETCA B Ya-
CTUYHOW WMNN MONHOW NOTepe aKTMBHOCTW, 0OYCNOBNEHHOW MHOTOYUCNEH-
HbIMU MYTAUWAMW FeHa, KOANPYIWero AaHHbIn ¢epmerT. BKH - 3abone-
BaHWe Hacnegyemoe NO ayTOCOMHO-peueccusHoMmy Tuiy. [laToreHeTvuye-
CKUA CMBICN TepMUHA «BPOXAEHHAA ANCHYHKUMUA KOPbl HAAMOUYEYHUKOB»
33aKNIOYAETCA B M36MpaTeNbHOM yrHeTeHun BbipaboTkN OgHUX MNKOKOKOP-
TUKOMAOB NPU OAHOBPEMEHHOM yBenuueHuwn gpyrux. AnAa ob6o3HaueHnn
BAKH e 3apybexHow nuTepaType WCNoOnb3yeTca TepMuH «congenital
adrenal hiperplasia» («<BpoxaeHHa runepnnasva HagNOYeUYHNKOB»). B oTe-
4eCTBEHHOW NnTepaType BCTPEYAIOTCA ABA TEPMUHA - «BPOXAEHHAA AWUC-
dyHKUMA onb/n NPoBOAAT TecT ¢ 1-24 AKTI (teTpako3akTugom) — Hanbonee
VHPOPMATMBHBIA METOA AMArHOCTUKK NPY NBON CTENEeHN HeQOCTaTOuHO-
<1 untoxpoma P450c21 n apyrux gedektos cTepongoreHesa. Mocne onpe-
Aenerna 6a3ankopbl HAANOYEYHUKOB» U «AAPEHOrEHNTANbHBIN CUHAPOMY.

Obpasosanne AISA 8 KauecTBe OAHOrO M3 KOHEUHbIX NPOAYKTOB
CMHTE3a B KOPE HAANOYEUYHMKOB C Nocneaytowen KOHBEPCUEN ero 8 TeCTo-
CTepoH no3sonseT knaccupuuyuposats BAKH no Hanuuuio unn oTcyTCTeno
rMNepnpoayKunMn aHaporeHos.

¢ BAKH c runepnpoaykuven aHgporeHos (95%)

e Luroxpom P450c21 - 21-ruppokcunnasa

e LUutoxpom P450c11 - 11B-rugpokcunasa

e BJKH co cHwieHHOM NpoayKLven aHaporeHos(5%)
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e StAR-6enok ‘

¢ Lutoxpom P450c17a- 17a-rugpokcunasa

e 3(3-HSD

CraHpapTHoe onpepenexnve 6a3anbHOro ypoBHA 17-rMAPOKCMNPO-
reCTepoOHa v €ro HOPMaNbHOE 3Ha4YeHUe NO3BONAIT YBEPEHHO UCKNIOYUTH
BAKH, oaHako HegoctaToOMHO WHOOPMATUBHLI ANA WUCKNIOYEHUA MATKOW
¢$epMEHTATUBHON HEQOCTAaTOYHOCTU NpU Heknaccuveckon dopme BOKH:
He3HaunTenbHoe NOBLIWEHNE YPOBHA aAPEHANOBLIX aHAPOreHOB, B TOM
uncne AaHHOTrO Mapkepa. B cnHTe3e aHAPOreHoB Kak B HAANOUEYHWKE, TaK
W B AUYHUKE KIOYeBylo ponb Urpaet uutoxpom P450c17a.

MNpy AByKpaTHOM onpeaeneHun 6asanbHOro coaepXXaHua 17-rmapo-
KCcunporectepoHa 8 npefgenax 6-15HMbHOTO  ypoBHA  17-TMAPOKCU-
nporectepoHa 8e8ogaT 0,125 mr 1-24 AKTI n yepes 1 4 onpegenstoT CTUMy-
NMPOBAHHBIN YPOBEHDb 17 — TMAPOKCUNPOrecTepoHa.

BapwaHT paHHoro tecta — npo6a ¢ 1-24 AKTI ¢ onpeaeneHnem ypoe-
HA 17-rnapoKCUNporecTepoHa, koptuiona, il 3A v TectectepoHa UCXOQHO
v uepes 24 4. MHorokpaTHoe nosbiweHWe yposHA 17- rugpokcunporecte-
POHa C ORHOBPEMEHHBIM HECUHXPOHHbIM OTBETOM W CNAbLIM NOBbILLEHUEM
ypoBHA TecTecTepoHa u MDA csnaetenncteyet 8 nonbly BOKH.

