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CUHAPOM TMNEPAHAOPOTEHUU U ETO
OCOBEHHOCTU B NOAPOCTKOBOM BO3PACTE

AKTYAJIbHOCTb MPOBJIEMbI

Cunopom eunepanopoeenuu (CI'’A) — CUMITTOMOKOMILUIEKC, pa3BHBAIO-
ITUHCS B )KEHCKOM OPTaHU3ME BCIIEICTBHE N30BITKA aHAPOTESHOB HIIH yCHJIE-
Hust uX 3QHEKTOB B TKaHAX-MUIICHSX [S]. SIBISSICh Pe3yJIbTaTOM CEPhE3HBIX
HapylICHUH B CUCTEME THIIOTaJIaMyC-THIO(U3-IHYHUKH-HAAIIOYCYHUKH,
TUIEPaHAPOTeHUS MOXKET COIMPOBOXKAAETCS THPCYTH3MOM, HapyIICHHEM
MEHCTPYaJIbHOTO IIHMKJIA, HEBBIHAIIIMBAHNEM OepEeMEHHOCTH, OECIIIOAEM,
MATOJIOTHEH METabOIMIECKUX MPOIECCOB: TUIICUPUHCYIMHEMHUECH U WHCY-
nuHopesuctenTHocthio (MP) [8, 27]. Hepeako rupcyTusMm siBisieTcsl KIu-
HUYECKUM CHUMIITOMOM CHHJPOMA IMOJUKHUCTO3HBIX stmuHuKoB (CITKS). ITo
JIaHHbIM psana ucciaenosareneit CIIKS BeusiBisitor y 4—-12 % xeHIuH pe-
MPOAYKTUBHOTO Bo3pacta [58], Bo3pacras g0 18-20 % cpenu mammeHTOK
¢ OecroareM u 10 70 % B cTpyKType 3HIOKpUHHOTO Oecrutomus [7, 8].
Hamnoro pesxe, ueM rupcyTU3M, BCTPEUACTCSl BUPWIM3AIMUS, HO B OCHOBE
€€ MOTYT OBITh Cephe3HbIC MATOJIOTUYESCKUE MPOIIECChI, TAKUE KaK MaJIur-
Hu3anus. Hekmaccuaeckast popma BpoKIeHHON THIIEPIUIa3HH KOPBI HAIITO-
yeynnkoB (HKBI'KH) npusnana HanGomnee gacTol MpUUNHON aJIpeHaIOBOI
runepanaporennu [47]. KiimHudeckue nposiBieHus IpU 3TOM 3a00JI€BaHUHU
MOTYT ObITh MUHUMAJIbHBI, & HACTYINHUBIIAS OEPEMEHHOCTh CITYKUT IPOBO-
OUPYIOMIAM (PaKTOPOM, BBISBISIFOIIAM CKPBITYIO ITUC(HYHKIIHIO CTEPOUIIO-
reHesa, B CBs3U ¢ yeM cBoeBpemeHHas auardoctuku HKBI'KH Baxkna juist
PETPOIYKTHBHOTO 310pOBhs. Ko BCeMy CKa3aHHOMY HYXKHO JOOaBUTH, YTO
CUMIITOMBI THIICPAHIPOICHHUU SIBIISIOTCS MMPUYMHON NIIyOOKUX IMEpPEeKUBa-
HUW y MHOTUX MalUeHTOK [47, 52].

[IpoGema rumepaHAPOTeHHBIX HAPYUICHUH KacaeTcsl He TONBKO JKEH-
muH (epTUIBHOTO BO3pacTa, HO U JeBOYEK-TOAPOCTKOB. [Iybeprar oTHO-
CST KPUTHIECKOMY TIEPUOAY B PA3BUTUH KEHCKOTO OPraHU3Ma, TaK KaK Ha
ero )oHe reHeTUYEeCKUE U CPEIOBBIC (PaKTOPhI CIOCOOCTBYIOT MaHHU(pecTa-
UM Pa3IUYHbIX HEHPOIHAOKPUHHBIX CUHIAPOMOB [1, 7]. CnenoBaTensHoO,
JUTS1 ONTUMAIBHOTO ITOJIX0/1a K PEIISHHUTO psifia POoOIIeM permpoayKTOIOT U
¥ SHIOKPUHHON THHEKOJIOTHH HEOOXOAMMO paHHEE BEHISBIICHHE Hapylie-
HUH SHJIOKPUHHOI CUCTEMBI y I€BOYEK B NIEPUOJ ITOJIOBOTO CO3PEBAHMUSL.

AMUOEMUNONIOTNA CrA

PacmipocTpaHeHHOCTh THpPCYTH3Ma Cpenu MonpocTkoB LleHTpampHOTO
(henepampHOTO OKpyra Poccuu mo marasM Ha 2003 rox coctaBuma 7 % [19].
UccnenoBanus, mposenenusie B CIIA, BBISIBUIH, 4TO OT 2 10 8 % XKEHCKO-
rO HACEJICHUSI UMEIOT TUPCYTHU3M, IPUUEM HET Pa3Inyuil B pacIpOCTpaHCH-
HOCTH CPEIH MPEeICTaBUTEIbHULl EBPOIICOUTHON U HErpouaHOH pacsl [39].
B memom cauTaeTcst JOBOJIBHO CIIOKHBIM TIPOBEICHUE OIEHKH PacIpocTpa-
HEHHOCTH THpCyTU3Ma B o0rmieit nomymsuuu [52]. Yactora CI'A B cTpyK-
Type TMHEKOJIOTHYeCKHX 3a0oneBanuii koneonercst ot 1,4 o 3% [16]. Ya-
crora HKBI'KH Bcnencrue 2 1-runpokcunasnoii (21-I") HemoctarouyHocTH
B 00MI1€# MOMyIsiiuy 04eHb Bbicoka — 110 0,3 %. B HEKOTOPBIX STHUYECKHUX
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rpyMIax 3TOT (PEePMEHTATUBHBIN ACPEKT BCTPEUACTCS
eme vamie: 1,6 % B IOrocnasuu, 1,9 % — B Mcnanumu,
3,7 % — y eBpees 3amagHoi EBpomsr (Ashkenazi). [o
JIaHHBIM TOMYJISIIMOHHOTO uccnenopanmst B CIIA, ga-
crora HKBI'KH cocraBuna 1 % cpenu pasHOPOIHOTO
HaCEJICHUS Hbm—ﬁopKa [47].

