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Pe3rome. Cmamwvs noceswyeHa anaiusy ocooenHocmell meuerus colvmepsaoueli U GUPUIbHOU Gopm
8POHCOEeHHOU Ouchyukyult Kopsl Haonoueunukos (BIJIKH) y demeti nybepmamnoeo éo3pacma. Ilpoananu-
3UPOBAHbL ocobennocmu (1)“314'1601(020 U nojioeoco paseumust l’lOOpOCI’)’lKOG C BﬂKI‘[, OUYEHEHAa 3A6UCUMOCNb
napamempos puzuuecko2o pazeumust 0m oouje2o KoIuLecmada u CYymouHo20 pacnpeoeenus NPUHUMAeMbIX
2ﬂl0KOK0pmuK0uaHblx npenapamoes, ux C6:3b C COpMOHAIbHbIM CMANtyCOM.

Knrouessle cnosa: eposicoennasn ouc@ynkyus kopsl Haonoueunuxos, BJIKH

Resume. This article analyzes the features of course of salt-wasting and virile forms of congenital
adrenal hyperplasia (CAH) in children of pubertal age. We analyzed the features of physical and sexual
development of adolescents, the dependence of parameters of physical development on the total number
anddaily distribution of accepted glucocorticoids, their relation to hormonal status.
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AKTyaqbHOCTh. Bpoxnennas auchynkuus kopsl HaanouyeunnkoB (BJIKH) npen-
CTaBJIEHA CIIEKTPOM 3a00JI€BaHUI C ayTOCOMHO-PELECCUBHBIM TUIIOM HacCJIEJOBaHMUsI, 00Y-
CJIOBJIEHHBIX A€(EKTOM (PEPMEHTHBIX CUCTEM, KOTOPBIE YYACTBYIOT B OMOCHUHTE3€ CTEPOUI-
HBIX TOPMOHOB HA/IMIOYEYHHUKOB.
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B ocHoBe 3a0oneBanus JeKUT Ne(EKT OJHOTO M3 SH3UMOB MM TPAHCIIOPTHBIX Oe-
KOB, IPUHUMAIOLIUX y4acTHE B OMOCUHTE3€ KOPTHU30J1a B KOpe HAANOUYEeYHUKOB. CHUKEHNE
OMOCHUHTE3a KOPTU30J1a 10 MPUHIUITY OOpPaTHON CBA3U MPUBOJUT K MOBBIIMICHUIO CEKPEIIUU
AKTTI u, Kak ciencTBue, K pa3BUTUIO TUIEPIUIA3UHA KOPBI HAAIIOYEYHUKOB U HAKOTUICHUIO
MEeTabO0JIUTOB, MPEAIIECTBYIONINX JeeKTHOMY ATany crepougoreHesa. B ocHose pepmen-
TaTUBHBIX HAPYUICHUH JIeKaT 1e(PEeKThl T€HOB, KOJUPYIOIMUX TOT WJIX UHOU (pepMeHT Ouo-
cunTe3a crepouioB. 1o 95 % Bcex cirydaeB BpOXKACHHOM TUCHYHKIIMHU KOPBI HA/IMOYEYHH-
KOB cocTaBisieT Aeduut 2 1 -runpokcuinassl [ 1]. Yactora BcTpeuaeMocTH 3Toro hepmMeHTa-
THUBHOTO Je(eKTa JOCTaTOYHO BHICOKA M KOJIEOJIETCS B pa3IMUHBIX Moy smusix oT 1:5000
1o 1:60000 noBopoxxaeHusix [4]. dpyrue nozomorndeckue ¢hopmbel BJIKH  BcTpewaroTcs
penxo.

B 3penom Bo3pacre xenumnbl ¢ BJIKH HaOmronaroTcst TepaneBTamu, SHI0KPUHOJIO-
ramMu ¥ TMHEKOJIOraMU; 0COOCHHO NPHUCTAIbHOE BHUMAHUE YAEIAETCS: OCPEMEHHBIM C 3TUM
nuarto3oM. K coxxaneHunro, JaHHbIe MAMEHTKU MOT'YT BXOJIUTh BTPYIIy PUCKA BOZHUKHO-
BEHUS ICUXUYECKUX PACCTPOICTB [5], OITOMY UM NPUXOIUTEH MHOEIA IPUOEraTh U K 10-
MOIIM IICUXOTEPATIEBTOB.