MeTogbl MONEKYNApPHOW reHeTUKN UMEIT WUPOKOe KIAUHNYECKON
NPYMMEHEHVEe: BbIABNEHWE WU3BECTHbIX MyTauwi reda CYP21 nossonner
yTouRUTL NpruunHy BAKH. ( Bepos UU., MenbHuuenko A,,2013)

Cunppom runepkoptuymnima (cuHapom Uuenko-Kywunra). Cun-
APOM rMNEpPKOPTUUUN3IMA — 3TO 3abonesaHune, CONPOBOXAAIWEECA NOAB-
NEHVEM MHOXeCTBa ChneundUUecKUx CUMNTOMOB W DPA3BUBAIOLIEECA
BCNEACTBME BO3JEWCTBWA HA OPraHWam 6onbwvx 403 ropMOHOB KOPbLI
HagnouYyeyHWKoB(B Nepsylw ouepeab rnwKokopTukongos). (Qegos UMW,
MenbHnuenko A, 2013) K anaoreHsomy AKTT - 3aBucucmomy runepxop-
TUUU3MY OTHOCATCA : 6onesHb UueHko-KywuHra n AKTT-3kTonnpoeaxHbIin
cuHapom. (Nepnos UMW, .Banabonknt M.U, Maposa E.N.m ap.,2000)

bonezub Nyenko-Kywunra. bonesnb NuyeHko-KywuHra 31o 3abone-
BaHWE, pa3BuBalOLIeeCA BCNEACTBUE MOBLIWEHHOW NPOAYKUWW FOPMOHa
KOpbl HagMNO4e4YHMKOB, OBYCNOBNEHHON M36bITOMHOW cexpeunen AKTT
KNeTKamn runepnnasmpoBaHHON MNM ONYXONEBUAHOW TKaHu runodusa.
(Oenos U.U., MenbHuueHko A, 2013).

Npu 6one3nn Uuenko-KywnHra HapywieH HOPManbHLIN LMPKABHBIA
putM cekpeunn AKTT. OTCyTCTBME HETKOM COHXPOHU3AUWMN CEKPETOPHON
AUHaMUYeckon akTMBHOCTW AKTI He KOHTpONUPYeTCA rMnNoTanamycom
W He NOJAAEeTCA BLICOKMM KOHLUEHTPaUnam nepudepuyecknx riokokopTu-
KOMAOoB NO NPUHUMNY OTPULATENbHOW OBPaTHON CBA3N. BbiCOKME KOHLEH-
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Tpaunn AKTT B030eACTBYIOT Ha KIETKN KOPbl HAAMNOYEYHWUKOB, BbI3bIBAA WX
rMNepnNasuio 1 runepcekpeynio rIkokopTrkongos. Bcnepcteune 3Ttoro
YTPAunBaeTca U HOPMANbHLIN PUTM CEKPeuMW FNIOKOKOPTUKoMAos. Co-
aepxanve AKTT n kopTu3ona B NNasme KPOBWU YTPOM MoxeT bbiTb 8 npe-
Aenax HOpMbl, a Beuepom BCerga nosoiweHo. Bcneactene n3bbiTouHoW
NPoAyKUMN KOPTU30Na NOBbLILIAETCA CYMMAPHAA CYTOYHAR IKCKPeumnsa C8o-
60AHOro KOPTU30Na C MOYOW. XPOHNYECKAA TMNEPKOPTU3ONEMUA NOJasB-
nseT cekpeunio KopTukonubepuHa ruNoTanaMycom v WHrnbupyet npo-
aykumn AKTT HOpManbHbIMU KOPTUKOTPOdAMK, HTO NPUBOAVUT K UX aTpoO-
dun.( Lepos UW., MenbHnueHko A, 2013)

