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BeepeHune. BpoxaeHHas AMcHyHKUMS Kopbl HapnouyeyHukos (BAKH) — 370 rpynma ayTocoMHo-peueccuBHbix 3abone-
BaHui. Okono 90 % Bcex peteit ¢ BAAKH mMetoT HepocTaTouHOCTh depMeHTa 21-ruapokcmnasbl, KOTOPbI Heobxonnm
ONS CUMHTe3a rNIKOKOPTUMKOMAOB M MUHepanokopTukomnaos. Conbrepswowas ¢opma BOKH dopmupyetcs npu geduumnte
M TNOKOKOPTUKOMAOB, U MUHEPANOKOpTUKOMAOB. OTCYTCTBME NleYeHUs Npu AaHHOM Gopme NpUBOAMUT K rnbenu pebeHka
yXe B MNlafleH4yecTBe, a NOTOMY pPaHHee BbiSIBIEHME U Hayano NeyYeHUs Ype3BblYaiHO BaXHO.

Uenb uccnepoBaHua: M3yunTb KAMHMYECKME OCOOEHHOCTM TeyeHus 3aboneBaHMs M OUEHWUTb IP(EKTUBHOCTb NleYeHMs
feTelt ¢ conbTepstowen dopmoit BAKH B MNepmckom kpae.

Marepuanbl u MeToabl. [poBefeH aHaNU3 KIMHUYECKUX 0COBeHHOCTEN TeueHus 3abonesanus y 40 neTeii c conbTepsioLLei
dopmoit BAKH, npoxusatowmx B MepMckoM kpae. s oueHKM afeKBAaTHOCTM NoLo6paHHOM Tepanuu Bbinn NpoaHanusm-
pOBaHbl KJMHUYECKME NPOSBAEHUS: TATA K CONEHON NULLe, rMneprnurMeHTaumns KOXHbIX NOKPOBOB, TMPCYTU3M, HapyLueHue
pocTa W Apyrve CMMNTOMbI, @ TaKXe MoKasaTenun 371eKTPoNUTHOro 6anaHca, ypoBeHb 17-ruapokcunporecTepoHa, agpeHo-
KOPTMKOTPOMHOr0 rOpMOHa, PEeHMHa.

Pesynbratbl M 06cyxaeHMe. HecMOTPS Ha COBpeMEHHble BO3MOXHOCTU AMArHOCTUKM U neverus npu BOKH, nonHoi kom-
neHcaumu 3aboneBaHuns ynaetca Lob6UTbCS Aaneko He BO Bcex cyyasx. [louTn y Bcex o6cnenoBaHHbIX feTel BCTpeYanuch
NMB0 CMMNTOMbI HELLOCTAaTOYHOCTM 3aMeCTUTENIbHOM Tepanuu, 160 NpU3HAKM Nepefo3MpPOBKU. Y paLa AeTel, He UMEIDLLNX
KJIMHUYECKUX NPOsIBNEHMI 3a60n1eBaHUs, OblM BbISBEHb OTKJIOHEHUS B TOPMOHANIbHOM Mnpodue.

BbiBoabl. B xone Hawero uccienoBaHUs YCTAaHOBNEHO, YTO ANs AeTel MAajfluero BO3pacta XapakTepHbl CUMMTOMbI
nepeno3nMpoBKY FIOKO- MW MUHEPANIOKOPTUKOMAAMU, @ TakXKe YaCTOe BO3HUKHOBEHWE COMbTEPSOWMX KPU30B HA (oHe
NpUCOeLMHEHUS UHTEPKYPPEHTHbIX 3aboneBaHunii, TOrAa Kak ANg AeTei NMoApOCTKOBOro BO3pacTa aKTyasbHbl Npobiemsl,
CBSI3aHHbIE C HEAOCTAaTOYHOM [030M MMIOKOKOPTUKOMAHBIX npenapaToB. CylecTBEeHHble TPyAHOCTHU Tepanun aeten ¢ BOKH
TaKXe CBsi3aHbl C KOPOTKMM AeicTBueM rupapokopTusoHa (KopTteda®). OpmH M3 cnocoboB pelleHus 3TMX npobnemM —
opraHusauus LWKonbl Ang poautenen petei, 6onbHbix BAKH. Co3paHue MoTMBauuM, 06bACHEHME MPUHLMUMOB NeYeHus
M BaXKHOCTW pErynspHoro npuema npenapartos, a TakXe 0ObACHEHWe anropuTMa LeACTBMIA NPU HEOTNOXKHbIX COCTOSHU-
SX — BaXHbI War B JOCTUXEHUM KOMMEHCALUKn 3aboneBaHus.

