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BPOKIEHHAS INCO®YHKIUA KOPbI HAITIOYEYHUKOB
B ITPAKTUKE AKYHIEPA-I'HHEKOJIOT'A

Annomauyusn’. oannas cmamos nocesaujena cunopomy BIIKH 6 npaxmuke eépaya
axkyulepa-euHexkon102a u npeoiazaem npakmuKkyowemy 8paiy Hauboaee co8peMenHyio,

ahhexmusHy1o u 6€30naACHY0 MAKMUKY 8e0eHUss MAKUX NAYUeHMO8.
Knioueevle cnosa: oepuyum 2 [-eudpoxcunasvl, pemunuzupyowue onepayui.

AKTyaJIbHOCTh

Bricokas pacnpoCTpaHeHHOCTh TMIEPaHPOTeHUN HE TOJBKO Y B3POCIBIX JKEH-
mvH (10%), HO ¥ y IeBOYEK-TTOAPOCTKOB J10 IydepTaTa (4—7%) 3acTaBiiseT MOCTOSTHHO
oOpararbes K 3Tok mpobseme [5]. 'nnepanaporeHus — naToI0rnYeCcKuii mporecc, ac-
COLIMMPOBAHHBIN C M30BITOYHBIMU A((PEKTaMU aHAPOTCHOB B KEHCKOM OpPraHU3ME.
[IpuunHOW TUNIEPAHIPOTEHUU MOTYT OBITH pa3Hble cOCTOSHUA. OHUM U3 TaKUX CO-
CTOSHUI SIBJIICTCS BPOXKJICHHAs TUnepruiasus kopbl Hagnodeunukos (B'KH) [1]. B
HACTOSIIIIEE BPEMs MPHHATO BBIASIATh MUHUMYM /7 BapuanTtoB BJIKH: 1) medurur
oenka StAR; 2) nepumur CYP11A1 (P450scc, hepmeHT OTIIEIICHHS OOKOBOM LIETIH;
20, 22-necmonasa); 3) nedunut HSD3B2 (38-HSD, 3B-ruapokcucreponaaeruapore-
Ha3a/5—4-uzomepasa); 4) nepunur CYPL7 (P450c17, 17a-runpokcuiasa/l7,20-mu-
aza); 5) mepurur CYP21A2 (P450c21, 21-ruapokcuinasa); 6) nedpumur CYP11B1
(P450c11, 11B-ruapokcunaza) u 7) nedpunutr POR (umroxpom P450-okcumopenyk-

ta3a) [3]. [lo maHHBIM pa3HBIX HCCIeaOBaTeNel Kaxabiii u3 BapuantoB BIKH umeer
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KJIACCUYECKYIO M HEKJIACCHUECKYIO (CTEPTYI0) POPMBI, a KpOME TOTO CYIIECTBYET MHO-
KECTBO TIEPEXOIHBIX (POPM C Pa3HBIMU KIMHUYECKUMH MPOosiBIieHUsIMHA. [IpakTraecku
BCE BapHaHThl CTEPTHIX (HOPM MPOSIBISIOTCS CHUKEHUEM (PEPTUILHOCTH B TOW WM
uHoM crenierm [2; 3; 7]. KimuHudeckoe n300uire BapuaHTOB U (POpM IMOPOH co3maeT
TPYJHBIC, YaCTO HEepeIlaeMbIe 3aJIauu JUIs MPaKTHUECKOro Bpaya [4]. B runekomoruu
OOIIEN3BECTHBIMU SIBIISIIOTCS 3 BUJA HEJOCTATOYHOCTH HAANOYEYHUKOBBIX (hepMeH-
TOB: neumut 21-runpokcunaszel, aepuiut 1 1B-ruapokcunaszel, reGuuT 3B-ruapoK-
cucrepouaeruaporetassl [6; 8]. B ocHoBe 3a0ojicBaHMS JIGKUT MyTallusi reHa
CYP21, xonupyromero p450c21 (21-runpokcmiiasy). 3a 21-THIpOoKCHINPOBAHUE TIPO-
rectepoHa 1 17-OHII cooTBETCTBEHHO B I€30KCUKOPTUKOCTEPOH U 11-1€30KkcuKopTH-
3071 otBevaeT p450c21. Ilpu nedurure CYP21 HapyiieH CUHTE3 MTIOKOKOPTUKOUIOB
1 MUHEPAIOKOPTUKOUIOB B KOpe HAAMOYCHHUKOB. JlepHuuT KopTH30aa MprUBOIUT K
AKTT -onmocpeioBaHHOMY TMOBBIIICHUIO aKTUBHOCTH MHTAKTHBIX JTAllOB OMOCHHTE3a
CTEPOUJIOB U U30BITOYHON MPOAYKIIUU CYOCTAHIINM, 111 CHHTE3a KOTOPBIX HE HYKHO
21-ruapokcunupoBanue npeumymiectBeHHo 17-OHIL. [Tocnennuii urpaet poib cyo-
cTpara Jyuisl CHHTE3a aHAPOCTEHANOHA U TeCTOCTepoHa. M30bITOUHAS CEKpEIus aHApPO-
T'CHOB HAAMOYSCYHUKAMH TITO/IA C )KCHCKUM TE€HOTHIIOM BEJIET K BUPHIIM3AIIUN HAPYK-
HBIX TCHUTAJIUM, CTEIIEHb KOTOPOH KOJICOJIETCS OT YMEPEHHO BBIPAKEHHOM KIMTOPO-
meranuu (| cragus o [pagepy) 10 MOJHOTO cpaleHus OOJIBIINX MOJOBBIX T'YO U (hop-
MUpOBaHus NeHWIbHOH ypetpsl (V cramus no Ilpanepy). BHyTpeHHHEe T10JI0BBIC Op-
raHbl y JIEBOYEK MPHU ITOM HE M3MEHEHbI. B CHHTE3e Kak IiIOKOKOPTUKOUIOB, TaK U
MUHEpaTokopTuKona0B ydactByeT CYP21, oqHako y yactu 60JIbHBIX 3a00I€BaHNE HE
CBSI3aHO C SIBHOM HAJNOYEUYHUKOBOM HEIOCTATOYHOCTHIO. [103TOMY KIIMHWYECKH BBI-
TEJSIIOT ABE OCHOBHBIE (hopMbl neduruta CYP21: conpoBoXIat0NIy0Cs dJIEKTPOIUT-
HBIMH HapyHIEHUSIMU U NPOCTYIO BUPWIbHYI0. JIeuenue npu aepunure CYP21 Heob-
XOJIMMO TIPOBEICHUE 3aMECTUTEIHHON Tepanuu TIIIOKOKOPTUKOUAaMH. Jleuenue mu-
HEPaJTOKOPTUKOUIaAMH HEOOX0IMMO MPOoBOAUTH IpH popMme nedunmura CYP21, conpo-
BOXKTAFOIICHCS JICKTPOJIMTHEIMU HAPYIICHUAMH, a Tak)Ke Y OOJIBHBIX C MPOCTON BH-

