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Resume. This article analyzes the features of course of salt-wasting and virile forms of congenital
adrenal hyperplasia (CAH) in children of pubertal age.
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AKTyaqbHOCTh. Bpoxnennas auchyHkuus kopsl Haganodeunnko (BJAKH)
npeACcTaBiIeHa CIEKTPOM 3a00JI€BaHUM C ayTOCOMHO-PEIECCUBHBIM THUIIOM HACIJICIOBAHMUS,
00ycCOBICHHBIX AehEeKTOM (PEPMEHTHBIX CHUCTEM, KOTOPBIC YYaCTBYIOT B OHMOCHHTE3E
CTEPOUIHBIX TOPMOHOB HA/INMOYECUYHHUKOB.

B ocHoBe 3aboneBaHus JEKHUT ACHEKT OAHOFO. U3 SH3UMOB WM TPAHCIOPTHBIX
OCNKOB, MPUHUMAIONIUX YyYacTHE B OMOCHMHTE3€ KOPTH30Jla B KOpE HAJAMOYEYHUKOB.
CHmwkeHre OMOCHHTEe3a KOPTHU30JI1a TI0 TPUHIIUITY OOPaTHOM CBSI3U IPUBOAUT K MTOBBIIICHUIO
cekpeun AKTT u, xak cinencrtBue, K pa3BUTHUIO. TUTIEPIUIA3UH KOPbl HAANOYEYHUKOB U
HAKOIUICHUIO METabOJIMTOB, MPEAlIeCTBYIOMUX JepeKTHOMY 3Tamy cTepoujorenesa. B
OCHOBE (DepMEHTATUBHBIX HAPYIICHUI JeXKaT 1e(EKThl TeHOB, KOAUPYIOIIUX TOT WA UHON
depmenT 6uocunTesa crepounon. 1o 95 % Bcex ciydaeB BpOXKIEHHON TUCHYHKIIUUA KOPHI
HAJMIOYEYHUKOB cocTaBisieT Aedunut 21-ruapokcwiassl [1]. YacTtora BCTpeuaeMocTH
9TOTO (pepMEHTATUBHOTO JedeKTa TOCTATOYHO BBICOKA M KOJIEOJETCS B Pa3IMYHBIX
nonyianusax ot 1:5000 mo 1:60000 HOBOpOXAEHHBIX. Jpyrue Ho300THYECKHE (HOPMBI
BJIKH BcTpeuaroTcs peako.

B 3penom Bo3pacte kenumuuel ¢ BJIKH nabmionmaroTcss  TepameBTamu,
AHAOKPUHOJIOTAMU M THHEKOJIOraMHu; OCOOEHHO TMPHUCTAIIbHOE BHUMAHUE YJEIsSeTcCs
OepeMeHHBIM C 3TUM JuarHo3oM. K coxalieHuto, JaHHbIE MAIMEeHTKH MOTYT BXOAWTH B
IPYINy PHUCKA BO3HUKHOBEHMUS IICUXUYECKUX PACCTPOMCTB, IMOATOMY UM HPUXOIUTCS
WHOTJIa TTpuOerarh U K MOMOIIHY NICUXOTEPANEBTOB.

Onnako mepBble Bpauu, ¢ KOTOpbIMU BcTpedarorcss nauuentsl ¢ BJIKH, — 3to
NeauaTpbl U JETCKUE SHIOKPUHOJOTH [2]. I'MaBHBIMM 33ajauaMH ATUX CIELHAINCTOB B
OTHOIIIEHWHU TamueHToB ¢ auarHozoM BJIKH saBastorcs: 1) mnpepoTBpalieHue
JOTIOJTHUTEIbHBIX TEPAIIEBTUUECKUX U IICUXOKOPPEKIIMOHHBIX BMEIIATENBCTB, CBA3aHHBIX C
HEYJOBJIETBOPEHHOCTHIO Kaue€CTBOM XHU3HU [4], HEOOXOAUMOCTHIO MEHSTh MaCIOPTHBIN
MOJI, BBIPAXKEHHOM HU3ZKOPOCIOCTHIO, HAMYUMEM WHBAJUIHOCTH; 2) MpEaynpexAcHUue
HEAJICKBAaTHOI'O HA3HAYEHHMS TJIFOKOKOPTUKOUIHBIX IIPENApaToB.