KnwoueBble cnosa: conbrepawwan d)OpMa BpO)I(}J,EHHOVI ,EI,MCdJyHKLI,lAM KOpbl HaAMO4Ye€4YHUKOB; OCHOBHbIE KJIMHUYECKUE
npogaBneHunsd; runepaHoporeHns; aNeKTpoJsIMTHbIE HapyLleHUa; NPpUYnUHbI AeKOMMNeHCauuu.
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Background. Congenital adrenal hyperplasia (CAH) is a group of autosomal recessive disorders. About 90% of all
children with CAH have 21-hydroxylase deficiency which is required for the synthesis of glucocorticoids and miner-
alocorticodes. The salt-wasting form of CAH develops with a deficiency of both types of hormones. This form of CAH
results in infant death if not treated, therefore early disease detection and start of treatment are very important.
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Aim of research is to study the clinical features of the course of the disease and evaluate the treatment efficacy of children
with salt-wasting form of CAH in the Perm region.

Materials and methods. We conducted an analysis of the clinical features of the salt-wasting form of CAH in 40 children
of the Perm region. To evaluate the treatment efficacy following symptoms were analyzed: salty food craving, hyperpig-
mentation of skin, hirsutism, delayed or accelerated growth, etc. and parameters of water-electrolytic balance, the level of
17-hydroxyprogesterone, adrenocorticotropic hormone, renin.

Results and discussion. Despite the modern possibilities of diagnosing and treating CAH, the complete control of the disease
can’t be achieved in all children. Almost all the children examined had either symptoms of replacement therapy failure or
overdose symptoms. Hormonal imbalance disorders were performed by a few children without any symptoms of the disease.

Conclusion. During our research we concluded that young children often have issues with an overdose of hormonal drugs
and frequent occurrence of salt-wasting crises against the background of associated diseases, while for teenagers, problems
associated with an insufficient dose of glucocorticoid drugs are relevant. Also, significant difficulties in the treatment of
children with CAH are associated with the short action of hydrocortisone. One way to solve these problems is to organize
a school for parents of children with CAH. Creating motivation, explaining the principles of treatment and importance of
regular taking of drugs, as well as algorithm in medical emergency is an important step in achieving control for the disease.

Keywords: salt-wasting form of congenital adrenal hyperplasia; hyperandrogenism; main clinical manifestations; electrolyte

imbalance; reasons of decompensation.

BBEOEHUE

Bpokaennass JUCOYHKIMS KOPbI  HAMOYCUHH-
koB (BAKH) — »sto rpymma 3abomeBaHuii ¢ ayTo-
COMHO-PCUCCCUBHBIM MEXaHHU3MOM HaCJICI0BaHUA,

00YCIIOBIICHHBIX BPOXJICHHBIM HapyUICHHEM CTepo-
ujoreHesa BcieAcTBHE aAeduumuTa (hepMEeHTATHBHBIX
CHUCTEM.

Oxomo 90 % Bcex nereit ¢ BJIKH umeror neduimr
¢depmenTa 21-runpokcmiasel (Mytamus B rene CYP21)
u menee 10 % — nedunmr 11B-ruapokcunasel (nedext
B rene CYPIIBI). OctanbHble (HOpMBI BCTPEYAIOTCS
Kpaitne penko [5,9]. Hemocrarok 21-ruapokcuiiazbl
BBI3BIBAaCT neuImT mIroKoKopTHKocTeponmoB (I'KC)
U MUHEPAIOKOPTUKOUIOB, pexke — AC(QHIHUT TOIBKO
DIIOKOKOPTHKOMIOB. KoMIieHcaTopHast THIIepCTUMYIISIINS
KOPBbI HAJIIOYEYHUKOB aJPEHOKOPTUKOTPOITHBIM TOPMO-
HoM (AKTI) mpuBomuT K Tepen3ObITKYy aHIPOTSHOB
Y MPeJIIECTBEHHUKOB CUHTE3a KOpTH301a — 17-ruapok-
cunporectepora (17-OH-mporectepona) [1, 3, 7, 10].
B 3aBUCHMOCTH OT BBIPaKCHHOCTH CHW)KEHHS aKTHB-
HOCTH 21-THApPOKCHIIA3bl BBLICTSIOT 3 (QopMbl 3a00-
JIEBaHUSL: TPOCTYIO WM BUPUIIBHYIO, COJBTEPSIONIYIO
Y CTEPTYIO WIN HeKIaccudeckyto [6, 4, 10]. Ilpu comnb-
Tepstoeld popMe ONpeneNsIoulyl0 pojib B KIMHHKE
3a0oneBaHus UrpaeT ACPUUUT albIOCTEpOHA U BO3-
HUKAIOIIMe Ha JTOM (POHE CONBTEPSIONIUe KpPU3HI,
KOTOpBIE TIPW OTCYTCTBHH JICUEHUS MOTYT TMPHUBECTH
K JIETAJIbHOMY HCXOAy yXe B miazeHuyectse. [Ipu Bu-
PWIBHON — KJIMHMKa 0OYCIIOBJICHA THUIEPIPOAYKIHEH
AH/IPOreHOB Ha (JOHE HU3KOTO YpoBHs KopTHu3ona. [lpu
HekJaccuyeckor Qopme aegumut GepmMeHTa HE BHI-
paXEHHBIN, MOTOMY KIMHHMKA UMEET CTEPThI Xapak-
tep. Jns conprepsitomieit u BupmibHOi dopm BJIKH
XapaKTEepHO HapyuleHne (HOPMHUPOBAHUS HapyKHBIX
nojioBeix opraHos (HIIO) y neBouek, mposBistorie-
ecsl BUpWIM3AlMEeN pa3HOM CTENEeHH BBIPA)KEHHOCTH.