KNMHUKA CTA

KimHu4eckuie mposiBICHUST YpE3MEPHOTO BITHSHUS
aHAPOTEHOB B JKEHCKOM OpraHM3Me MHOTOUYWCIICHHBI,
HO OCHOBHBIM IOBOAOM JJIsi OOpalleHUs K Bpady Bce
Ke SABJIAETCS M30bITOUYHBIN POCT TEPMUHAIBHBIX BO-
JIOC C pacrpe/ieieHueM UX 110 MY>KCKOMY THITY, TO €CTh
TUPCYTH3M. DTOT TEPMHUH HEPENIKO Iy TAIOT C TOHSITHEM
TUIEPTPUX03 — U30BITOUHBIN POCT BoJsioc B HHAHDDe-
PEHTHBIX 30HaX (Mpenriedne, rojaens) [27]. Haunbonee
OOBEKTUBHBIM CHOCOOOM OLIEHKH CTEIEHU TSIKECTH
TUPCYTH3Ma SBIISIETCS TIOITYKOJIMYECTBEHHBIH METO[
¢ ucnosnb3zoBanueM mkaynsl Geppumena-lonnses [33].
Cymma 0anjoB, COOTBETCTBYIOIIAs BBIPaKEHHOCTH
OBOJIOCCHUS B aHJPOICH3aBHCHUMBIX 30HAX, Ha3bIBa-
€TCSl «TOPMOHAIBHBIM YUCIOMY». «I HpCyTHOE YHCIIO»
JIOTIOJTHUTENFHO YUUTHIBAET CTENECHb BBIPAXKCHHOCTH
OBOJIOCEHUS B MHIAU(PQPEPEHTHBIX 30HAX U CYyMMHPY-
eTCsl K «TOPMOHAJIBHOMY YHCIY». 3HAU€HHE «TOPMO-
HaJIBHOIO YHCJIA» ONPEHESACT CTENEHb I'MPCYTHU3MA.
He cymiecTByeT aOCONFOTHBIX T'PAHHUIIL, OIPEACITSIONINX
CTeleHb rupcyTusma o mkane dGeppumena-Iomises.
«l'opmonanbHoe uncio» ot 5—6 go 12—14 6anioB oT-
pakaet JErKylo CTeneHb rupeytusma [52, 11].

Bupunuzanus mpeacTaBisieT COO0H MMPOKUTA CITIEKTP
CHUMIITOMOB Hapsiy C THPCYTH3MOM, TPEJIIONararoix
BBIpOKEHHBIM M30BITOK aHApPOreHOB. K HMM OTHOCAT
MPU3HAKK MACKYIHHU3ALMUU (KITUTOPOMETajns, CHUXKe-
HUS TeMOpa rojoca, TMOBBIMICHNUE MBIIICIHOW MacChl),
(hpOHTATLHO-BUCOYHYIO QJIOTCITHIO, YCHIICHNE JTHOUTO0
WIN K€ TPU3HAKH JieeMHUHU3AIMKA B TIOCTIyOepTar-
HOM miepuofie (aTpousi MOJIOUYHBIX >Kelle3, U3MEHEHUE
TEJIOCIIOKEHUS, BTOpUYHAsl aMmeHopes). [mupcytusm c
[PU3HAKaMKM BHPWIN3ALMU TpeOyeT He3aMeNIuTelb-
HOTO OOCIe/IOBaHUs, HAIPABICHHOTO HA IOWUCK WIIU
HCKIIIOUEHUE omyxoneBoro mporecca. [52] Ilpu mpe-
JKIEBPEMEHHOM TOSIBICHUN aKCHJUIIPHBIX U JIOOKOBBIX
BOJIOC (Z10 8§ JIeT y AEBOYEK U 10 9 JeT y MaJbdMKOB),
TAaKKe HEOOXOOUMO MCKIIOUUTh BHUPWIM3UPYIOLINE
omyxomnu [23].

OCOBEHHOCTU KJIMHUYECKMUX NPOSABNIEHUN CTA
B MOAPOCTKOBOM BO3PACTE

I'mpcytnsm y mompoctikoB ¢ CI'A muarHocTupyet-
csi B OOJNIBIIMHCTBE CIy4aeB IOCIIE MEHAapXe, B CBSI3H
¢ myOepTaTHBIM yCHJICHHEM (YHKIHH TUIOTalamMo-
runoduzapHoil cucreMsl. B mureparype cymiecTByeT
OIHCaTeNIbHBII TEPMUH «IIepUMEHapXealbHbIN 1e0I0T»

CI'A. Ha navansHbIx ctaausx popmuposanust CI'A rup-
CYyTH3M MUHHUMAIIEH WJIA COBCEM OTCYTCTByeT. Yacrto
y oapocTkoB ¢ CI'A THpCYTH3M cOUeTaeTCs ¢ yTPEeBOM
chInbio U cebopeeit [14, 18]. OnHUM U3 KIMHAYECKUX
npuzHakoB CI'A gBnsieTcst HapylIeHHE MEHCTPYalbHON
(byHKIIMM TPEUMYIIECTBEHHO I10 THUIYy OJHIO- U OI-
coMeHopeHn. B cBs3M ¢ 0COOCHHOCTSIMH CTaHOBJICHHS
MEHCTpyabHON (PYHKIIUU B TIEpHOJ IyOepTara, cyrie-
CTBYIOT OIIpEJICIICHHBIC CIIOKHOCTH B OLCHKE (YHK-
UM SUYHAKOB U MEHCTPYaJbHOTO PUTMA. DTO CBSI3aHO
¢ TeM, uTo (POpPMHUPOBAHHE OBYISATOPHOTO LUKIA Y Jie-
BOYEK MMPOUCXOUT JIUIIb CITyCTS OTPEACIICHHOE BPEeMsI
nociie meHapxe (1,5-2 roma), a TepMUH «XpPOHUYECKAS
AHOBYJISILIMS» Y IeBYLIEK ynoTpeonsercs penko [ 14]. Tlo
JaHHBIM UCTIAHCKHX HCCIIe0BaTeNIel, MapKepaMu rure-
PaHIPOTEHHOW aHOBYISINH Y I€BOYEK-TIOAPOCTKOB SIB-
nstores: P, mOBRITIICHHBIN HHIEKC CBOOOIHBIX aHAPO-
renoB (MCA = Tecrocrepon obumii / TCIIC' x 100),
yBEJIMYEHNUE OKPY>KHOCTH TaJTUU. DTH ITOKa3aTeH Jalle
BCETO BBISIBISUIMCH Y AEBYLICK C HEPETYIIPHBIMA MEH-
CTpyalbHbIMU HUKIAMU [55]. CuuTaercs, 4To B IEPUO.
mybepTara, yCKOpeHHE TEMITOB (PU3UIECKOTO Pa3BUTHS,
oTepekeHHe KOCTHOTO BO3pacTa M0 OTHOILIEHHIO K Ta-
CIIOPTHOMY U TNPEXJIEBPEMEHHOE 3aKPbITHE 30H pOCTa
CJIEJlyeT yYUTHIBaTh B IOJIb3Y MOHATHS «THIIEPAHJPO-
reauss» [1]. U xots qns pusmnonornm mydeprara xapax-
tepHa VP, o0ycioBieHHas MOBBIICHHON MPORYKIIUEH
TOPMOHA pOCTa (MHCYAUH B ATOT MEPHOA HEOOXOINM
KaK Ba)KHBI MUTOTCHHBIH (DAKTOp Ui HOPMAaJbHOTO
(hM3HOIOTHYECKOTO Pa3BUTHS U CO3PEBAHUS OPTaHOB H
TKaHEH pEePOAYKTUBHOU CHCTEMBI), HO €CITH CEKPEIIHSI
WHCYJIMHA BO3pPAcTaeT 10 ICTPOTEHU3AIUH, MOBBIIICH
pUCK paHHEW MaHU(pecTaluu MeTabOIUYeCKOTO0 CHH-
Ipoma [6].