Hear wucciaenoBaHus: ONpeNeIuTh OCOOCHHOCTH (PU3UYECKOTO U  IMOJOBOTO
pasButuss noapoctkoB ¢ B/IKH B cpaBHeHuM co 310pOBBIMH CBEPCTHUKAMH, OLICHUTH
3aBUCUMOCTh TapamMeTpoB (uinueckoro pa3sutus y nanumentoB ¢ BJIKH ot oOmero
KOJIMYECTBA U CYTOUHOro pacnpenenenus npunumaeMbix ['KC, ycTaHOBUTh 0COOEHHOCTH
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TUHAMHUKWA ropMoHanbHbIX mokazateneit (17-OHII, AKTI) u ux cBsi3zp ¢ mapameTpamu
¢uznueckoro pazsutus y aereit ¢ BIKH B 3aBucumocTu ot hopmsbl 3a001€BaHUs.

Marepuaa u MerToAbl McciaeaoBaHusi. Hamu Obl1 mpoBeAeH peTpOCHEeKTUBHBIM
aHanu3 aMOyJaTOPHBIX M CTallMOHAPHBIX KapT 15 aeteit mybepraTHoro Bo3pacta ¢ BJIKH,
COCTOSIIIMX Ha Yy4€Te B TOPOJCKOM JIETCKOM SHAOKPUHOJOTMYECKOM IIEHTPE WU
HaxoJSIINXCsl Ha JiedeHUU B Y3 «2-s1 ropojckas JeTcKas KIMHUYecKas OOJIbHUIa» T.
Muncka B 2015-2017rr.

bbutn onpeseneHsl U OLIEHEHbl B3aUMOCBSA3HM MMapaMeTPOB MOJOBOTO U (PU3UYECKOTO
pa3BUTHs OOCJIENOBAaHHBIX JE€Tell ¢ MoKa3aTenaMu Metadonuyeckoro craryca (17-
ruapokcunporecrepon (17-OHIT), agpenokopruxorpomnusii ropmon (AKTI)), cyrounoit
no3el 'KC. Cratuctuyeckas oOpaOoTka JaHHBIX MPOBEJEHA C IMOMOILBIO MPOrpaMMbl
Microsoft Office Excel 2013.

Pe3yabTaTtbl. CpegHuil BO3pacT MalMEHTOB Ha MOMEHT OOCJEeI0BAHUS COCTAaBHII
14,2424 net (neBouku: n= §8; 13,8+2,3 net, manbuuku: n= 7; 14,7£2,5ner (p= 0,36)). Ilo
JAHHBIM aHaju3a CTaJus MOJOBOr0 pa3BUTHUs Mo TaHHEpY y A€BOYEK coctaBuia 4+1,1, y
manbuukoB 4,7+0,5. YcraHoBieHa Oojiee BbICOKas cTajausl myOeprarta y HAlMEHTOB C
BUpWIbHON dopmoit (n=6) — 4,7+0,5 B cpaBHEHHH C JAETbMH.C COJIbTEpsIOUIed (opmMoi
(n=9) —4,1+1,1.