Y ManbuuKOB MPU POXKJICHUM BCTPEUAETCS] MaKpPOT€HU-
TOCOMHUSI, OTHAKO Ha Hee, KaK MpaBuilo, He o0pamiaoT
BHUMAaHUSI.

B Poccuu BJIKH cpenu nereit BcTpeudaercs ¢ ya-
crotoit 1:9500 [1, 5, 6]. K kony 2019 r. B Ilepm-
CKOM Kpae Ha ydere c¢ auarHo3om BJIKH cocroso
122 pebenka.

C mapra 2006 . B Poccuu BBeZieH HEeOHaTaIbHBIH
CKPUHHUHI, B XOJ€ KOTOPOTO HCCIEIyeTCs] YpPOBEHb
B KpoBu 17-OH-nporecrepona. J[aHHOe HccienoBaHue
no3BosAeT BbIABIATH Jetell ¢ BJIKH yxe B mepsble
IHU JKM3HU, HO cuuTaeTcs Hed((EeKTHBHBIM HpH He-
KJIACCUYECKOH, @ B HEKOTOPBIX CIIydasX U IPU BUPUJIIb-
HoM ¢opme [2, 6, 9]. Ha ceromusiiramii neHs Haubomnee
WHQOPMAaTHBHBIM METOAOM B OTHOLICHWUH BCEX (OpM
BJIKH sBnsieTcst MONEKyASIPHO-TEHETUYECKOE UCCIIEN0-
BaHHE METOJOM aJlIeIb-ClIeU()UIECKOM MOIuMepasHon
LIETHOM peakLuu 1J1si OOHAPYKEHUs TOUCUHbIX MyTalUi
B rene CYP2[ [9]. OgHako moOKa 3TOT METOA JOCTYICH
JMIIb B KPYMHBIX 9HIOKPUHOJIOTMYECKUX IIEHTpPaX.

EnvHCTBEHHBII BO3MOXKHBIHN CITOCOO KOPPEKIMU TOp-
MOHaJIbHBIX Hapyluenuid npu BJAKH — sto 3amectu-
TeNbHAs TOPMOHAJIbHAA TEpanus TIIFOKOKOPTUKOWIAMH
1 MHUHEpAJIKOPTHKOUIaMH. JleBoukaM ¢ NMpHU3HaKaMy BU-
pummzaruu HITO nokasana ¢emMuHM3MpYIOIIas MiacTu-
Ka, CPOKH HPOBEIICHHUS] KOTOPOH ONPENEsSIIOTCS B 3aBH-
CHUMOCTH OT CTETIeHN Bupmim3anuu [8]. B manpreimem
TpeOyeTcsl MOCTOSIHHO KOHTPOJMPOBATh aJeKBaTHOCTh
M0100paHHON Teparuy U U3MEHSTh 103y TOPMOHAIBHBIX
MIpenaparoB B 3aBUCHMOCTH OT BO3pacTa M MaccChl Tena
pebenka. Kpome Toro, mo3upoBka noiKHa OBITH CKOp-
pekxTrpoBaHa Ha (hOHE MHTEPKYPPEHTHBIX 3a00JICBAHMIA.