pUIIBHOM (HOPMOI TTPH BBISIBJICHUH BBICOKOM aKTUBHOCTH PEHHHA B I1a3Me. JleBoukam



MPOBOAAT (DEMUHU3HUPYIOIIYIO TIACTUKY HAPYKHBIX reHuTanuid. [IpoBeaenue dhemu-
HU3HPYIOIIEH TUIACTUKY TOMOTAaeT PEIINTh HECKOJBKO 3a7a4. Bo-nepBeIx, HaeHTH(H-
KalMsi IEBOYKU B >KEHCKOM MacrnopTHOM TmoJie. OOLIEnpuHATO, YTO MOJOBOE CaMo-
oTpesieNieHUE 3aBepIaeTcs K 2—2,5 rogaM. TOT BO3pacT U OMPEeIIIeT BpeMsl MpoBe-
JIEHUSI OJHOATANHOM Uiy | 9Tana AByxX>TanmHOW TIacTUKU. BO-BTOPBIX, BOBMOXHOCTb
colpan3aluu pedeHka (ImocelieHue JeTCKOTO cajia, IIKOJIbI) BO N30eKaHUe TSKEIbIX
MICUXUYECKUX U (PU3MUECKUX TpaBM. ['eHUTanuM 1€BOYKU HE OJIKHBI BBITJIAICThH He-
OOBIYHBIMHU JIJIs1 HECTICIIMAIUCTA. B-TpeTbUX, TaeT BO3MOKHOCTh KHUTh MOJOBOM YKU3-
Hb10. Llenb uccnenoBanusa: Pa3paborarh TaKTUKY BEACHHS JAEBOYEK — MOJAPOCTKOB C
BJIKH nocne npoBeaeHHON (heMHUHU3UPYIOIIEH ONEpaliii Ha MPUMEPE KIMHUYECKOTO
ciydad. Marepuansl 1 MeTobl: [IpoaHanu3upoBaTh KIMHUYECKUN ciiydaid Ha Oase
I'bY3 TO «llepunatanbubiii neHTp» (T. Tromens) OIICuHP. Pe3ynbrarsl COOCTBEHHBIX
uccienoBanuii: [lanuentka T., 20 ner, oopatmnace B I'bY3 TO «IlepunaTtanbHOro
neHTpa» r. TroMeHu Buepsblie B ceHTsA0pe 201 1roga o HampaBieHHIO Bpadya YHI0KPH-
Hosiora I'bY3 TOKB Nel, y koToporo Habto1aeTcst o CBOEMy OCHOBHOMY 3a00J1eBa-
Huo (Bpoxnennas qucyHKIMS KOPbI HAAIOYCUHUKOB, AeGUIIUT 21-THAPOKCUIA3HI,
BUpUJIbHAS (hopMa), C IEIbI0 1000CIeI0BaHusl, YTOUHEHUE JUarHo3a U MOCTAaHOBKU B
JIUCT OXKUJAHUS OKa3aHWs CIEHHUATU3UPOBAHHON MEIUIIMHCKON IMOMOIIM — IPOBEe-
HUE (PeMUHU3HPYIOLIEH omepali BTOPOro 3Tamna (1Mo peKOMEHAAlUU CIeUaTUCTOB
OHI] PAMH HUW netrckoit sngokpunosiorun). [Ipu obpaiieHnu Ha npueme xaao0bl
Ha HapyUICHHUs] MEHCTPYalIbHOIO LKA, AUCKOM(OPT BO BpeMs IEPBOI MOJIOBOM OJIH-
30CTH (HEBO3MOXKHOCTH JKUTH TTOJIOBOM JKM3HBIO). B 1eTcTBe B Bo3pacte 3-X JeT mpo-
BeJieHa (peMUHU3MpYIOIIas MJIAaCTUKa HApYKHBIX MOJIOBbIX opraHoB B DOHI[ PAMH.
[TarmenTka obcnej0BaHa, HaMpaBieHa Ha ONEPAaTUBHOE JieueHue B r. MockBa, i
POBEJICHUE BTOPOro 3Tana (eMUHU3UPYIOIIEH onepalud BHYTPEHHUX MOJOBBIX Op-
raHoB (Barunoruiactuku). B nexadpe 2012 roga 8 DHI] PAMH npoBenena omneparus,
BBINKMCAaHA IOMOW C peKOMEHIAIMsIMH 01 HaOII0ACHUS aKyllepa-THHEKOJIOTa, PEeKo-
MEHJI0BaHO IPOBOJUTH OykHpoBaHue Biaraiuiia. [locneonepannonnslil nepuoa npo-