AKTl-3kTonnpoBanHbin - cunapom. AKTT-3KkTONMpPOBaHHLIA  CUH-
APOM — 3TO KNACCUYECKUA NAPAHEONNACTUYECKUA CUHAPOM, KOTOPLIA MO-
XeT 6biTb CBA3AH C MHOXECTBOM COAMAHBIX onyxonew, B8 6onblunHCTBe
CBOEM HENPOIHAOKPUHHON NPUPOAD!, BKKOYAA arpecCUBHbIE ABHLIE ONY-
XONW, TAKNE KaK MENKOKETOUHbIA Pak nerkoro (27%), ckpbiToie onyxonu,
KaK, Hanpumep, SpoHxnanbHbIA KapunHona (21%). Tmnepnpogykuna AKTT
YCHMIMBAET B OCHOBHOM GYHKLMIO NYYKOBOW 1 CETYATOW 30H KOPbI HAANO-
4YeYHUKOB, a n3bbiTouHan ebipaboTka KOpPTUKOCTepongos obyciosnueaeTt
reHes OCHOBHbIX CMMNTOMOB OONE3HW: AUCNNACTUYECKOrO OXWUPEHUR,
TPOPUUECKUX W3MEHEHWA KOXM, apPTEPVANbHON rUNEPTEeH3NN, Kapawuo-
MWUONATUW, HapyWEHNA YrNeBoAHOrO 06MeHa, BTOPUYHOro nMMyHogedm-
UMTa, BTOPUYHOIO MMNOrOHAAN3MA, CUCTEMHOrO OCTEONOPO3a, Hedponu-
Thasa C BTOPWUYHBLIM NuenoHedpuToMm, dHuedanonaTun, IMOUNOHANLHO-
ncuxnuecknx paccTpowncts. (Kysneyos H.C, Natkuna H.B., fobpesa, 2012).

AHppocTepoma. AHApPOCTEpPOMA — ONYXONb KOPbl HAANOYEUHWUKOB,
NPOAYUMPYIOLLIAA N3ObITOYHOE KONNYECTBO AaHAPOreHOoB. 3T AOCTOTOYHO
peakve onyxonu (1-3% BCcex HOBOOGPA30BaHWUN HAANOYEYHWKOB) BbLIRB-
NAIOTCA BO BCEX BO3PACTHLIX rPyNNax, HO NPEUMYLECTBEHHO Y XEHUWWH B
so3pacTe go 40 ner.

Heperynupyemas npoaykuuWAa aHAPOreHOW TKaHblo onyxonu oby-
CNOBANBAGT CUHAPOM PaHHEro NONOBOro PassBuTUA AeTen ( y gesoyek no
reTepoCceKCyanbHOMY, a Y ManbuMkos — NO N30CEKCYanbHOMY TUNY) U BU-
pUNN3aLNK Y KEHIWNH.

Bupununinpyowmne onyxonn o6bIYHO MMEIOT XOPOWC Pa3BepPHYTYIO
COeaNHUTENBHOTKAHHYIO Kancyny. 3Tn HOBOOOPa30BaHUA MOTYT OCTUraTb
6onbwnx pasmepos v maccol go 1 kr. Onyxonu guametpom 6onee 5 cm no-
4TW BCEraa 3n0KauecTseHHbl. BO3MOXHO MeTacTasnposaHne B nerkve, ne-
yeHb vnn gpyrue opraxol. (Mantenees U.B., fleaos WM., banabonkun MM,
Maposa E.A. v gp.,2000)
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KnuHnueckan KapTuHa. KNMHWYeCKan KapTMHa runepaHaporeHuu
MOXET BapbUPOBaTL OT MATKOW AedemuHesaunn (MAFKOro rupcyTusma 6es
61OXMMMYECKNX MapKePOB FUNEPaHAPOreHnn) A0 BHIPAXEHHON BUPUAN-
3auuu (supunbHoro cuHapoma). CUMNTOMBI FMNEPAHAPOTrEeHN BKNIOYAIOT
KaK TUNWYHOE NOopaXeHWe BONOCAHbIX GONNNKYNOB WNN CanbHbIX XKenes,
TaKk U PenpoaykTWBHble HapyweHus (ameHopelo u 6ecnnogue). Nepude-
pudecknmun 3pdekTamn  136bITKA aHAPOreHOB ABNAIOTCA CUMMTOMbI aH-
APOreH3aBUCUMOW aepmonaTvu.

AkHe - 3aboneBaHve BONOCAHLIX GONNNKYNOB N CanbHLIX Xenes
BCNEACTBME 33KYNOPeBaHWs BbIBOAHbIX NPOTOKOB. COxpaHeHWe akHe
y *KeHLuH cTapwe 20 net MoXeT yka3blBaTb Ha runepaHaporednio. OgHnm
U3 NaTOreHeTUUeCKUX 3BEHbEB BO3HWUKHOBEHA akHe ABMAETCH rune-
paHaporeHuna. 3aboneeaHne MoXeT CONPOBOXKAATLCA cebopeen - runep-
NPOAYKUWEN CanbHbIX Xene3 Noj BNUAHWEM aHAPOreHos W3bupartenbHo
Ha BONOCMCTON 4aCTU ronoebl, 8 061aCTV NUUA, Ha FPYAN 1 Ha CNUHE.