Llenv uccnedosanuss — U3y4UTh KINHUYECKUE OCO-
OCHHOCTH TeueHHs 3a0oJieBaHHMsS U OLECHUTH d(pQek-
TUBHOCTh JICUCHHsI JIETe C conpTepstomeii popmoit
BJIKH, npoxuaronux B Ilepmckom kpae.
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MATEPWAbI U METOAbI

[IpoananmsupoBanbl nctopuu Oone3snn 40 mereit
B Bo3pacte oT 1 mo 15 mer (6,6 + 3,8 roma) ¢ conbTe-
psromieit popmori BJIKH, HaxomnuBIIMXCsl Ha JICUCHUU
B otaeneHuu >ua0kpunonoruu KJIKbB B 2017-2019 rr.
TTox HaGmroneHrEM HAXOMWINCH 23 NeBOYKH U 17 Majib-
ynkoB. Jluarno3 BJIKH ycrtaHoBieH mo pesyjibraram
HEOHATAJIbHOTO CKPUMHUHTA y 38 MalMeHTOB M y ABYX
MaJIbuUKOB, POAMBIIUXCS 10 BBEACHUS CKPUHHUHTA, —
3aMo/I03pEH Ha OCHOBaHMM KIMHUYECKHUX MPOSIBICHUI
COJIBTEPSIIOIIEI0 KpU3a, BO3HUKILIETO B MEPBBIA MecsL]
#KU3HU. [lo SKCTpEeHHBIM NOKa3aHUAM TOCHHMTAIM3H-
poBaHbl 7 neTeid, octanbHbie 33 pebeHKa MOCTYNWIN
B IUIAHOBOM TOpsiAKe. MOJeKyIspHO-TeHETHYECKOe
oOciienoBanue B 1a0OpaTOpUH TE€HETHUKH MOHOTEHHBIX
3aboneBannii «HMUL] snamoxkpuHomoTHI»y MuH3IpaBa
Poccun mpoBeneno 11 mersm.

Jnisi OleHKM aJeKBaTHOCTH MOAOOpaHHOW Tepa-
nuy ObUIM IPOAHAJM3UPOBAHbl KIMHUYECKHE TIPO-
SIBJICHUS: TSAra K COJICHOW MUILE, TUIEPIUIMEHTALs
KOXHBIX IIOKPOBOB, T'MPCYTH3M, HapylIeHHE pocTa
U JIpyrHe CHMIITOMBI, U JIabopaTopHbIE MOKa3aTelH:
YPOBEHb KajlMs M HATPUs CHIBOPOTKU KPOBU U UX CO-
OTHOILIEHHUE, COJepKaHNe B ChIBOpOTKe KpoBH 17-OH-
nporectepona, AKTI, penuna.

Cpennuii BO3pacT NALMEHTOB, a TaKXe CPEIHHE
JI03bl TIPENapaToB NPEACTABICHBI B BHJE CPEIHHUX
apu(METHYEeCKUX 3HAUCHUH M CTaHAAPTHBIX OTKJIO-
HeHuil (M = 9). [loka3arenu, xapakTepusyromue Kade-
CTBEHHBIC NPHU3HAKH, ONpeNe/suin B mpoueHrax. s
CTaTHCTHUYECKOTO aHAIN3a TAHHBIX MCIIOIB30BAIIN TIPO-
rpammy Microsoft Excel 2016.

PE3Y/IbTATbl U OBCYXXAEHUE

Bce metn ¢ mepBbIX HeOENb KHU3HM IOJIydaid
TOPMOHAJIBHYIO TEparuio, 4TO TPENOTBPATHIO (op-
MHUpOBaHUE CONBTEPSIONIET0 Kpu3a B aebioTe 3a-
Oosieanus. C 1ENbI0 KOPPEKUMH JeUIHUTA TIIOKO-
KOpTUKOUIOB HasHauanu Kopred® (TabrmetupoBaHHas
(hopMa THIPOKOPTU30HA) B 103€ OT 5,7 mo 19,23 Mr/m?
B cytku (12,41 £ 3,38 mr/m? B cytkn). edbuuur mu-
HEPAIOKOPTHKOUIOB Koppuruposanun Kopruneddom
(pmynpokopTH30H — Tpenapar ¢ MHHEPaJIOKOPTUKO-
WJHON aKTUBHOCTHIO) B j103¢ OT 25 nmo 150 mkr/cyt
(74,46 + 33,10 mxr/cyT). CommacHo  DemepalbHBIM
KJIMHUYECKHM PEKOMEHJIAIMSM, PEKOMEHIyeMasl 1032
Koprepa — 10-15 mr/m*> B cytku, Koprunedpda —
50-150 wmkr/cyt [5]. IlpeBblmieHne pexoMeHAyEeMOM
no3bl Kopreda ormeueno y 7 uenosex (17,5 %), no3st
HIDKE TIpeanucannbix noiaydanu 10 mamuentos (25 %).
Henocrarounas no3za Koprunedda (menee 50 Mxr/cyr)
Obuta HasHaueHa 5 geram (12,5 %).