KNACCUDUKALIUA CTA

Jlo HacrosIero BpeMeHH HEeT eIWHOW Kiaccubpu-
kaiuu CI'A. MHoroo6pasue BapHaHTOB KIMHUYECKHX
MPOSIBICHUH JaHHOTO CHHAPOMAa OOYCIIOBICHO pa3-
JUYHBIMM HapyLICHUSMH OHOCHHTE3a, TpPaHCIOpTa
U MeTaboyu3Ma aHAPOI€HOB, KOHCTUTYLIMOHAJIBHBIMU
0COOEHHOCTSIM YYBCTBHUTEIBHOCTH PELENTOPOB K aH-
JpOreHaM, OTHOCHTENIBHBIM JAE()UIIMTOM 3CTPOTEHOB,
(YHKIMOHAJIBHBIME  HApyLICHUSIMH CHUCTEMBI KOpa-
TUIOTaj]aMyC-Tuno(u3-IMuHIKH/ HaqmoueyHuky. Ya-
CTO B KIIMHHYECKOW MPAKTHKE HCIIONIB3YETCs KIIACCH-
(ukaius, B OCHOBE KOTOPOU BBIJICIISIOT JIBE OCHOBHBIC
¢opmbr CI'A: oIyXoNeBYl0O M HEOIYXOJEBYIO, HIU
¢$yHKIMOHAIBHY0. DYHKIMOHAIBHYIO THIIEpaHIpOre-
HUIO B 3aBUCUMOCTH OT NPUUYUHBI HAPYIIEHUH MOoapas-
ACIIAIOT Ha: AMYHUKOBYIO, HAJIIIOYCYHUKOBYO, CMEIIIaH-
HYI0, PEUenTOpHYyIO (0OYyCIOBIECHHYIO MOBBIIICHUEM

1 o
rJ'IO6y}1MH CBA3bIBaOLWMKN NONOBbIE CTEPOULDI.
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nepugepruuecKor YyBCTBUTEILHOCTH TKAHEH K aHAPO-
reHaM), TPAHCIIOPTHYIO (Pa3BUBAIOLIYIOCS BCIIEICTBHE
HAapyUICHUS CBS3bIBAaHMS TECTOCTEPOHA C OenKkaMu
KPOBH U TOBBIIIEHNE BCJIEJACTBHE ITOTO KOHIIEHTPAIHH
CBOOO/IHBIX aHJPOTEHOB) U ITporeHnyo [2]. [Ipu sTom
TUNEPAaHAPOTeHUs], pa3BUBILIAsiCS NpHU psijae 3aboresa-
HUM TUHOTaNaMo-TUHo(QU3apHOH 0071acTH U APYTHX
9H/IOKPUHHBIX JKE€JI€3, BBIIEJIACTCS KaK OTIeIbHAs MOA-
rpynmna. [larorenes cunapoMa runepaHaporeHuu Heo-
ITyXOJIEBOTO TeHe3a MpeICTaBIeH Ha cxeMe 1.

CxonetBo KnMHMYECKHX cuMntoMoB mpu CI'A pas-
JIMYHOTO T'€He3a YCIOXKHAET MOUCK €€ MPUYUHBL. ITO
CBSI3aHO C (PMIIOTEHETHYECKOW OOITHOCTHIO SUYHUKOB
U KOpbI HA/IIOYEUYHUKOB, CXOKUM CIIEKTPOM CHHTE3U-
PYEMBIX MU aHJIPOTEHOB, a TAKKe 0OOIOIHON 3aBHUCH-
MOCTBIO (DyHKLIMH 3THX JKeJIe3 OT LEHTPaJIbHON Peryis-
AU (KOpa-TUTIOTAIaMyC-THITO(DH3).

ONATHOCTUKA PA3JIMYHbIX BAPUAHTOB CI

CI'A onyxonegoco cenesa. Ha nepBom 3Tame nua-
THOCTHYECKOTO TIIOMCKa HEOOXOAMMO OIPEIeIHTh,
MMEIOT JIM MECTO BHPWIN3UPYIOMIHUI CHHIPOM, KO-
TOPBIN B OOJIBIIMHCTBE CIy4YaeB MPUCYTCTBYET MPHU
OMyXOJISIX SUYHUKOB U HaAmoueuHukoB [42]. [ToBbI-

LICHHE yPOBHS 0011ero TecTocTepona 6omnee 150 Hr/nn
(5,2 HMOITB/1T), CBOOOTHOTO TECTOCTEPOHA BBIIIIE 2 HI/T
(0,07 EMOIB/T), METUAPOITHAHAPOCTEPOHA CYyJIb(aTa
(AIDA-C) Beiie 700 Mxr/ma (19 MKMOJb/1) Takxke
TpeOdyeT He3aMeUIUTEIBLHOI0 00CIIeIOBaHUS, YTOObI
HCKJIIOUUTH aHAPOreH-CEKPETUPYIOIIHE Oy Xoau [42,
43]. Hapo y4yuThIBaTh, YTO MPHU HAANOYEYHUKOBBIX
KapIMHOMAaX MOXET ObITh 3HAYMMO ITOBBIIIICH B KPOBU
YPOBEHb KaK TECTOCTEpPOHA, TaK U aHJPOCTEHIUOHA
(A4). TectocTepon oOpasyeTcsi, Kak MPaBHIIO, B pe-
3yJbpTaTe 3KCTpaoBapHalibHON KoHBepcuu A4, JII'DA
n JII'2A-C [37]. DpaHITy3cKuii KOHCEHCYC IO THIIC-
PaHAPOreHUH Y JKCHIIUH TperojaracT Ha MEePBOM
JTane JAMAarHOCTHYECKOTO TIOMCKAa MPOBOJIUTH HC-
cnepoBanue ypoBHs TectocTepona u AI'9A-C. Ecnu
ypoBeHb JII'DA-C Gonbme 600 MKT/ 171, — BeposiTeH
JINarHO3 aHJIPOTEHIIPOAYIUPYIOIas OIyXOJb Hal-
noueunukoB. Ecou JII'DA-C B HOpME, a ypOBEHB Te-
CTOCTEpOHA B 2 pa3a MPEBBIIIACT HOPMY — JHArHO3
B OTOM Ciydae KoJeOJEeTCs MEXIy THIEPTEKO30M
STMYHUKOB, KaK MPAaBUJIO CBSI3aHHBIM C WHCYIHHOpE-
3HCTEHTHOCTHIO, ¥ aHAPOTCH-TIPOAYIHPYIOMIEH Omy-
XOJIBIO SIMYHUKOB. Ha crnenymiem stame quarHoCTUKU
MPOBOISITCS BU3YATU3UPYIOIIME METOABI UCCIIEI0BA-
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Cxema 1. lNaTtoreHes cMHApOMA rMnepaHapoOreHnn HeonyxoneBoro reHesa
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HUS: yIbTpa3BykoBoe uccienosanue (Y3U) suuHuKoB
Y HaJIMIOYEYHUKOB, MAarHUTHO-PE30HAHCHAS TOMOIpa-
¢bus HagmoueuHnkoB [53]. B psame ciydaeB mokaszaHo
MIpOBEICHNE MaJOW M OONBINON JEKCaMETa30HOBBIX
pob [12, 37].