OpnHako nepBble BpauH, ¢ KOTOPBIMM BeTpeuarores nanueHtsl ¢ BJIKH, — 310 nenu-
aTpbl U JETCKUE SHAOKPUHOJIOTH [2]. ' maBHBIMM 3aja4aMy 3TUX CIIELUAIMCTOB B OTHOIIIE-
HUU NanueHToB ¢ nuarHo3oM B/IKH sBistores: 1) npeaoTBpalieHne J0NOJHUTENBHBIX Te-
pPaneBTUYECKUX U NCUXOKOPPEKIIMOHHBIX BMELIATEIbCTB, CBA3AHHBIX C HEYJIOBIETBOPEH-
HOCTBIO KaYECTBOM KU3HHU [7], HEOOXOAUMOCTBI) MEHATH MMACTIOPTHBIN MOJI, BBIPAXKEHHOU
HU3KOPOCJIOCThIO, HAJIMYMEM HWHBAIMIHOCTU [3]; 2) mpeaynpexkJIeHHe HeaJeKBaTHOTO
Ha3HAYEHHUSI IITIOKOKOPTUKOUIHBIX TPENapaToB.

Hean:

1 OnpenenuTh 0COOEHHOCTH (PU3MYECKOT0 U TOJIOBOr0 pa3BuTHs oapocTkoB ¢ BJIKH
B CPAaBHEHUH CO 3JJOPOBBIMHU CBEPCTHUKAMU;

2 O1eHUTh 3aBUCUMOCTH HIApaMEeTPoB (hu3mveckoro passutus y namueHTos ¢ BJAKH
OT 00IIIETO KOJIMYECTBA U CYyTOUHOT 0 pactpeaenenus npuaumaembix ['KC;

3 VYcrtaHoBUTH OCOOCHHOCTM JIMHAMHUKH TOPMOHAJIbHBIX moka3areneit (17-OHII,
AKTT) u ux cBsi3b ¢ mapamerpamu pusnyeckoro pa3sutus y nereit ¢ BJIKH B 3aBucumoctu
oT (popMbI 3200JICBaHUS.

Marepuana u Meroabl. Hamu ObUT mpoBeieH peTPOCTIEKTUBHBIN aHaIM3 amOyiaTop-
HBIX U CTallMOHApHBIX KapT 15 mereit myGeprarHoro Bo3pacta ¢ BJIKH, cocrosmux Ha
Y4€TE B TOPOACKOM AETCKOM SHIOKPHUHOJOTHYECKOM LIEHTPE WIM HAXOISALIMXCS Ha Jieue-
HUU B Y 3«2-51 TOPOACKas AeTCKasl KiIMHUYecKkas 6onpHMIa» T. Muncka B 2015-20171r.

bon onpezeneHsl U OIIEeHEHBI B3aMMOCBS3M NTAPaMETPOB MOJOBOTO U (PU3UYECKOTO
pa3BUTHS 00CIIEIOBAaHHBIX JIETEH C MOKa3aTelsIMU MeTabosnyeckoro craryca (17-ruapox-
cutiporectepon (17-OHII), anpenoxoptuxkorponHsiii ropmon (AKTI')), cyrouHoil 10361
I'KC. Cratuctuueckasi o0paboTKa TaHHBIX MPOBEJICHA C MOMOIIBIO MTporpamMmbl Microsoft
Office Excel 2013.

Pe3yabTaThl M UX 00cyxkaeHue. CpeqHU BO3pacT MAMEHTOB HA MOMEHT 00CIIe10-
BaHus coctaBui 14,242 .4 net (neBouku: n= §; 13,8+2,3 ner, Mmanbuuku: n=7; 14,7+2,51et
(p=0,36)). [1o nanHbIM aHanmM3a CTaAMUS MOJIOBOTO Pa3BUTHS MO TaHHEPY y IEBOYEK COCTa-
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Buia 4+1,1, y manpunkoB 4,7+0,5. YcranoBieHa 0oJiee BbICOKasi cTaaus myOepraTa y ma-
IIMEHTOB ¢ BUpUJIbHOU (hopmoit (n=6) — 4,7+0,5 B cpaBHEHUU C JETbMH C COJIBTEPSIOIICH
dbopmoit (n=9) — 4,1+1,1.