B du3nonornuecknx ycnoBruAx aHAPOreHsl CTUMYNNPYIOT He TONbKO
GYHKUMIO CanbHbIX XKene3, HO U BONOCAHbIX GONNNKYNOB, NOCKONbKY B ae-
pvBaTax KoXu NPUCYTCTBYIOT PELENTOPbI K aHAPOreHam. Peakuus BONOCA-
HbiX GONNUKYNOB Ha aHAPOreHbl 3aBUCUT OT WX NOKanU3ayvu: B NoGHoOW
¥ TeMeHHOW 06nacT anuTenbHuId W3BBITOK aHAPOreHoB NPUBOAUT K
CNasmy CoCyaos, oKpyxawowmux ¢onnmkynsl, 1 3atem K ux rndenu u ¢op-
MUPOBAHWIO AHAPOreHHOW anoneunn. AHAPOTreHHanA anoNeunA ~ Haaex-
HbIW MaPKEP TAXKENOW MTMNePAHAPOreHNN N OCHOBAHWUE AR NOUCKA aHAPO-
reHNPOAYLUMPYIOWER ONYXONN ANHHWKOB M HAANoYeuHuKos. B apyrux
y4acTkax Tena n3bbiTOK aHGPOreHOB BbI3bIBAET Pa3BUTUE TMPCYTU3MA.

MpcyTM3m — N36bITOUHBIA POCT TEPMUHANBHBIX BONOC Y XKEeHWMH
B aHAPOreH3aBUCKMMbIX 30HAX — CNEACTBUE ANMTENbHON CTUMYNAUMK W3-
6bITKOM aHAPOreHoB BONOCAHbLIX GONNNKYNOB U NPEBPALLEHNA NYLUKOBBIX
BONOC B TepMUHanbHble (CTepXKHEBbIe, XKeCTKe, NUrMeTupoBaHHbie). (fle-
nos N.U., MenbHnuenko A, 2013)

KnuHnyeckaa maHndectauna rupcytsama onpepenseTca Hanuunem
aHAPOreHYyBCTBUTENbHBIX BONOCAHbIX GONNUKYNOB, YACNO KOTOPbIX reHe-
TUYECKN AETePMUHUPOBAHO, NPUMEPHO OAWHAKOBO Y MYXYUH WU XKEHWWH
1 BapbUpyeTCA B 3aBUCUMOCTI OT ITHNUECKOW NPUHAANEKHOCTU. YyBsCTen-
TeNbHOCTb K aHAPOTeHam AEPUBATOB KOXMN 06YCIOBNEHA He TONbKO Hanu-
UMEM B HUX AHLPOreHOBbIX PELENTOPOB, HO W AKTUBHOCTbIO depmeHTa Sa-
peaykrasbl. (E. 3. TpoaHuukan, M.A. Kypuep,2012)

MNocnegHue roabl UccneaosaTensmu yaenaetca 6onbwoe BHUMaHue
depmenTy Sa-peaykTasbl, NOBLILEHHAA AKTUBHOCTL KOTOPOro, NONAraloT,
uonpegenset aHAPoreHHbln 3GdpekT B TKaHAx-MmuweHsx. (Manbiwesa Of.
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v ap.2011) Tak, noa snuaHnem pepmeHTa Sa-peayKTasbl TeCTOCTEPOH npe-
BPALLAETCA B KNETKe B AErMAPOTeCTOCTEPOH, aHAPOreHHaa aKkTUBHOCTb
KOTOPOro B 2 pasa Bblwe, YemM TecTocTepoHa. B ¢BA3n € 3TuM OT coaepxa-
HWA 5a-peayKTa3bl 3aBUCAT YPOBEHb CaMOro akTUBHOTO aHAPOreHa Anrng-
POTECTOCTEPOHA W CTENEHb BLIPAXKEHHOCTV awgporeHusaynmn. MmenHo
ANMAPOTECTOCTEPOH C HaMbGONbIUMM CPOACTBOM CBA3LIBAETCA CO Cneuw-
dUyEeCKUMI UMTONNA3MATMYECKMMU PeUenTopHbIMK Genkamu, B pesynbTa-
Te yero obpasyertca aHAPoOrer-peyenTopHuIn kKomnnekc. (Porosckan C.U.,
2004)