TeKaJl 0e3 OCIIOKHEHHM, MPOBEIEHO OY)KMPOBaHUE BIIAaraJidilia pacimpurensmu [ e-



rapa ot 16 10 22 pa3Mepa B TeUCHUH TPEX MECSIEB, HA3HAUYEH IPUEM ICTPOTECHCOAEP-
KaIMX TOPMOHOB M MECTHOE MMPUMEHEHHUE dCTpareHoB. [1omoBas pyHKIMS BOCTAaHOB-
neHa. Beionpl: 1. KoppekTupyrolyo GeMUHU3UPYIONIYIO TJIACTUKY C PE3CKINEH TH-
nepTpoGUPOBAHHOTO KIMTOPA U YaCTUYHBIM WUJIU MOJHBIM pacceduenneMm YI'C B pan-
HEeM Bo3pacTe (10 2—2,5 roga) MpOBOJAT C IEIbI0 MPABUILHON MCUXOJIOTHUYECKON U
cormanpHoM afgantanuu. 2. I{eaecoobpazno nmpoBoauth |l a3Tan nByxsramHoit Gpemu-
HU3UPYIONIEH IUIaCTUKHU JIeBoukaM — noapoctkaM ¢ BJIKH ne panee 15-17 ner, yuu-
TBHIBasI, YTO JJIS IMOJYUYCHHS TOJIOKUTEIIBHOTO pe3yJibTaTa INIACTUKHU HY)KHA HE TOJIBKO
J0CTaTOYHAS 3CTPOTCHU3AITNS TKaHEH, HO U OY)KMPOBAaHHE B TTOCIICONIEPAITIOHHOM Tie-
puoze (HeoOXoAuMOE JIsS MPEOTBPaAlEHUs] CTEHO3a), KOTOPOE JJIsl AEBOYEK B 3TOM
BO3pacTe MOTHBHUPOBAHO M MPOBOJUTCS MMH Oco3HaHHO. 3. Y mamuentok ¢ BJIKH
PHUCK CHWKEHUS (PEPTUILHOCTH B PEIPOAYKTHBHOM BO3pacTe 0OYCIIOBIICH BBIPAYKEH-
HOCTBIO U JIMTEILHOCTBIO TUIIEPAHIPOTCHUHU B IyOepTaTHOM BO3pacTe, BEAYIIETO K
TOPMOKEHHUIO POCTa U CO3PEBAHMS MATKH, B CBSI3M C ATUM JIaHHAs TPYMIa MallMeHTOK
HY’)KJIaeTCs B TIIATETLHOM MEIUIIMHCKOM KOHTPOJIC Ha BCEM MPOTSHKCHUH B3POCIICHUS

¢ OoJjiee 9acTBHIM PETYJLIPHBIM Ha6J'II-0I[€HI/ICM.
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