[Ipu ananuze pusmyeckoro pa3BUTHS OTMEUEHO OTCTaBaHUE IMOKa3aTesen (akTuye-
CKOro pocTa Ha -1,83 curManpHbIX OTKJIOHEHUS OT BEIUYHUH JOJKEHCTBYIOIIETO FEHETHYE-
ckoro pocta y 40% oOcnenoBaHHbIX (AeBOUYKH N=4, MaJIbUUKU N=2), UX COOTBETCTBUEC — Y
33,3% neteit (neBoYKHM N=3, MaJIbUUKHU N=2), IPEBBIIICHUE HA 1,5 CUTMaJIbHBIX OTKJIOHEHUS
y 26,7% mnaiueHToB (AeBOYKH n=2, MalbuuKku h=2). CTaTUCTUYECKH 3HAYMMOUN Pa3HUIIbI
pocTa B rpymnmnax JeTei ¢ CONbTEPSIONIel 1 BUPHUIbHON (POPMOI HE BBISIBJICHO: 3aPETUCTPU-
poBaHO OoTcTaBaHue Ha -0,4CUTMaNbHBIX OTKJIOHEHHS y JIETEH ¢ conbpTepsrouiel popmoi u
-0,2 curManbHBIX OTKJIOHEHUS Yy JeTelt ¢ BupmibHOi popmoit (p=0,12). [Ipn ananuze aH-
TPOIIOMETPUYECKUX MOKa3aTeNel Mo MOJIy YCTaHOBJICHO MPEBBIIICHUE POCTA 00CIIE0BaH-
HBIX J€BOYEK C CONbTEPAIONIEH (POPMOIl B CpaBHEHHUH CO CBEPCTHULIAMHU € BUPHIIbHOM (pop-
Moii: oTcTaBanue Ha -0,8 u -1,3 curmanbubix otkioHeHus (p=0,24). BeisiBieHs! 60s1ee BbI-
COKHE MapaMeTpbl pOCTa y MAJIIbUUKOB C BUPUIIBLHOUN (HOPMOILPOCT B CPABHEHHUH C COJIbTE-
pstotert popmoit (p=0,58).

B oOmeit BeiOopke 13 marnueHToB MPUHUMAIH THIPOKOPTU30H, 2 IEBOYKU C BUPUITh-
HOI1 opmoii 3aboeBanus (16 u 17 et npu 3akpeIThiX 30HaX pocTa) - ['KC npononrupo-
BaHHOTO JeiicTus: aekcameraszon 0,5 mr (0,29 mr/m?, 100% cyToYHOI 10361 BEYEPOM) KU
npeanu30i0H 1o 1,25 mr (0,84 mMr/m?, 50% cyTouHOI 10361 yTpoM U BeuepoM). CpenHecy-
TOYHas J103a THUAPOKOPTHU30HA JJIsl JIEBOUEK C coJibrepsronieii Gpopmoii coctaBuia 23,9
MI/M?, JUISl MABUUKOB - 23 MI/MZ%; Ul MaJIbuUKOB ¢ BUPHIIEHOM Gopmoii — 20,8 mr/2. Jlan-
HbIE 3HAYEHUSI COOTBETCTBYIOT PEKOMEHTYEMbIM MCKIYHAPOIHBIM KOHCEHCYCOM IO -
arHOCTUKE M JieueHUro 21-ruJpokcuiiadHoil HegoctaTtouHoctu y getedt (2002), mpuns-
TOMY Ha OOBEAMHEHHOM KOHrpecceEBpomeiickoro oOuiectBa mneanaTpoB-3HIOKPHHO-
agoroB u OOIiecTBa neauaTpoB-3HA0KpUHOI0Tr0B JlIoycona Buskunca [6].