ARAQPOreHoBbLIV peuenTop ABNAGTCA ALEPHBIM PEUENTOPOM, CNOCO6-
HbIM CTUMYNNPOBaTL TPAHCKPUNUWIO aHAPOFEHPErynupyemMbix reHoB Npu
B3aUMOZENCTBUN C HUM TEeCTOCTEPOHA WAW gurnapoTtectoctepoHa. Ero
4YBCTBMTENBHOCTL K aHAPOreHaM MOXeT ObiTb reHeTU4EeCKU AeTePMNHN-
POBaHA W 3aBUCAT OT ANNHBI BBICOKONONMMOPGOHON 30HbI, COCTOALLEN M3
pasnnMuHOro uncna nosTopos TpuHykneotngos CAG B 1 3k30He. B He-
CKOMbKMX NCCIEA0BAHWAX BbINO NOKA3aHO, YTO YKOpPOUEHVe ee ANnHbI ac-
COUMMPOBAHO C FMPCYTM3MOM. AKTUBHOCTb Sa-pegyKTassl ysennunsaetca
npu 8o3gencTenn $aKTopos pocTa M aHBPOrEHOB, B TO BPEMA Kak 3CTpa-
AVON N NporecTepoH cnocobHbl HrMbMpoBaTL ee B8 KOXe NOHKOBOW 0bna-
CTN 1 reHnTannn. TAXEeCTb rMPCyTU3Ma He Bcerga CooTBETCTBYET CTeneHu
6uoxumunueckon runepaHaporedmn. faHHoe HeCooTBeTCTBME MeXAY
YPOBHEM aHAPOreHOB W CTeNeHblo M3BbITOMHOro PocTa BONOC OTpaxaeT
pa3Hyl0 MHAVBWMAYaNbHYID 4yBCTBUTENBHOCTL BONOCAHBLIX ¢onnnkynos
k TectroctepoHy (fleaos U.A., MenbHuueHko I.A, 2013)

I'mpcyTHoe uncno ®eppumana-fonnsen (Ferriman DM, Gallwey JD.,1961)
ncnonbsyerca AnA obbekTMBHOrO onNpegeneHWA CTeneHW rupcyTuama
Y XeHWMWH. PacyeT HaunHaeTtca ¢ Hyna (0), 4TO COOTBETCTBYET OTCYTCTBUK
NaToNOrN4eckoro PocTa BOOC B MCCNEAYEMON 30HE TeNa W 3aKaHYNBaAETCA
undpon 4, KOTOpana COOTBETCTBYET MAKCUMAlbHON CTENEHWU POCTa BONOC.
Ann 6onee 06BEKTMBHON OLEHKN TENO pa3geneHo Ha 9 30H - rybbl, nogbo-
POAOK, TPyAb, XMBOT, Nobkoeaa 06nacTb, pykH, HOrM 1 cnuHa. MpcyTHoe
4YNCNO COOTBETCTBYET CyMmMe BCex 6annos B 9 30Hax Tena. MakcumanoHoe
FUPCYTHOE 4nCNO MoXeT 6biTb 36 (4 x 9 = 36). MmeHHO Tak onpeaenseTca
lpcyTHoe Yucno Qeppumana-Tonnsen:
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FupcyTHOoe yucno Bua rupcyTuama
(cymma) (npeanonoxexnusn)
1-9 KOHCTUTYUNOHANbHBIA FTMPCYTU3M
10-16 NpomexyTouHbi neprog
17-40 pcytnam
41-44 BbipaxeHHbIN rupyctnsm

Buyprnnsauns - ABHLIA NPU3HAK 3HAYNTENBHOTO U3bbITKa aHgpore-
HOB. Bupunusaynsa srnouaeT B ceba GopmMMpoBaHME MYXCKWUX uepT
nbbICTpytlo  aedemMuHnsaumio. Bupunnsaunio OTMeuYalT MeHee uyem
y 1 % xeHwnH ¢ rmpcytnamom. OgHON 13 NPUYNH ABNAIOTCA OMYXONU
HaaNoOYeYHUKOB, NPOAYUMpYyLWWe aHaporeHol. Onyxoneeasa npupoaa
rMNepaH[pPOreHnn CBA3aHa C BbICOKUM YPOBHEM CEKpeunun TectecTepoHa.
Mpn Nporpeccun BMpUAN3aunN ONMroMeHopes BbiCTPO CMeHREeTCA BTO-
PUYHON ameHopeen. BupunbHbIA CMHAPOM nposasnaeTca Nbon kombu-
Hauuen APKUX KIMHWYECKNX NPU3HAKOB: FTMPCYTU3MOM (TMPCYTHO Yncno
npesblwaeT 18 bannoe no wkane Qeppumana-fansesn), aHAPOreHHon ano-
neunen ¢ CUMMETPVYHBIM BbINAZEHNEM BONOC B NOBHON 1 TemeHHou 06-
nactax, bapndornen (cHwxkeHnem Tembpa ronoca), Mackynusamsauymnen u-
rypol (ysenmueHmem obbema MbIWEUHOW TKaHW 1 nNepepacnpegeneHnem
KUPOBOW C XAPAKTEPHLIM YBENNYEHNEM B ATOANYHON 06NacTy, ymeHblue-
HUEM pa3Mepa MONOYHbIX Xenel), ysenuueHuem knutopa (6onee 1 cm -
KNnUTapomeranua, CBMAeTeNbCTeyeT O ANUTENbHOCTU TAXenown rune-
paHaporexuu 6onee roga). (Qeaos UMW, MenbHunuenko A, 2013).