Haonoueunukosas cunepanopozcenus Heonyxoie-
6020 cenesza. HKBI'KH eciedcmeue nedocmamou-
nocmu 21-I"'Y nesouek ¢ HKBI'KH mpu poxnenunn
MpU3HAKHU MPEeHaTaJbHONW BUPUIN3ALHUU OTCYTCTBY-
10T, HAPY KHbIE TEHUTAINH CHOPMHUPOBAHBI TIO JKEH-
ckomy Tuny. Hepenko 3a0oneBanne MaHUPECTHPYET
B MpenyO0epTaTHOM IEepUo/ie ¢ KIWHUKHU TMPEkK]IeB-
PEMEHHOT0 aJipeHapxe: MOKET HaOJIoJaThCa Tpe-
XKIeBpeMEHHOE My0apxe, YCKOpPEHHE POCTa M KOCT-
HOTO Bo3pacTa Ha 2 u Oosee SD [22]. CuMnTOMEI
YMEpPEHHOW BUPHUIIM3AIUHA MOTYT TOSBISITHCS C ITy-
OepTraTHOTO BO3pacTa (MAaCKYyJIWHHU3AMUS TEIOCIO-
KEeHUs, KIuTopoMmeranus), rupcytusm I-II crenenn,
HapylleHuss MeHcTpyasnbHoro nukiaa [11]. ITlo man-
HBIM 3apyOeXHBIX padoT, TUPCYTH3M Y NOJPOCTKOB
¢ HKBI'KH na6mrogaercs npubnusutenasno B 60 %
CIyd4aeB, OJIUTOMEHOpes cocTaBisgeT 54 % u yrpesas
ceitib 33 % [44]. MHoTHE HCcCaea0BaTENH MOJIaraioT,
yto kiauHudeckass kaptuHa npu HKBI'KH 3ameTHo
HE OTJIMYAETCsA OT TAKOBOW MPHU IPYyTUX HEOIyXOJe-
BBIX BapuanTtax CI'A [11, 32, 38, 47]. B 3aBucumocTn
OT cTeneHu HegocTtarounoctu 21-I" camkaercs ypo-
BEeHb ceKpenuu kopTusoia. [lo mpuHuny «o0paTHoi
CBSI3U» YBEJIHMYHMBACTCS BBIPaOOTKA aIPEHOKOPTHKO-
tportHoro TopmoHa (AKTI') runodmuszom, mpuBoms-
mas K THIEPIIa3uy KOPbl HAATIOYEYHNKOB U aKTHUBA-
MY CUHTE3a aHIPOTCHOB, TaK KaK ePMEHTATHBHOTO
6noxa Ha myTu ux cunre3a npu B['KH wer [3]. IIpo-
WCXOJUT HAKOILUICHUE IPOMEKYTOYHOTO MPOIYK-
Ta cTepoujioreHesa — 17-ruipokcunporecTepoHa
(17-OHII). Huarnoctuka 21-I" HemOCTaTOYHOCTH B
pszne ciydaeB JOJKHA BKJIOYATh OLEHKY HE TOJBKO
6azanbuoro ypoBHs 17-OHII, Ho u cTuMmynupoBaH-
Horo [11, 32, 38, 47]. Tak, npu 6a3albHOM YpPOBHE
17-OHII ot 2 10 5 HT/MJ PEKOMEHIYETCS TPOBOIUTH
AKTI-cTUMYNSIIIHOHHBIN TECT B PaHHIOI (QOJITUKY-
JUHOBYIO a3y MeHcTpyaibHOro nukia. [Ipemapat
AKTT (Synacten-Depot) BBOAST BHYTPUMBILICYHO B
no3ze 0,2 mr/m2, HO He Oonee 0,25 Mr; B3ATHE KPO-
BH JUISl MCCIIEIOBAHUS CTUMYJIHPOBAHHBIX YPOBHEH
ocymecTBIAIOT yepe3 1 wac u 10—12 gacoB mocie
BBEJCHUs mpemnapara. JMarHoCTHYECKUM SBJSET-
cs nosbimienne ypoBHsa 17-OHII (6a3anshoro, nu6o
AKTT-cTumynupoBanHoro) Beie 10 Hr/mi [22, 32].
B oTmenpHBIX CiTydyasx MOXET MOMOYh MPOBEJICHUE
MOJIEKYJIAPHO-TEHETHYECKOT'0 HCCIEOBAaHUS TeHa
CYP21A42.

HKBI'KH npu nedocmamounocmu 3f-euopoxcu-
cmepouddezudpozeraswvi (3f-1' C/{)u l1-euopoxcunasol.

U3-3a peakoctu >tux AByXx ¢opm BI'KH — Het Tou-
HOW OILIEHKHU WX PacHpoOCTPaHEHHOCTH. bOIBIIUHCTBO
cnyyaee  HKBI'KH BciienctBue HEIOCTaTOUHOCTH
3B-I'C/] ocHOBBIBaeTCS Ha OTHOCHUTEJIBHOM IOBBIIIIE-
HHUM A5 CTepoMI0B, TAKUX Kak MperHeHosio, JI'DA
u JAI'9A-C, a HE Ha IEHETHYCCKOM HCCICHOBAHHU
[41, 59]. 3BecTHO JUIIL HECKOJBKO OTIEJIBHBIX J10-
knagoB o HKBI'KH BcienacTBhe HEIOCTATOYHOCTH
11-runpokcunasel (P450cll) [35]. Dto 3aboneBanue
MOET MpOTeKaTh Oe3 apTepualbHOW THIEPTEH3UU
U MaHU(ECTUPOBATH JIUIIb CHHIAPOMOM MpeXKICBpe-
MEHHOTO0 anpenapxe [15].

Heonyxonesasn eunepanopozenus 08apuaibHo20
eenesza. CIIKA sBnsieTcst KIACCUYECKUM THUIIOM HEO-
MyXO0JEBON THUIEpPaHIPOreHUN SUYHUKOBOTO I'eHE3a,
KOTOpPOW B 3apyOeXHOW JIMTepaType COOTBETCTBY-
eT Ha3BaHWE — (YHKIIMOHAJIbHAS SMYHUKOBAS TH-
nepanaporenus [27]. B Hacrosmee BpeMs AuUArHo3
CIIKS ycraHaBnuBaeTcsi Ha OCHOBAaHWUM HAIUYUS
JIBYX M3 TPEX KPHUTEPHEB: THUIEPAHIIPOTCHHS, XPO-
HHUYECKas aHOBYIAIUS, dXOrpaduyecKue MpU3HAKH
MOJINKHUCTO3HBIX SMYHUKOB [61]. YnpTpa3ByKkoBas ce-
MHOTHKA MOJUKHUCTO3HBIX SMYHUKOB BKJIIOYAET MO0
12 honnukynos u 6ojee, UMEIOMUX AUAMETP 2—9 MM,
au00 yBelHnuYeHUe oBapuaibHOro odwvema (>10 cm?d).
[Ipn Hammuum nomuHaHTHOTO Qomukyna (>10 Mm)
WA JKENITOTO Tejla, yIbTPa3ByKOBOE HCCIIEAOBAHUE
(Y31) HeoOxomuMO MOBTOPUTH BO BpeMs CIEIYIO-
ero MeHCTpyanabHoro nukia [24]. Ouenka Mapkepa-
unaukaropa (JIF?/®CI’ > 2) npennaraercs B Kave-
cTBe gonoiaHuTensHoro kputepus CIIKS [61].