B cBs3u ¢ nexommnencanueit 3aboneBanus Ha (oHe
octpoli pecrmpatopHoit mHbekuu (OPW) Opumm TO-

CIUTAIM3UPOBAHKI 7 MAllUEHTOB, y TPEX U3 HUX HMesa
MECTO pBOTa OT 1 70 8 pa3 B CyTKH, Y MATH — KUJIKHI
CTy7l, Yy OOJNIBITUHCTBA — TIPU3HAKA OOC3BOKMBAHIIS.
VY Bcex jerell BBISBICHBI BBIPQKCHHBIC HApYIICHHS
ANIEKTPOJIMTHOTO OaJlaHCca: TUTICPKATHEeMUSsl, THITOHATPH-
eMusl, COOTHOIIIeHue Kanuii/HaTpuii ot 1 :29 no 1 : 20.
VY nByx ormedeno moBeimenne AKTI (215-294 nr/mi)
u 17-OH-nporenrepona (76,3—123 HMOMB/), y ISTH —
noBeilieHue peruHa: 62,7-336 ME/n. OrueTiuBbIX
HapyIICHUH TOPMOHAIBHOTO MPO(MUIS HE BBISBICHO
y IIByX IallieHTOB.

Jlo mpue3ma Opurambl CKOPOW ITOMOIIN OOJBIITHH-
CTBO poOAWTENCH HE MEHSIN J03bI TOPMOHAIBHBIX
[peraparoB, JIMIIb JBYM JeTIM Ha (OHE PE3KOro
yxymiieHust coctosiuus Ol BBenmeH Comy-Kopred®.
B crammonape Comy-Kopred (unbexkmmonHast dopma
THAPOKOPTH30HA) OBIT Ha3HA4YeH IMecTH aeTsM. Cpe-
HUHM BO3pacT AaHHOM rpymmsl nered 3,7 + 1,9 roxa.

B mnanoBoM mopsake moctynmwin 33 peOcHKa.
[lomnas xommeHcanusi 0e3 3HAYMMBIX KIWHUKO-JIa-
OOpaTOpHBIX TPOSBICHWI HMeEIa MECTO JUIb y 7
u3 HUX. Y 5 JeTel BRISIBICHBI 1a00paTOpHEBIC OTKIIOHE-
Hus B Bune noseimenus AKTI, 17-OH-nporectepona
W pEHHUHA, XOTS KajJ00 OHHM HE MPEIbSIBISLIIU.

KnuHndeckre mpU3HAKU TOBBIMIEHHOTO YPOBHSA
aHJPOTEHOB B PA3IWYHOM COYETAaHWH HMEIN MEeCTO
y 11 mereit: runepniurmentanus y 9 mereit (27,3 %),
rupcytusM — y 3 (9,1 %), yrpesas coib y 2 (6 %),
MPU3HAKH JIOKHOTO MPEKACBPEMEHHOTO TI0JIOBOTO pas-
Butus (I1I1P) y omnoro mamsumuka (3 %). OmepexeHue
KOCTHOTO BO3pacTa Ooyiee 4eM Ha 2 Tofa ¥ HEKOTOPOe
YCKOpEHHE TEeMIIOB POCTa BIIEPBBIC TOMABI KU3HU C TIO-
CIEIYIOIUM 3aMeJICHUEM K MyOepTaTHOMY BO3pacTy
BBISBIICHO y 8 marnueHToB (24,2 %).

l'mnepanaporeHus MOATBEPXkK/Aaaach MOBBIIIEHHBIM
conepxanneM B KpoBu 17-OH-mporectepona y Bcex
nereit (ot 46,6 no 202,5 amons/n), AKTT y 9 yenosex
(or 104 mo 845 mr/mi), TecTocTepoHa y 2 JEBOYEK
(10,4 u 11,5 amonb/Mn). JlaHHBIE HapylIeHUS BCTpe-
YaJlMCh B OCHOBHOM Y JeTel myOepTaTHOTO BO3pacTa,
cpennnii Bo3pact — 10,7 + 2,8 roga, 9T0, BOZMOXKHO,
CBSI3aHO C HECBOEBPEMEHHOW KOPPEKLMEN 103 ropMo-
HaJBHBIX TPENapaToB MO Mepe B3POCICHHS JCTEH.

Tsary K coneHOW mNuIle HUCHOBITHIBAIU 6 nerei
(18 %). Y onno#i neBoukn ObUTa BBIABICHA THIIOHA-
Tpuemusi Ha (JOHE HOPMAJIBLHOI'O YPOBHS Kallusi U CO-
OTHOIICHUS 3JICKTPOIUTOB. HapyIiieHue cooTHOIIECHUS
K" u Na" ormeueno y 5 mereit — ot 1:27 go 1:23.
V¥ Bcex neteil BbISBICHO MOBbIIIeHHE peHruHa oT 50,0
mo 313,8 MME/n, uTo sSBISETCS MPU3HAKOM HEIOCTAa-
TOYHOCTHU 3aMECTUTEIHHOM TEepanmuu MUHEPATOKOPTHU-
xounamu. Jloza Koprunedda y stux nmereiri — ot 25
no 100 mkr. CpenHuii Bo3pacT JaHHOM Tpymmbl Je-
TeH — 6,1 +2,8 roma.
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Cumntom /
Symptom