AuardocTuka.

CrvmnTombl BUpUAU3aummn 06ycnosnueaT HeO6x0AMMOCTb YTOUHWUTD
UCTOUHUK N30bITOYHON NPOAYKLMIN aHAPOrEeHOB C NOMOLLbIO BU3Yanu3sn-
PYIOWNX METOROB.

CxeMa NO3TanHOro anropnuTma AUArHOCTUKN cuHApoma M'A y xeHWwnH
pPenpoayKTUBHOIO

Cxema No3TanHOro anropruTMa AMarHoCTMKN cuiapoma MA y xeHwmnH
penpoayKkTUBHOFO Bo3pacTa (Amutpnagn T.A,, 2011,)
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1 3TAM. CGOp KIN0O, IHAMHKEIA JKHIHU W 3060/1€BaHMA, TMHEKONITAYCCKHA OCMOTD,
¢H3HKanbHOE obcnegosanne (MMT, AL OT, OT/0B), Y3H manors taza
OueHKa KIHIHYECKKX NPHIHAKOB:
OT >80 cw (1 6aan)
Onnromenopen (5 6annon), amenopen (8 6annos)

mpcyTHIM - cveT no wkane Ferriman-Gallwey > 8 (4 6anna),
TupcyTnam - cvet no tuxane Ferriman-Gallwey > 15 (6 6annos),
AKkHe, yCTORUKRABIE K AepM3TONOTKIECKOR Tepanwuy (4 Ganna)

Angponands anoneumns (15 6annos)
BupuanIauds (KIKTOpoMerannn, 6apHdoHHS, IHAPORDHIN ANORELUS,

TRMCNBA THPCYTHIM - cveT no wkane Ferriman-Gallwey > 15}

|

2I3TAN. Cymma 6annos > 8 anv BHpUIKI3UKA.
FopmonanbHOC Hecheporanke Ha 3 - 4 feHb UAKNA
AT, ®CF, TTF, npoaaktun, £2, T ofw . FCNC,

pacver ACA
MponakTuy >28,9 ur/mMa 8 3-x npobax 1 TTl >4.2MxME/Mn = Técn
MU/l < 60 % - MPT runoduaa TTT<0,3uxME/Mn +T3 c8

33TAN. T 6w > 56 Wo/Rn v/unw HUA > 2 %, l'opMcHanbHoe Heeneaopanne
Ha 3 - 4 gens urkna: [IF3AC, 17-00
JIMarHOCTHKA METABOANYECKKX OCNOMHEHHHA:
raoxo3a n HPHY p peHoINOH KPOBHK 1taTOWAK
pacuer nuaekcon HOMA, Caro, XC NIBA ANHNL TC

OnpegeneHve cogepxaHva NONOBbIX TOPMOHOB LenecoobpasHo npo-
BOAUTb B PaHHIOL GONNUKYNAPHYIO $a3y Ha 5-7-01 A€Hb MEeHCTPYanbHOro
UMKNa. INA UCKNIOYEHUA TMNEPAHPOreHUN MOXHO OrpaHUuUTLCA onpepe-
neHuem copepaHna obwero Tectectepona, AM3A, rCNr, OCr, Nr, 17-rugpo-
KCUNporecTepoHa.

1. Heknaccuueckan ¢popma BAKH, obycnosneHHan pepuuntom yuto-
xpoma P450¢21, nogpasymesaeT BbICOKWI ypOBEHb 17-rugpokcunpo-
rectepoHa (flepos W.U., MenvHuuenko A,2013) 1 nosblleHne ypoBHA
D3A-C, anapocTeHguoHa . [ina conbTepaowen Gopmbl TUNUYHO NOBbILWe-
HMe peHWHa NNasmbl, YTO OTpaxaeT geduUNT anbaocTepoHa. Tak xe npu
Knaccuueckux popmax nosoiwen yposeds AKTT (Qenoe UW., MenbHnuen-
kol.A, Qagees B.B, 2014).