CIIKA 6 noopocmkosom o3pacme MOXKHO TIPEI-
MOJIOKUTh, €CJIU Y MAIlMEeHTKH UMEIOTCS Heperysp-
HbIE MEHCTpPYyallud, aKHE, TUPCYTU3M, OXKUPECHHUE U
npuzHaku WP, Takme Kak NUTMEHTHO-COCOYKOBas
nuctpodus koxu (acanthosis nigricans). Hepenko y
JIEBYIICK BBISBIAIOT TOPMOHAJIbHbIE MapKephl THIIe-
paHAPOTEHUHU U MOJIUKHUCTO3HBbIC AMYHUKH 10 Y3U,
YTO MO3BOJSAET MOCTABUTH NUArHO3. OJJHAKO HEKOTO-
pBI€ TIOAPOCTKA HE UMEIOT KIMHUYECKUX CUMITTOMOB
¥ TOPMOHAJTBHBIX JTOKA3aTEIbCTB THIIEPAHIPOTCHIH,
HECMOTPS Ha MOJIUKUCTO3HBIE SMIHUKH [46, 49]. [
nuarHoctuku CIIKS y neBodek mpensioxKeHo YUUThI-
BaTh Hanuuue 4 u3 5 kpurepues [4, 29]:

1. OmuroMeHopes WM aMeHopes depe3 2 Toja Mmocie

MeHapXxe.

2. KnuHudeckas THUNEPaAHAPOTEHHUS:
aKHE, TUPCYTU3M.
3. buoxmmuueckas THUIEPAaHIPOTECHUS: TIOBHIIIICHHUE

YPOBHS TECTOCTEPOHA TTa3MBI > 50 HT/MJI, TPEBHI-

menue cootHomenust JII/OCI > 2.

BbIPa’XCHHBIC

ar- NIOTEUHU3UPYIOLLUIA TOPMOH.
S ocr- HONANKYNOCTUMYAUPYIOLLMIA FOPMOH.
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4. UP/runepuncynuHemMus: abIoOMUHAIBHOE OXKHPE-
HUE, YePHBIH aKaHTO3, HAPYILIEHUE TOJICPAHTHOCTH
K IJIIOKO3€E.

5. IlonukuCTO3HBIE SMYHUKH 110 JaHHBIM Y 3U: yBe-
Iu4YeHue o0beMa SUIHHKOB Oosee 10 mi, a Tak-
JK€ TMPU3HAKU MOJUKUCTO3HOTO H3MEHEHHUS IO-
cnenaux (12 m Oornee GOIIMKYIOB AUAMETPOM
10 9 MM, pacupeneneHHbIX, B OCHOBHOM, IIO IIe-
pudepru, ¢ BO3MOXKHBIM YIIIOTHEHUEM CTPOMBI U
KarcyJbl TOHAIbI)

Bonee Tsoxensie GopMbl (YHKIMOHAIBHOW SIMUHH-
koBo# runepanjporenn 1 HAIR-AN-cunjapoma, Kak
MIPAaBHUJIO HACJEAyeMbIe, U MPEICTaBICHbl HAPYIICHHUS-
MU yTJIEBOAHOTO oOMeHa [27].

CI'4 npu opyaux snookpunusix 3abonesanusx. CIA
npu eunomepuoze. I'mnepanaporeHus o0yciioBieHA
camwkenneM ypoBHs ['CIIC mpu rumoTprHOKCHHEMUH
M, COOTBETCTBCHHO, MOBBIIIEHUEM (pakiuu cBoOOI-
HOTO TecTtocTepoHa [11].

CI'A npu cunopome Hyenxo-Kyvwunea. npdepen-
LMaJIbHbII TUarHo3 Yale BCEro MpUXOoIUTCs MPOBOAUTD
¢ CIIKSl, Tak xak y OOJIBHBIX ¢ cHHApOMOM HIiieHKo-
Kymmnra MojkeT UMeTh MECTO BTOPUYHBIH MTOJTUKUCTO3
anyHukoB. Ho npu CIIKS cyrounslii putMm cexpenuu
KOPTH30J1a COXPaHEH, a IPU MPOBEACHUH MaJIOH JeKca-
METa30HOBOW NMPOObI NPOUCXOAMUT MOAABICHUE CEKpe-
MY KopTHr3oia oonee ueM Ha 50 % oT MCXOTHOTO YPOB-
Hs. Kpome Toro, npu CIIKS oTcyTCTBYIOT CUMITOMBEI,
CBSI3aHHBIC C KaTa00IM3MOM OEJIKOB (MCTOHUCHHE KOXH,
arpodus mprmm) [13, 37].

Pezucmenmuocms k enokokopmukouoam NpencTas-
JsieT coOON PEAKYIO HACIEICTBEHHYIO MMATOIOTHIO, JUIs
KOTOpPOH XapaKTEpHBI JIETKUI WJIN yMEpPEHHBIN THpCY-
TH3M, HApyLLICHUSI MEHCTPYaJIbHOIO LIMKJIA, MOXKET OBITh
apTepuaibHasi TUIIEPTEH3Hs IIPU OTCYTCTBUU KIMHUYE-
CKMX IIpU3HAKoB cuHApoma Muenko-Kymunra. YpoBHu
AKTT u xoptH301a npu 3ToM noBbImeHs! [11].

CI'A npu eunepnponaxmumnemuu. JIo cux mop He-
JOCTAaTOYHO H3Y4YEeHbl MeXaHu3Mbl B3aumocssizu CIA
U runepnponakTuHeMun. Cpenu Hpodux CyIIEeCTBY-
€T TeopHsl O MOBBIIIEHHOM YPOBHE ICTPOHA, KOTOPBIH
CTUMYIIUPYET CEKpelHio IpojlakTuHa. B Hacrosiee
BpeMsl BEJCHHE MAlMEHTOK C COYETAaHUEM ITHX ABYX
HaToJOrUi MPEACTABIsIET 0CO0YI0 TPYIHOCTh, TaK KaKk
B COOTBETCTBUU C coBpeMeHHBbIMHU Kputepusmu CITKS,
MOCTaHOBKA JAHHOTO JMarHo3a TpeOyeT HCKIIOYeHHS
runenpoiakTuHemuu [61].

Oxzoeennviti CIA. AupaporeHbl, aHaOOTUYECKHE
CTEpOuAbl MOTYT BbI3bIBaTh Bupminsanuio. Ilpu wuc-
MOJIb30BAHNUH TIPENapaToB, COAEPIKAIINX T€CTareHbl CO
CI1a0bIMH aHAPOTCHHBIMHU CBOHCTBaMH, BO3MOYKHBI TTPO-
SBJICHUSI aHJpOoreHHol aepmonaruu [11].