PacnpoctpaHeHHoCTb /
Prevalence

AptepuanbHast runepreHsus /
Arterial hypertension

Crpum /
Stretch marks

OsupeHue, 13bbITOYHAs Macca Tena /
Obesity, overweight

3aMefeHve Temnos pocta /
Slowdown in growth rates

Puc. 1. OcHOBHble KIMHMYECKUE NPOSIBNEHUS Nepeno3vMpOBKU
INIOKOKOPTUKOCTEPOUAOB Y 33 MauMeHTOB C ConbTe-
patowein hopMoit AUCHYHKLMM KOPbl HaAMNOYEHHUKOB,
rocnuTasM3MpoBaHHbIX B NJIAHOBOM Mopsake

The main clinical manifestations of glucocorticoid drugs
overdose in 33 patients with Congenital adrenal hy-
perplasia hospitalized on a planned basis

Fig. 1.

Cumrnromsl Tiepeno3npoBku nperaparamu ['KC Ha-
omomanuck y 9 manmentoB (27 %). Y 7 nereit oTme-
4aJo0Cch 3aMEJUICHUE TEMIIOB POCTa, Y OIHOM JECBOUYKU
BBISIBJICHA M30BITOYHAS Macca Teja U 'y 4 — OxKHpe-
Hue ot 1-i no 3-il creneHu, y 3 nereid BHU3Y >KUBO-
Ta, Ha BHYTPEHHEH MOBEPXHOCTH IUIed W Ha Oempax
Obut cTpun. Y 3 jeredl HaONIOAANOCHh TOBBINICHUE
aprepuainpHoro gasneHus (puc. 1). Kimnuueckue
MIPOSIBJICHUST TIOATBEPIKJICHBI J1a00pATOPHBIMH JIaHHBI-
Mu: y 6 nmereii otmedanoch cHmwkenne AKTI (menee
8,7 mr/mim). YV atux xe gere 17-OH-mporectepon
ObUT Ha HIDKHEH TpaHMIe HOPMBI (IIENIEBOH YPOBEHb
17-OH-nporecTepoHa — BEpXHsSIs TPaHULA HOPMBI
WJIH HEMHOTO BBIIIIE).

be3 npu3HakoB Bupuamzaumu /
No signs of virilization

| crenens / | type

IV ctenenb /

IV type Il crenenb / 1l type

Il crenenb / 1l type

Puc. 3. Bupunusaums HapyXHbIX FeHUTanuii y 23 peBouek,
y4YacTBOBaBLUMX B AAHHOM UCC/IEeN0BaHUMN (MPOLEHTHOE
COOTHOLUEHME Pas/IMYHbIX CTeNeHel BUPUAU3ALIMK)

Fig. 3. Virilization of the external genitals in 23 girls partici-
pating in this study (percentage of different degrees
of virilization)

MpuunHbl gekomMneHcauun /
Causes of decompensation

3}'IeKTEOﬂIATHbIe HapyweHus /
lectrolyte disturbances

CMMNTOMBI Nepeno31poBKky
MUHEPaNOKOPTUKOMZaMM /
Mineralocorticoid overdose symptoms
CMMNTOMBI Nepeno3vpoBKy
TMIOKOKOPTUKOMAaMM /

Glucocorticoid overdose symptoms

CuMMTOMBI TvInepaHaporeHun /
Symptoms of hyperandrogenism

BosHukHoBerme conbTepstoluero kpusa Ha doxe OPU /
The emergence of a saline crisis against
the background of ARI

Bospacr (net) /
Age (years)

0 2 4 6 8§ 10 12
Puc. 2. CpepHuii Bo3pacT AeTeil, UMEIOWMX pasauyHble NpU4u-
Hbl gekomneHcauun BOKH, noctynuBwuMx B nnaHoBoM
M 3KCcTpeHHOM nopsiake. OPU — octpaa pecnupatopHas
UHbeKumns
The average age of children with various causes for
the decompensation of CAH, admitted in a planned and
emergency manner. ARl — acute respiratory infection

Fig. 2.

Pe3koe mnopamieHue peHWHa OTMEYEHO Yy 3 JeTeH.
V omHO# neBodku 3 neT 9 MecAIEeB BhIABIEHA TMIIOKA-
JMEMHs, 9YTO MOXKET OBITh MPU3HAKOM Tepe03UPOBKH
MUHEPATOKOPTUKOUIOB.