Ona anarHoCTUKM BPOXKAEHHOW AUCHYHKLMM KOPbI HAQNOHEUHUKOB
(BAKH) B HacToAWee BpemMA CTann WUPOKO MCNONL30OBATLCA METOAbI MO-
NEKYNAPHOW FEHETWKWN, NO3BONAKIWMNE BLIABUTH AUArHOCTUHECKN 3HAYW-
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mble MmyTaummn reHa CYP21P, npusogswue k gedununty depmenTa
21-rnapokcunasbl. Ana NOATBEPKAEHNA UAW WCKAIOYEHWA HAANOYEUHN-
KOBOro KOMNOHEHTA rMNepaHAPOreHUN B Hay4yHOW nuTepaType uMeeTca
060CHOBAHHAA NO3WMUWA AaBTOPOB, OrPaHUYMUBAIOWNX FOPMOHANbHbIE WC-
cnegosaHuAa onpegeneHnem Tonbko yposHa ANIAC, 1.e. 6e3 napannenbHo-
ro onpegeneHna ewe v cogepxanmna 17-a-rugpokcunporectepora (17-OH-
NF). 310 06bACHAETCA Tem, YTO NocnegHin, Byayur NPOrecTUHOM, ABNRAET-
CA KOCBEHHbIM MapKEepPOM HaANO4YEeYHWKOBOW rMNepaHaporeHnn, accoyu-
npyemon B8 ocHosHoMm nuwb ¢ BAKH. B otnnune ot storo AM3AC, oTtHoca-
WWACA NO CTPYKType u Buonorvyeckum GyHKUMAM K aHAPOreHaMm, npuv
yBENMUYEHUN €ro ypOBHA B KPOBM NPAMO NOATBEPHKIAeT yCUNeHne aHapo-
reHnpogyuvpyrowen ¢yHkumn Hagnoueusukos. (Manbiweea OJ. v gp.,
2011).

2. Mpwn HaNWuMK y NaUMeHTa CMMNTOMOB CUHAPOMa KylwwuHra Heob-
XOAMO NPOBECTU Manylo AekcameTaloHosylo Npoby. B nepebiit geHb B 8-9 u.
YTpa nauveHT NpoBepAReT ypoBeHb KOPTU30Na B CbIBOPOTKE KpoBu. B 24 u.
IT10r0 Xe AHA NAUMEHT NPUHUMAET BHYTPb 1 mMr gekcamertasoHa. B 8-9 u.
Cnegylowero gHa y nauveHTa ONAT NPOBEPAIOT YPOBEHb KOPTU3ONA B Cbl-
BOPOTKe. B Hopme ypoBeHb KopTu3ona cHuuTca Gonee yem B 2 pasa (fe-
nos N, MenbHnuenko A, ®agees B.B, 2014).

3. bonblan gecameTtasoHosan npoba NPOBOANUTCA, KOr[a AONKHOMO
NOAABNEHWNA YPOBHA KOPTU30Na He Npon3owno. OTAMYAETCA OHA OT Manon
TONbKO ypoBHEM gekcmeTasoHa 8 mr. Mpu 6onesnn Kywura nocne nprema
AeKCameTa3oHa NPOUCXOANT CHUXKEHWE YPOBHA KOPTU30ona bonee yem Ha
50%, npn KopTUKOCTepoMe 1 3KkToNuposaHHoM AKTI-curapome ykasau-
HOFO CHUXXEHWE YPOBHA KOpTU3Oona He npoucxoaut (depoe W.U., Menbhun-
yeHko A, Dapees B.B, 2014).

4. MNpwv anppocTepome cogepxaHue TectectepoHa n AMNSA 8 kposu
BO3pAacTaeT B QECATKW Pa3. Jkckpeuna 17 rugpokcvunporectepoHa u Co-
AepKaHve KOpTU3ONa B KPOBW, KaK NPaBWNO, OCTalTcA B Hopme. (MaHTe-
nees 1.B., Qegos N.W., Banabonknn M.U., Maposa E.W., u gp., 2000)

JNleuenne. PeleHne Bcero KoMnNneKkca NepeyuCneHHbix Bbilwe Npo-
6nem, BO3HWUKAIOWNX NPU AUArHOCTUKE W NEYEHUW TMNEePaHAPOreHun
Y AEHWMWH— 3TO KPONOTAMBLIN N ANWTENbHBIV NPOLECC.