Houonamuuecxuii eupcymusm (UIl). HecmoTps Ha
SBHYIO CBfA3b T'MPCYTH3Ma C H30BITKOM aHIPOICHOB,

y 34,4 % >XEHIIUH C THPCYTU3MOM ypOBEHb aHIpOTre-
HOB (TecToctepona, I DA-C, uHIeKC CBOOOTHBIX aH-
nporeHoB) He n3MeHeH [3]. [loBbIIeHHAsT aKTUBHOCTH
S5-0-peyKTasbl SBJISCTCS OCOOCHHOCTHIO IPYIIIIBI JIHIL
¢ U, nnst KOTOpBIX XapaKTEepHbl HOPMaJIbHBIE YPOBHU
OBapUANBHBIX W HAJMMOYCYHUKOBHIX aHJIPOTEHOB, CO-
XpaHEHA OBYJIATOpHAS (DYHKINS SUIHUKOB, HO YCHUIICHA
KOHBEPCHsI TECTOTEpOHA U A4 B IUTHUAPOTECTOCTEPOH
(AI'T). Conepxanune AI'T B KpoBH mpH 3TOM OCTAETCS
HOPMAJIBHBIM H3-32 BBICOKOH CKOPOCTH MeTa0oiu3Ma
JAI'T B xoHEYHBIC MPOAYKTHl OMOCHHTE3a, a €ro OWo-
JIOTHYECKOE JIEHCTBHE pean3yeTcs HCKITIOUNTENBHO Ha
MECTHOM ypoBHE [25]. Bo3MOXXHO, aTOJIOTHsI T€HA pe-
LIETITOpa aHJIPOreHOB BoBieueHa B matorene3 UI [34,
56]. CI'A, He BXOIALIMA HU B OAHY U3 BbILIETIEPEUHC-
JICHHBIX KaTerOpWi, KaK MPaBUIIO0, OTHOCAT K HIUOIIA-
THYECKOH TUTIepaHIPOTECHUH.

MOJIEKYNAPHO-TEHETUYECKWE OCHOBDbI
OUATHOCTUKU CTA

B nmarnoctuke 3a0oneBannii, npossisroniuxcs CIA,
B&)KHOE MECTO 3aHUMAIOT MOJIEKYJISIPHO-TEHETUUECKHE
MeTo/p! uceinenoBanus. Oxono 90 % Becex cmyyaeB BI'KH
OTHOCHTCS K JIS(PUIUTY KITI04EBOr0O (hepMeHTa OMOCHHTE-
3a TOPMOHOB KOpBI Ha/ilo4e4HUKoB — 21-I, oOycnoBnen-
HOMY MyTauusiMu B reHe CYP2 ], TOKaJIu30BaHHOM Ha KO-
POTKOM TuTeue 6-i XpoMocoMBI [15]. Asenu maneHToB
¢ HKBI'KH B 46 % necyt mytaruu V281L u B 10 % my-
taru P30L, pexxe P450S [59]. K HacTosemy BpemeHu
uaeHTudUIMpoBaHo Oonee 20 TOYEUHBIX MYTAIllUH TIPH
HKBI'KH [63]. Pexe y O0MBHBIX OBITH BEISBIICHBI MyTa-
LUK B TEHAX, KOAUPYIOMUX Apyrue (pepMeHTsl OHOoCHH-
Te3a mroKokopTukona0B (I'K) 1 MUHEpaIo0KopTHKOUIOB:
11B-runpoxcunassl u 3B-I'CI [15, 54].

[Io maHHBIM poOCCHMCKUX HCCIEAOBaTENEH, y MO-
JIOBUHBI OOJIBHBIX C «HIUONATHYECKOW aHIPOreHH3a-
nuel» BBISIBICHBI MyTanuu B reHe CYP21A2, aTo Mo-
JKeT yKa3bIBaTh HAa HAJIMYME Y HUX JIATGHTHOH (OpMBI
HKBI'KH. IIpu stom pesynbratel npoosl ¢ AKTI He
OTJIMYAJINCh OT IOKa3aTesied B KOHTPOJIBHOW TIpymie
[12]. 3apyOexxHbIe HCCIEI0BATENN TAK)KE COOOIIAOT O
BBICOKOM TIPOIIEHTE T'€TEePO3UTOTHBIX HocuTenen 21-I
HEJ0CTAaTOYHOCTH CpEeau MALUEHTOK C THpPCYTH3MOM
[40]. IlpuHuMasi BO BHUMAHHUE BBICOKYIO YacTOTYy Ie-
Tepo3uroT o CYP21A42, HeoOX0quMO pEeKOMEHIOBATh
MIPOBEZCHNE TEHOTUTTUPOBAHUS TapTHEPAM MAIlUeHTOK,
umerommx myrtanuio CYP21A2, yTo0bl npeaynpeanTh
PHCK pOXKIeHHUs AeTei ¢ knaccuueckoil popmoit BIKH
[26]. MccnenoBanus MyTaluil aHAPOre€HOBOIO peuen-
Topa (AP), KOTOpBIE CUMTAIOTCS OTBETCTBCHHBIMHU 3a
MOBBIIICHHYIO YYBCTBUTEJIBHOCTh K LUPKYJIHPYIOLUIHIM
aH/JpOreHaM, MOKa3ai, YTO JUIsl KEHIIUH C TUPCYTH3-
MOM XapakTepeH BbIPAKCHHbIM MOJIMMOP(HU3M TI'eHa
AP, BcTpeuaeMOCTh KOTOPOTO MPEBBIIIAET YaCTOTY IO-
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nuMop(du3Ma TeHOB JIPYTUX CTEPOMIHBIX PELENTOPOB
[57]. Apyrum mpennoyioKUTEIbHBIM MEXaHU3MOM I10-
BBIIIEHHOW 9yBCTBUTEIHHOCTH K aHIAPOTEHAM SIBIISETCS
HapyIlIeHHe WHAKTHBAIUKA X-XPOMOCOMBI C OOJbIIeH
aH/IPOTeHOBOM YYBCTBUTEJILHOCTBIO [62].

B ocnoBe CI'A MoeT ObITh pefKasi MyTauus reHa
PAPSS2, xonupytomero cuate3 3-docdoa eHO3nH-5-
tdbochocynpdara, HEOOXOTUMOTO IJIsI (PEPMEHTATUB-
HOW AaKTHBHOCTH JETHJPO3IUAHIPOCTEPOHCYIb(O-
TpaHcdepassl (u3BecTHOM, kak SULT2AI), koTopas
npespamaet A" DA B HeaKTHUBHBIN CynbhaTHBINA 3hup
AT'DA-C, TeM caMblM TIpeloTBpallasi KOHBEPCHUIO
JAI'DA B akTHBHBIN aHJporeH. UHaKTUBUPYIOIAs MY-
Tanus rena PAPSS2 KIMHUYECKU MPOSIBIISIETCS OYEHb
Hu3kuM ypoBHeM [II'DA-C u NOBBIILIEHHBIM YPOBHEM
aHIPOreHoB [48].

HccnenoBanus, KOTOpbIE HAIMpPaBIIEHB Ha H3yde-
HUE TEHETUYECKUX W HEreHeTHYECKHX (PaKTOpPOB,
onpeaensromux pazsutue CIIKS, B Oyaymem mMoryT
o0ecneunTh OCHOBY 711 HOBBIX METOJOB €ro npodu-
JIAKTUKU U Teparnuu 3TOM narosioruu [31].