[Ipu anamuze (¢GU3MUECKOTO pPA3BUTHA OTMEUYEHO OTCTaBaHHWE IIOKa3aTeseu
dakTuyeckoro pocta Ha -1,83 curMangbHBIX OTKJIOHEHHS OT BEJIUYHH JOKEHCTBYIOIIETO
reHeTuueckoro pocta y 40% oOcienoBaHHBIX . (IeBOUYKM n=4, MalbYUKd n=2), HX
cootBercTBHEe — Yy 33,3% pereil (meBOYkM n=3, MaibuMKU n=2), mnpeBbllieHUe Ha 1,5
CUTMaJbHbIX OTKJIOHEHHS Yy 26,7% nauueHToB (AEBOYKM n=2, MaJIbUUKU n=2).
CratrcTU4ecKd 3HaUMMOU Pa3HUIIBI POCTA B TPyNNAX JETEH C CONBTEPSIIOIEN U BUPHIIBHOM
(dbopMoit He BBISIBJICHO: 3apErUCTPUPOBAHO OTcTaBaHue HA -0,4CUTMaNbHBIX OTKJIOHEHUS Y
neter ¢ cosprepsromniei popmoi M -0,2 CUrMaNbHBIX OTKJIOHCHHS Y JeTel ¢ BUPUIIBLHOMN
dbopwmoii (p=0,12). [Ipu aHanm3e-@HTPOTIOMETPUICCKUX TTOKa3aTeICH 10 MOy YCTAHOBIICHO
IPEBBILIEHUE POCTa OOCIEAOBAHHBIX JIE€BOUYEK C CONbTEpstomeld (GopMoil B CpaBHEHUH CO
CBEpCTHHIIAMU C BUPWIbHOM (hopMoii: oTcTaBanue Ha -0,8 u -1,3 curMaabHBIX OTKJIOHEHUS
(p=0,24). BeisBieHbI 00J1€€ BEICOKHE TTapaMeTPhl POCTA Y MAJTbYUKOB ¢ BUPUIILHON (OpMOii
POCT B CpaBHEHUH C.cosbrepstomen popmoit (p=0,58).

B o6mieit BriGopke 13 manueHTOB MPUHUMAIN TUIPOKOPTHU30H, 2 JIE€BOYKU C BH-
pwibHOU (QopMoit 3aboneBanus (16 m 17 ;mer mpu 3akpwIThIX 30Hax pocta) - ['KC
MIPOJIOHTUPOBAHHOTO feicTBuA: AekcameTa3oH 0,5 mr (0,29 mr/m2, 100% cyTouHO#M 10361
BeuepoM) wimd mpennn3onion mo 1,25 mr (0,84 mr/m2, 50% cyToyHOW 03Bl YTPOM U
BeuepoM). CpeaHecyTouyHas 103a THAPOKOPTU30HA JIJIs IEBOUEK C CONBbTEpSIIoNIel (opMoit
coctaBmia 23,9 Mr/mM2, 17151 MaTb4YUKOB - 23 MT/M2; IS MAIBYUKOB C BUPWIBHOU (hOPMOI
— 20,8 mr/2. JlaHHble 3HA4YEHUS COOTBETCTBYIOT PEKOMEHIYEMBIM MEKIyHapPOIHBIM
KOHCEHCYCOM II0 JWAarHOCTHKE W JICYEHHUIO 21-THAPOKCUIIA3HOM HEIOCTaTOYHOCTH Y
nereir  (2002), npuasITOMY Ha OOBEAMHEHHOM KOHIpecce EBpomeiickoro oobmecTa
MeIuaTpoB-?HAOKpUHONIOrOoB 1 OOIlecTBa mNeauaTpoB-3HIOKpUHOIOroB JloycoHa
Bukunca [3].