Ho rocnuranuzanuu petu nonydanu  Kopred
B mosze or 10,7 mo 19,23 mr/m®> B cyrku, Kopru-
Hepd — ot 37,5 no 50,0 mkr/cyr. Cumnromsl mepe-
JTIO3UPOBKHM TIpernaparaMyd BBIBISUINCh B OCHOBHOM
y JeTed OLIKOIBHOTrO Bo3pacTa (CpenHuil Bo3pacT —
4,5+ 1,2 roma).

Ha puc. 2 npencraBieHsl OCHOBHbBIE IIPUYUHBI JE-
KOMITEHCAIK 3a00JIeBaHMsI U pacIpeesieHue TaHHbIX
MIPUYUH 110 BO3PACTHBIM TpyIIIaM.

Hapymenne crpoenns HIIO ormewanmocs y 22
u3 23 neBoyek. M3 HUX y 5 BbISBICHA BUPUIH3ALMS
I crenenm (rumeptpodus kimTOopa 0€3 W3MEHCHWS
BXOJla BO BJIArajMIIe WM HE3HAYUTENILHBIM €ro Cye-
HueM); y nByx — Il cremenn (rumeprpodus Kimuropa,
HEJIOpPa3BUTHE TIOJIOBBIX T'y0, X YaCTUYHOE CpalleHHe,
BOPOHKOOOpa3HOE Cy)KEHHE BXOJa BO BIATajHIIe);
y 8 — III crenenp (rumeprpodusi KIMTOpa C YpOTeHH-
TaILHBIM CUHYyCOM); ¥ 7 — IV cTrenens (yporeHuTambHbIH
CHHYC, OTKPBIBAIOILIMICS Y OCHOBaHHUS KIMTOpPA, YacTUY-
HOE cpalleHue MonoBeIX Iy0). Crenens V BUpHIM3aLUN
(cpamieHHE TIONOBBIX TyO € OOpa3oBaHHEM TTOMOOWS
MOIIIOHKA M OTKPBITHEM YPETphl Ha BEpXYIIKe THUIep-
Tpo(MPOBaHHOTO KIMUTOPA) HE BCTpedanach (puc. 3).

Kak BugHo Ha puc. 3,y 74 % neBoUYEK BHUPUIBHBII
CUHZIpOM OBLT 0TUeTINBO BhIpakeH (I[-1V crenens Bu-
pUIN3alMK), TO €CTh BHUMATEIbHBIH OCMOTp I'€HUTa-
nuii B OOJILIIMHCTBE CITy4aeB IO3BOJISIET 3all0A03PHTh
BJIKH y neBouek yxe B MEpBbIE Yachl XKU3HU.

deMuHM3MpYIOLIas IUIACTHKAa ObUla IMPOBEACHA
19 neBoukam (y 16 — mepBbIif oTam, y 2 — /Ba dTa-
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11a OINEPATUBHOIO JIEYEHUS, U OJHON JI€BOUYKE INPOBO-
UM TOJIBKO PE3eKLMI0 KJINTOpa). J[ByM mauneHTkam
OIEpaTUBHOE JICUCHHE IJIaHUpyeTCs. Popurenu ogHou
JeBOYKU (4 roya) OTKa3bIBAlOTCS OT MPOBEICHUS (e-
MUHHU3HPYIOUIEH TMIaCTUKH.

Takum oOpazoM, B Hacrosiiee Bpems Onaromaps
HCIIOIB30BAHAIO HEOHATAIBHOTO CKPHHWHIA IEpBHY-
Hasi AMarHoctuka cojbrepstoieid hopmer BIKH ocy-
IIECTBIISETCSI CBOEBPEMEHHO, OJIHAKO IOCIeayIomas
xoppekuust 103 I'KC, HeoOxoammasi mo mepe B3poc-
JeHusi peOeHKa, YacTO BBI3BIBAET CIOKHOCTH.

BolpaxkeHHas aexomImeHcanus 3a0oiieBaHUs, Tpe-
Oyromasi SKCTPEHHON TOCTHTAIU3AINH, OOBIYHO 00-
YCIIOBJIEHA TNPUCOETUHEHHEM pEeCHUPATOPHBIX HH-
¢dexumii Ha ¢oHE HEAOCTATOYHOM KOPPEKLUHUH 103
TOPMOHAJIBHBIX TIPENapaToB M AceGULUTa MHUHEpaIo-
KOpTHUKOUIO0B. Yaine nono0Hasi CUTyaLusl BCTpEedaeTcst
y JeTeil paHHero M JOIIKOJIHHOIO BO3pacTa.

[lockombKy ¢ BO3pacToM NOTPEOHOCTH B MHHEpa-
JIOKOPTUKOU/IAX y JEeTed CHIXKAETCS, y CTapLIMX Ia-
LUEHTOB, OCOOEHHO Yy IIOJPOCTKOB, HENOCTATOYHAs
KOMTICHCAIHA, HEPEeIKO MpoTeKaromasi 0e3 OTYETIIMBBIX
KJIMHAYECKUX TMPOSIBICHUN, B OOJIBIIMHCTBE CITy4yaeB
00yCJIOBJICHa Hea/IeKBAaTHOM 10301 TIIIOKOKOPTUKOHMIIOB.