Jlevenue 3abonesanuti, npossisowuxca CIA.
[IpencraBmasercs 1enecooOpa3HbIM paccMOTPETh Ba-
puaHTHl MenukaMeHTo3HoH Tepanuu CI'A HeomyXxo-
JIEBOTO TeHe3a. XUPYypruueckoe JEYeHHE OITyXoJiei
BHYTPEHHUX OPTAHOB, Yallle BCETO STMYHUKOB U HAJIIIO-
YEeUHNKOB, HAXOJUTCA B BEACHUU BPayeii-OHKOJIOTOB,
a KOCMETHYECKHEe METO/bI JISUEHU S, UCIIOJIb3yeMbIe B
neyenuu UI, — nepmMaTonoroB-KOCMETOJIOTOB.

Jlevenue HKBI'KH. Y nereil TepameBTHYECKas
LeIb 3aKJII0YAeTCs B UCIOIB30BAaHUU HU3KHUX 1103 'K
(pexoMeHyeTcs HCIIOJIb30BaHWE THJIPOKOPTH30HA),
KOTOpBIE OBl aJIeKBATHO MOJABJISAIN YPOBEHb HaAIO-
YEUHNKOBBIX aHJ[POTEHOB U TOAACPKUBATH HOPMATh-
HBII pocT W npubaBKy maccel Tena [28]. B maeane
ypoBerb 17-OHII moimken OBITH YaCTHYHO TIO/IABJICH,
4TOOBI HEe BhI3BaTh cuHApoM Miienko-Kymunra. Ypo-
BeHb A4 1 TeCTOCTEpPOHA AOJKEH NOJJEPKUBATHCA HA
YPOBHE, COOTBETCTBYIOIIEM Bo3pacTy U mouxy. [locne
TOTO0 KaK POCT IMOJTHOCTHIO UITA TIOYTH 3aBEPIIEH, MO~
POCTKH U B3pOCJIBIE MOT'YT JICYUTHCS MPETHNU30JI0HOM
(HarmpumMep, oT 5 10 7,5 MTI' €XXeJHEBHO B J|Ba pPHUEMa)
WM JIeKcaMeTa3oHoM (00bsIaHO He Ooiree 0,25 mo 0,5
MT B OZIMH WUTH JIBa IpueMa). B ciryuasx ¢usudeckoro
crpecca nauueHtaM ¢ HKBI'KH nononHuTenbHo Tpe-
OyeTcst BBEJICHHE THAPOKOPTU30HA B CBSI3U C PUCKOM
BO3HMKHOBEHMS HAJIITOYEYHNKOBON HEAOCTATOUHOCTH
BCIIEZICTBHUE TIOJ]aBIICHHUsSI OCH THUIIOTaJIaMyC-THIO(u3-
HanmoyewHukH [38].

Jleuenue cupcymuszma. 1lenpio Je4eHns TUPCYTH3MA
SIBIISIETCS] KOPPEKTUPOBATh FOPMOHAJIbHBIE HAPYIIEHUS,
YMEHBIINTH UM OCTAHOBUTH M30BITOYHBIH POCT BOJIOC
W YIOy4YIINTh Ka9eCTBO JKU3HW M BHEIIHWHN BHJI TAIU-
eHTOK [27]. Jleuenne rupcyTH3Ma SBISETCS TPYIOECM-

KHM | JUTUTEIFHBIM MPOILIECCOM, YTO BO MHOTOM OIIpe-
nensercs (PU3MONOTHYeCKUM IUKIOM pOCTa BOJOC.
B neuennu CI'A ucnons3yroT NEUCTBYIOIIHE Bellle-
cTBa, oOyajariue (apMakoJIOrHYeCKOd aHTHaH-
JPOreHHOW AaKTHBHOCTBIO 3a CUYET KOHKYPEHTHOTO
cpoactBa Kk AP (mumporteponHa arerar, JTHEHOTECT,
npocruperoH) [10]. DT recTareHbl BXOAST B COCTAB
psilla KOMOMHHPOBAHHBIX OPaJbHBIX KOHTpPAICITH-
BoB (KOK), paspemennsix B Poccun. 3a pyGexom
JUISL JIEYEHH s THPCYTU3Ma Takke mupoko (off-label’)
ucnone3ytorcsi KOK. Mx neueOnbiit 3¢pdext ocHo-
BaH Ha nojasieHun cexpeuuu JII, u, cienosarenb-
HO, CHIDKEHUW CUHTE3a SIMYHUKOBBIX aHJIPOTCHOB;
noseiiennn ypoBHsi ['CIIC u cHIKeHHsI cCBOOOIIHO-
ro TecTocTepoHa B mia3me. Cieayer UCIOJb30BaTh
KOK, B coctaB KOTOpPBIX BXOJST T'€CTAreHbl C HU3-
KO aHIPOTEHHOW aKTHBHOCTHIO [27, 34]. B nedyenun
CT'A nmokasany pa3Iin4HyIo cTereHb 3P ()EKTUBHOCTH
cnenytomue KOK: «Jluane-35», conepxxkamuit 35 MKT
sTuHUIAICTpanuona (33) + 2 Mr HUIpPoOTEepOHa arle-
tat (LUITA) [9], «Spuna» (Bayer Schering Pharma,
I'epmanus), B coctaB koToporo Bxoaut 30 Mkr 39
u 2 mr npocnupenona, « XKanunnu» (Schering, 'epma-
HUSI), COACpKAIINI B KaueCTBE TecTareHa JUueHOrecT
(2 mr) [13], «benmapa» (Griinenthal GmbH, ['epma-
HUs1) — 30 MKT O3 U 2 MT XJIOpMaaroHa arerarta [21].
Heo6xonnmMo OTMETHTH, YTO HEKOTOPHIE MCCIIEI0Ba-
HUS IOKa3aju, 4To BhICOKMEe n03bI I[ITA oxa3biBa-
0T HEONAaronpusITHOE BIHSHHUE HA METAaO0OIUYECKUE
mapametpsl (moBeimenue WP, mucnmununemus) [17].
JlaHHBIE APYTHX aBTOPOB CBUIETEIHCTBYIOT JIHIIb
O TEHJICHIIMU K TIOBBINICHHIO YPOBHS WHCYJIWHA M
riroko3sl pu npueme KOK [45]. YactoTa Tpombo-
30B ¥ 5M00NNH y *KeHIuH, npuMensomunx KOK u ne
AMEIOINX MyTanuu V (akTopa CBEPTHIBAHUS KPOBH
(baxTopa Jleitnena), cocrapmuseT 2,2 Ha 10 ThIC. )KeH-
HIVH B TOJ, a Y KCHIUH C MyTaHTHBIM (PaKTopoM —
27,7 [7]. llpn Hanuuuu NpPOTUBONOKA3aHUM K HpH-
meHeHnto KOK, MOXxeT OBITh UCTIONIB30BaHA TEpanus
BEPOIITIUPOHOM (CITHPOHOJIAKTOH), KOTOPHIA 00Ja-
AT CBOMCTBAMHU KOHKYPEHTHO CBSI3bIBaThCs ¢ AP B
opraHax MHIICHSX U MHTHOUPOBATh (EPMEHTHI, BO-
BJICUCHHBIC B OMOCHHTE3 aHAPOTeHOB. [IpumenseTcs
B 103e 100-200 mr B neHsb. [lobounbiMu 3¢ dhexTamu
MIPUMEHEHU I BEPOIITTUPOHA IBIAIOTCS PACCTPOHCTBA
KEJIYIOYHO-KUIIEYHOTO TPaKTa, FOJIOBHAS 0O0JIb, TO-
noBokpyxenus [13, 60].