Hamu ycranoBnieHa ciabas Koppelsainus MexX Iy apameTpamu (pakTuyeckoro pocra (B
CUTMaJIbHBIX OTKJIOHEHHUSX) M IT0Ka3aTeasIMU MPOLIEHTHOTO pacnpeneneHus ao3bl [ KC B
pasznuyHoe BpeMs cyTok (1<<0,3) B rpymnmax Majib4MKOB M JIEBOYEK OTAEIBHO, a TaKXe BO
BCEH BHIOOpPKE B IeJI0M: Y MaUUeHTOB ¢ BUpWiIbHOU Gopmoit BJIKH BeisiBIeHa mom0Xu-
TeJbHAsL KOPPEJAIUsS CPEAHEH CHUIIbl MEXIy MOKazaTeslsiMu (HaKTHYECKOTO pocTa (B CHUT-
MaJIbHBIX OTKJIOHEHHSAX OT T€HETUUECKOro pocTta) u npuHuMaeMoit 1o3o# I'KC (B mporeHT-
HOM oTHoIeHuH ) yTpoM (r=0,51) u Beyepom (r=0,48). 3apeructpupoBaHa cpeaHel CUIIbI
KOppeJsLUst MeXXIy napaMmerpamu (aktudeckoro pocra u yposusmu 17-OHIT (r=0,31) y
MalMEHTOB BCEH BHIOOPKHU U OTAEIBHO y Maiab4uuKOB (r=0,35). OTMeueHa nojgoKuTeabHas
B3aUMOCBS3b MOKa3aTeneil pocTa J€BOYEK B MOMEHT OOCIEOBaHUS M KOHLIEHTPALUsIMU
AKTT (r=0,36). B 3aBucuMocTu oT (hopMbI 3a00J1€BaHNS BBISABJICHBI KOPPEJISIIIUN BEJIMUUH
rOPMOHANBHOTO CTaTyca U (PAaKTUYECKOro POCTa: CPEIHEN CUIIbI MOJOKUTEIbHAS B3aMO-
cBsi3b ¢ ypoBHeM 17-OHII y nereii ¢ conbrepsronieit dopmoit BIIKH (r=0,62), ¢ koHIIeH-
tparueit AKTT y manimentoB ¢ BupuibHoit Gopmoit (r=0,4).

BeiBoabI:

1 YcranoBiieHO OTCTaBaHUE MOKa3aTeNNe pakTuueckoro pocta Ha -1,83 curMabHBIX
OTKJIOHEHHUS OT BEJIMYWH JIOJDKEHCTBYIOIIETO reHeTndeckoro pocra y 40% o6ciemoBaHHBIX
(neBouku n=4, MaTbYMKHU N=2), UX COOTBETCTBUE — Y 33,3% nerei (I€BOUKU N=3, MAIIbUUKHU
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n=2), mpeBbllICHUE Ha 1,5 CUTMaNbHBIX OTKJIOHEHUS Y 26,7% mnanueHToB (J€BOYKH = 2,
MaJbYUKH = 2).

2 Cpennecytounbie 1036l ' KC manmeHToB COOTBETCTBYIOT PEKOMEHAYEMbBIM MEXKTY-
HApOJHBIM KOHCEHCYCOM IO JIMarHOCTHKE M JICUEHUIO 21-THAPOKCUIIA3HOM HEJ0CTaTOod-
HOCTU y jAeTei [6].

3 OTmedeHa npsiMasi KOppeJLus CpeIHeN CUITbI TToKazaTened (PaKTHIEeCKOTo pocTa ¢
no3oit 'KC y nanuentoB ¢ BupuibHoit popmoit B/IKH.

4 BrplsiBieHa CpeHE CHIIbI TOJOKUTENbHAS B3aUMOCBS3b 3HAUCHUH (PaKTUUECKOTO
pocta ¢ ypoBHeM 17-OHII y aeteit ¢ conpTepsitomieit popmoit u ¢ kornerTpanuein AKTI y
MAIMEHTOB C BUPWIHHOU (POpMOii 3a00IeBaHMs.
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