Hamu ycTanoBneHa cinabasi KOppemsiiusi MeX1y nmapameTpamMu pakTHYeCKOTo pocTa
(B cUTMaJTbHBIX OTKJIOHCHHSX) M MTOKA3aTeJISIMU MPOIICHTHOTO pacnpenenenus 10361 [ KC B
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pasznuuHoe BpeMs cyTok (r<0,3) B rpymnmnax MaJdb4MKOB M JI€BOYEK OTAEIBHO, a TAKXKE BO
Bceld BBIOOpPKE B LEIoM. Y manueHToB ¢ BupuibHOW ¢opmoii BJIKH BeisiBiieHa
MOJIOKUTENIbHAS KOPPEIISALMS CpEeHEN CUIIbI MEX 1Y MOoKa3aTeasiMu (PaKTHUECKOro pocTta (B
CUTMaJIbHBIX OTKJIOHEHHSIX OT T€HETHYECKOTro pocTa) u mpuHumaemoin nozoii I'KC (B
MPOLIEHTHOM oTHOIIEeHuH) yTpoM (r=0,51) u Beuepom (r=0,48). 3apeructpupoBana cpeHen
CWJIBl KOppessinusi Mexay napamerpaMu (axtudeckoro pocta M ypoBHsmu 17-OHII
(r=0,31) y manueHTOB Bcel BBIOOpPKHM U OTHAEIbHO Yy MaibuukoB (r=0,35). OTmeueHa
MOJIOKUTENIbHAs B3aUMOCBS3b IOKa3aTelled pocTa JE€BOYEK B MOMEHT 00CIeNOBaHUA U
koHueHtpausimu AKTI (r=0,36). B 3aBucuMoctu oT (hopmbl 3a00JI€BaHMS BbISIBICHbI
KOppEJSUMU BEJIMYMH TOPMOHAIBHOTO cTaryca U (PaKTHUECKOro POCTa: CPeIHEN CHIIbI
NOJIOKUTENbHAs B3aUMOCBs3b ¢ ypoBHeMm 17-OHII y nereit ¢ conbrepsitomen dpopmoit
BJIKH (r=0,62), ¢ konnentpanueit AKTI y nanrenToB ¢ BupuiabHoi hopmoit (r=0,4).

BbiBOabBI:

1 YcraHoBieHo oTcTaBaHUE MoOKazarened akTuyeckoro pocra Ha ~1,83 curmans-
HBIX OTKJIOHEHUSI OT BEJIMYMH JOJDKEHCTBYIOIIETO TeHeThndeckoro pocta y 40%
o0clieIoBaHHBIX (J€BOYKM N=4, MaJbuMKd n=2), UX cooTBeTcTBUE — y 33,3% nereit
(meBoukM n=3, MaJbUMKHU N=2), IpeBbIICHUE Ha 1,5 CUrMallbHbIX OTKJIOHEHUs y 26,7%
MAIMEeHTOB (JIEBOYKHU N= 2, MaJIBUYUKH N= 2).

2 Cpennecyrounble a036l ['KC mnanMeHTOB COQTBETCTBYIOT PEKOMEHIYEMbIM
MEXJTYHAPOJHBIM KOHCEHCYCOM 110 JMAarHOCTHUKE U JieueHuio 21-TuapoKcuiia3HOU
HEJIOCTAaTOYHOCTH y neteit [3].

3 OTmedeHa npsiMasi KOppeJsIusl CpeTHEH CHITbI TTOKa3aTesne (akTHIecKoro pocta
¢ no3oit 'KC y nanuentoB ¢ BupmibHO# dhopmoit B/IKH.

4 BrlsiBlieHa CpellHel CHIIBI MOJOKUATEIbHAs B3aMMOCBSI3b 3HaUYeHUN (PaKTUYECKOTO
pocTta ¢ ypoBueM 17-OHII y neteii ¢ conbrepstomeit popmoii u ¢ korrnenTparuein AKTI y

MAIMEHTOB C BUPWIBHOMN (hopMoii 3a001€BaHu.

Nudopmauus o BHeApeHMH Ppe3yJbTaTOB HccjeqoBaHus. [lo pesynbratam HaCTOSIIETO
UCCIIeIOBaHUsl OMyONMuKOoBaHa 1 cTaThs B COOpPHHMKax mMaTepuanoB, | Te3HCHl JOKIAIOB, MOJIYy4YeH 1 aKT
BHeIpeHUss B oOpa3oBarenbHBIN _1poniecc 1-ii kadeapsl aerckux Oosesneit YO «benopycckuii
rocy/lapCTBeHHbIN MEAUIIMHCKHI YHUBEPCUTET.
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