Tepanuss CIIKA 6a306as npenycMaTpuBacT JBa
OCHOBHBIX BapHaHTA JICUYCHHUS.
a) Ecnm manmentka 6e3 n30bITOYHON Macchl Tena, 0e3

4 o

OTHOCAWMICA K NPUMEHEHMIO NeKapcTBa ANa NneveHus 3a6o-
NeBaHUi, He YKa3aHHbIX B MHCTPYKLMK, YTBEPKAEHHON AGMUHU-
CTpaLMeit Mo KOHTPOJIO 3a NPOAYKTaMU MUTAHWUS U NeKapCTBaMM.
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WP: anTHaHIpOTEHHBIC Tpenaparbl £ 3CTPOrEH- PETUCTPUPYIONINE IOJOKHUTEIbHBIE KIMHUYECKHE
recTareHHbIe penaparsl. adexTsr [60].

0) Jlmsg MmanueHTOK, WMEIOIMHNX H30BITOYHYI0 MAaccy
Teja MoKa3aHbl CeHCUTal3epsl HHCYIMHA (B yacTHO-  CMMUCOK JIMTEPATYPbI

CTH, TIpenapaTsl METPOPMUHA) B COUETAHHH C MEPO-

NPUATHAMHU TI0 HOpMaJIn3aluu Maccel Tena [20].

Jleuenue CIIKS y moapoCTKOB BKJIIOYAET B MEp-
BYIO Oue€pellb U3MEHEHUs 00pasa )KU3HHU, HallPABJICH-
Hble Ha HOpMaJu3aluio Maccel Teia. [losBisiercs Bce
0oJbIe JOKa3aTeIbCTB TOTO, YTO B MOJPOCTKOBOM
BO3pacTe MOKET ObITh 3 eKTUBHA Tepanus MeTdop-
MUHOM M 3CTPOTEH-T€CTareHOBBIMHM IIpernapaTamMu
[49]. Obcyxmaercs Borpoc 00 3¢(HEeKTUBHOCTHU Tpe-
napaTtoB MeT(QOpPMHUHA TpPU MPEXKIECBPEMEHHOM ITy-
Oapxe c uensio npopunaktuku CIIKS [36].

3a pybescom 6 nevenuu CI'A ncnonb3yior ¢uyTa-
Mua u uHacTepun. OdUIUATBHOTO pa3pemieHus K
npuUMeHeHHuI0 B Poccuu 114 jeueHus TupcyTu3Ma 3T
npenaparsl He UMetoT. OUHACTEepU /I ABJISETCS CHEIH-
(uyecKuM HHTUOUTOPOM 5-0 peaykTas3sl. DayTamun
SBJISIETCS] HECTEPOUIHBIM aHTHAHIPOI€HOM, KOTOPBIN
omokupyet AP. [1pu e 1bHOM TPUMEHEHU U TTPHUBO-
JIUT K yMEHBIICHHUIO TupcyTu3Ma. [lo HekoTopsIM co-
oOmieHusM, GIIyTaMHua MOXKET ObITh MemaTOTOKCHYEH
[60]. ITo pe3ynbTaram Ipyrux HCCIEAOBAHUM, 1032
dbayramuma 125-250 mr/cyT 6e3omacHa AT ATUTEITb-
Horo jedyeHus UTI, ogHako ciienyer npoBOAUTh MOHU-
TOPUHI TNe4YeHOuHBIX TpaHcamuHa3z [30]. Ectp nan-
HBIE, UTO IPUMEHEHHE QuryTamMuia B 1o3e 62,5 Mr/cyT
Yy MOJIOZBIX JKEHIIMH U JIEBYIIEK ITOJPOCTKOBOIO BO3-
pacTa ¢ THpCYTU3MOM CIIOCOOCTBOBAJIO YMEHbBIICHUIO
nepuepruvyeckux CHUMITOMOB T'HIIEPaHAPOTEHUH,
kak y nanueHtok ¢ CIIKS, Tak u ¢ UI, a mobouyHkIe
3(dexTh oTMedanuch TONbKO y 4 u3 35 marueHToK.
OmnucaHbl TepaneBTUYECKUE CXEMbI C JOIOJHUTEIb-
HOI Omokamoit AP ¢uryTamMugoMm mpu JeYeHUH TAITH-
eHTok metdopmuHoM [50, 51].

HenaBuwmii Merta-ananu3 oueHku 3((HEKTHBHOCTH
BCEX YETBHIPEX AaHTHUAHAPOICHOB (CIIMPOHOJIAKTOH,
HITA, ¢ryTamun, huHACTEPUI) TIPH JICUCHUH TAITH-
€HTOK C TUPCYTHU3MOM, B KaUeCTBE MOHOTEPAIIUH UJIH
B KoMOuHanuu ¢ apyrumu npenapatamu (KOK wmam
MHCYJIMHOBBIE CEHCHUTaW3ephbl), MOKa3aji, 4YTO aHTHAH-
JIPOTCHBI SIBJISIIOTCS yMEPEHHO 3(()EKTUBHBIMU CpPE-
CTBaMH B JICYEHHH THUpcyTHu3Ma. KomOMHUpOBaHHAA
Tepanus, O4eBUAHO, Jyulie, yeM MoHoTepanus KOK
u metpopmuHOoM. OgHAKO, KaK COOOIIAIOT aBTOPHI
3TOH pabOThl, MOJYyUYECHHBbIC PE3yJIbTAThl HE OTBEYa-
10T BBICOKOH CTETIEHH JOCTOBEPHOCTH. [l BECOMBIX
KIIMHUYECKUX PEKOMEHJallnii HEOOXOAMMBI KPYTIHBIE,
obecrneunBaloue BEICOKYIO CTEIEeHb JA0Ka3aTeNIbHO-
CTH, PaHJAOMHU3HPOBAHHBIE HCCJIEIOBAHHUS aHTHAH-
JPOTreHOB (B PEKMME MOHOTEpANUU WJIM B KOMOMHA-
LUU C JPYTUMHU IIpenapaTaMu U METOJaMU JIeUeHUs),
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HYPERANDROGENIC SYNDROME
AND ITS CHARAC-TERISTICS

IN THE CHILDREN ADOLESCENTS
(THE LITERATURE REVIEW)

Barasheva O. V., Plotnikova E. V., Shabalov N. P.

# Resume. The latest data regarding the problem of hyper-
androgenic syndrome and its clinical characteristics in the
adolescents are collected and summarized in the article. The
most important clinical features and diagnostic tests of dif-
ferent types of the syndrome are stated. The results of Rus-
sian and international researches have been reflected in the
article. The modern approaches to diagnosis and manage-
ment are presented.

® Key words: hyperandrogenism; hirsutism; virilisation; poly-
cystic ovaries syndrome; nonclassical congenital adrenal hy-
perplasia; 21-hydroxylase deficiency; adolescent; testoster-
one; free androgen index; dehydroepiandrosterone sulfate;
dihydrotestosterone; androgen receptor.
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