Ilo HammMM aHHBIM, MEHEE YEM y YETBEPTH MalH-
€HTOB, TOCHUTAIIN3UPOBAHHBIX B IUIAHOBOM MOPSIKE,
He ObUIO BBIABJICHO KIMHHYECKHUX MPOSIBICHUI 3a00-
JIeBaHHUA.

AKTHBHBIH pocT pebeHka TpeOyeT MOCTOSHHON
KOPPEKIIMN M KOHTPOJSI 103 KOPTHKOCTEPOH[OB, YTO
HE BCErIa OCYILECTBIIETCA CBOEBPEMEHHO. B pesyib-
Tare HeaJeKBaTHOW 3aMECTUTENIbHOM Tepanuu MOsBIIsA-
IOTCSl IPU3HAKU NIEPEI03UPOBKH WITH K€ CUMITOMBI TH-
MepaHJPOreHNH Ha (OHE HEJOCTATOYHOIO IOAABICHUS
AHIPOreHNPOAYLHUpYIomEeH (QYHKINN HaJIOYSUHUKOB.

3arpyaHseT MpPOBEASHIE 3aMECTHTEIBHON Teparnuu
OTCYTCTBHE MPOJIOHTMPOBaHHBIX ()OPM TOPMOHOB, TO-
CKOJIbKY TpexkpaTHblii mpueM Kopreda mnposormpy-
€T 4YacTele TNPOIyCKH OYepelHON 103bl. Bo3HuKaroT
«OKHa», KOTJa B OpPraHU3Me HET OJDKHOTO YPOBHSA
ITIOKOKOPTUKOUIOB, YTO TPHUBOIUT K YCHJIEHHOMY
BeIOpocy AKTI, cTUMyssimMu KOpbI HaJIIOYCYHHKOB
1 aKTUBHOMY CHHTE3Y aHJpOreHoB. [ mnepanaporeHus
MIPOBOLIMPYET MPOTrPECCHPOBAHUE KOCTHOTO BO3pacTa,
paHHEE 3aKpBITHE 30H pOCTa M MOCIEAYIOUIYIO HH3-
KopocnocTb. [Ipu yBenmu4eHnu 1036l U MOCIEAYIONIEM
peryiasipHOM IpHeMe MpenapaToB, BOZHUKAET Mepeo-
3MpPOBKa IITIOKOKOPTHKOMJAMHU, KOTOpas TAaKKe BEIET
K paHHEMY 3aKpBITHIO 30H pOCTa.

BbiBO bl

B nepuoasl kaxymerocss 01arornoiyddsi y 3Hauu-
TEJILHOW YacTH MAIMEHTOB UMEIOTCS MPU3HAKU HEI0-
CTAaTOYHON KOMIICHCAITMH 3a00JIeBaHUs, OOYCIIOBJICH-

Hbl€ HEAaJEeKBaTHOM J103UPOBKOW KOPTHKOCTEPOMJIOB.
B xozme Hamiero mccie0BaHUS YCTAHOBIEHO, YTO JUIS
JeTe MIIQIIEro BO3pacTa XapaKTEPHBI CHUMIITOMBI
MePE03UPOBKU KOPTUKOCTEPOUIOB, @ TaKKe YacToe
BO3HMKHOBEHUE COJBTEPSIONINX KPU30B Ha (OHE MpH-
COCIMHEHHUS MHTEPKYPPEHTHBIX 3a00JIeBaHUI.

Jlns geteit moapoCcTKOBOTO BO3pacTa Hambolee ak-
TyaJIbHON NPUYMHON JIEKOMIICHCALIMM CTAHOBUTCSI He-
JIOCTaTOYHAsl /1032 IVTIOKOKOPTHKOHMIHBIX IIperapaTroB
U MPU3HAKU TUNEPNPOAYKIHUN aHJIPOTE€HOB.

CymecTBeHHbIE  TPYAHOCTH  Tepalmuu  JeTel
¢ BAKH cBsizaHbl ¢ KOPOTKUM JEMUCTBUEM THIPOKOP-
tu3ona (Kopreda) u HeoOX0AMMOCTBIO Ha3HAYATh €T
B 3 mpuema. HenocratodHass KOMIUIAEHTHOCTh CEMbH
MPUBOAUT K MPOIYyCKaM OUYEPEIHBIX MPHEMOB rOpPMO-
HOB, YTO 3aTPyAHSET NoAOOp aJACKBAaTHBIX M03.
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