OCHOBHbIM METOLOM KOPPEKLMUN FMNePaHAPOreHMn CAYXKNT npume-
HEHWE TNIDKOKOPTUKONAHLIX rOpMOHOB. MNpu HegocTatouHoCcTM P450¢21,
CBA3AHHOMN € AePUUMTOM NPOAYKUUN KOPTM30NA, 3TO 3aMeCTUTeNbHOe ne-
yenue (Manbiwesa O. 1. n ap., 2011). fo3y rAOKOKOPTUKONAOE nogbupatot
Cy4eTom $U3MONOrMYeckoro ypoBHA cekpeunn kopTtusona. Mpwu sbibope
npenapaTta yunTblBaeTcA BO3pacT naumeHTa. [ponoHrnposaHHbie aHanorm
FNIOKOKOPTUKONAOB (NPeaHW3ONOH, AeKcameTasoH), 0bnagana BblICOKOW
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AKTUBHOCTLIO U BbipaxeHHbIM AKTT-cynpeccuBHbimM 3¢ deKToM, Bbi3biBatoT
¥ 3HauUMTENbHOE TOPMOXEHME POCTa, NO3TOMY WX NPEUMYWECTBEHHO WC-
noNb3OBaThb Y BIPOCNLIX. [IPEAHN3ONOH Ha3HAYalT B ABa NpUeMa (paHo
yTPOM ¥ Beuepom), Ao3a coctasnaer 3,0-3,5 mr/m’ nOBepxHOCTU Tena
g CyTku. [Ipn Tepanun AeKCameTas’oHOM BO3MOXEH OAHOKPATHLIN NPUEM.
(Nepos U.WN., MenbHnuerko A, 2013). [lexcameTa3oH OTHOCMTCA K anu-
TeNbHO AENCTBYIOWUM CUHTETUHECKUM TIIOKOKOPTUKOUAAM. ITOT npena-
paT yrHeTaeT afpPeHOKOPTUKOTPONHYO GYHKUUIO runodun3a, He nosblwaeT
apTepuanbHoe gasneHve u He BbibiBaeT obpasosaHue otekos. MNpu apy-
rux GopMax HAANOYEYHUKOBOW rMNEPaHAPOreHnN NPUMEHEHNe KOPTUKO-
CTePOVAOB HANPABNEHO HA TOPMOXEHWE KOPTUKOTPONHOW GYHKUWWU T!-
nodu3sa n asnseTca koppurnpyownm, (Mansiwesa O.M. v ap.,2011).

Begywee mecto B KOppPeKUUN 3TUX COCTOAHUIA 3aHUMAIOT COBPEMEH-
Hble KOMOUHUPOBaHHbIE OpanbHble KOHTpauenTusebl (KOK), Takvne kak ao-
HaTOPb! ICTPOreHHOro U reCcTareHHoro KOMNoHeHToB. MaunexTkam ¢ Npu-
3HaKaMu runepaHaporeHnu LenecoobpasHo pekoMeH[oBaTb ropMoHanb-
Hble KOHTPaUeNnTuBbl, Coaepalime rectareH ¢ aHTUaHAPOreHHbIMWA CBOW-
cTBamMW. B 3HaUNTENbHOW CTENEHWU TaKUMW CBOMCTBaMWU 06BNapaloT npena-
paTbl, B COCTaB KOTOPbLIX BXOAAT NPOU3BOAHbBIE NPUPOAHOTO NPOrecTepoHa
— UMNpoTepoHa aueTtaT n XNOpMaguHoHa auetat. OHW He TONbKO Noaas-
NAOT NPOAYKLUMIO aHAPOTEHOB, HO U OKAa3blBAlOT BblPaXXeHHOE NOKanbHoe
aHTWaHgporeHHoe agencrsve. Llenbio nx HasHayeHWA npu runepaHgpore-
HAW ABNAETCA TOPMOXEHWE CeKpeuun roHagoTPONUHOB U OBYNAUWUW, NO-
AasneHne sbIpaboTKM SHAOTEHHbIX AMMHUKOBbLIX FTOPMOHOB B LENOM W aH-
APOreHOB B HaCTHOCTW. KOMBUHWPOBaAHHBIA Npenapar, cogepXawun un-
NPOTEPOHa aueTaT, XoTA U obnagaeT KOHTPaUENTUBHLIMA CBONCTBAMM, HO
COrNacHoO NepecMOTPEHHON UHCTPYKUUW NO NPUMEHEHUI0 OTHeCeH K npe-
napartaMm, nNpPeAHAa3HauYeHHbIM ANA NEeYeHWA TUNepPaHAPOreHHbIX pac-
CTPONCTB, NOITOMY B LENAX ANNTENbHOTO NPUMEHEHWNA KaK KOHTpauenTtns
Henpuewmnem,

37



