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Pe3ome

B craTbe npuBeneHbl COBPEMEHHBIE CBEJICHHS 00 OCHOBAX 3THOIATOreHEe3a, 0COOEHHOCTSIX
KIIMHUYECKUX TPOSIBICHUN, KJIacCU(UKALUUA BPOXKIECHHOW AUCHYHKUIMU KOPBI HAAMNOYECYHHKOB.
[IpencraBieHbl HCMONb3yeMble B HACTOSIEE BpeMs METOAbl JUArHOCTHKU 3a00JieBaHUS,
MEXJYHapOJHbIE CTaHAAapThl Tepanuu. PaHHee BbIsIBIEHHE 3a00ieBaHMsI, BEJCHHUE JIeTeHl C
BPOXKACHHONW JUCQYHKIHMEW KOPBl  HAAMOYCYHHUKOB  OCTAeTCS  aKTyalbHOW  MpPOOJIeMOit
HEOHATOJIOTMM U JETCKOM OJHAOKpUHOJOruH. [lo3aHss AMarHocTWka, HECBOEBpEMEHHas U
HeaJIeKBaTHAas Tepanus MPUBOAST K TSXKEIBIM MOCIEICTBUSM IS 3I0POBbS MAIUEHTOB.

CraTbst CONEPKHUT pPE3YyIbTaThl COOCTBEHHOTO WCCJIECIOBAHUS IO BOIPOCAM TEUCHUS
3a00JeBaHNs, OCOOCHHOCTSIM KJIMHHUKO-JIA0OPATOPHBIX TPOSIBICHWA B 3aBUCHMOCTH OT TOJNa U
Bo3pacta. llpoananusupoBaHa  3(h(EKTHBHOCT,  3aMECTHTENBHOW  Tepamuu,  BIUSHUE
KOMILUTAEHTHOCTH TMAal[MEHTOB Ha MPOTrHO3. YCTAHOBJIEHO HETAaTUBHOE BIIMSIHUE HEAJEKBATHOIO
Jie4eHusl Ha PU3NYECKOE U MOJIOBOE Pa3BUTHUE JIETEH.

KuroueBble cjioBa: BpOXACHHas AMCPYHKIHS KOPbI HAANOYEYHHMKOB, AePuuuT 21-
TUAPOKCHIIA3bl,  17-TUIPOKCUIIPOTECTEPOH, BUPWIM3ALMSA, HAANOYEYHUKOBBIE  aHJIPOTEHBI,

CKPpUHUHT, INTIOKOKOPTUKOU/IbI, MUHCPAITIOKOPTUKONIbI, OLICHKA aICKBATHOCTU TCPAIIUH.
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Resume

Modern data on bases of etiology and pathogenesis, features of clinical manifestations,
classification of congenital adrenal cortex dysfunction are given in this article. Methods of
diagnostics of a disease now in use, the international standards of therapy are presented here. Early
identification of a disease, maintaining children with congenital adrenal cortex dysfunction remains
an actual problem of a neonatology and a children's endocrinology. Late diagnostics, untimely and

inadequate therapy lead to serious consequences for health of patients.



This article contains results of own research on questions of a course of a disease, features
of clinical and laboratory manifestations depending on a sex and age of a patient. Efficiency of
replacement therapy, influence of a compliance of patients on a forecast is analysed. Negative
influence of inadequate treatment on physical and sexual developments of children is established.
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Kinunuyeckue u MeTadoin4ecKue acneKThbl BelleHus JeTell ¢ Kiaccuueckoi (popmoit
BPOXKAEHHOH TUCPYHKIMU KOPbI HAANOYEeYHNKOB

Coanuena A. B., CemenoBuu A. U., CemenoBuu 1O. H.

Bpoxknennas auchynkuus kopol HaanmodeunukoB (BJAKH) npencrasiena cnekrpom
3a00JIeBaHUN € ayTOCOMHO-PELECCHBHBIM THIIOM HacjeIoBaHUs, OOYCIOBICHHBIX Je(EKTOM
(EpPMEHTHBIX CHCTEM, KOTOPHIE YUaCTBYIOT B OMOCHHTE3€ CTEPOUTHBIX TOPMOHOB HA/IMIOYCYHUKOB.
95% Bcex cinydaeB B/IKH cBsizano ¢ nedpunurom 21-runpokcunassl [1-3]. Yactora BcTpedaeMocTu
3TOro (PepMEHTATUBHOTO AeeKTa JOCTATOYHO BBICOKA U KOJEOJIETCS B PA3TUYHbBIX MOMYJISIUAX OT
1:8000 o 1:10000 HoBopoxieHHBIX [1]. Pexxe BcTpeuarores napyrue kinnundyeckue Gopmsl BJIKH:
BPOXKICHHAS JTUTIONUTHAS THIICPIUTa3Us HAAMOYCUYHUKOB, neuIuT 3B-
THAPOKCUCTEPOUICTUIporeHasbl, nehunut 176-ruapokcunasbl/17,20-mma3er (P450c17). [lo3nnss
JTUArHOCTHKA, HECBOEBPEMEHHAsI U HEKOPPEKTHAs Tepamusl MPUBOJAT K TSKEIBIM MOCIEACTBHUIM:
rudenu pebeHKa OT COJIbTEPSIIOIIMX KPHU30B, OMMOKaM B BBHIOOPE TMOJOBOW MPUHAIIC)KHOCTH TIPU
BBIPXCHHOW BUPWJIM3AIMN HAPYKHBIX TEHUTAIHHA Yy JCBOYKH, HAPYIICHUSM POCTA U IIOJIOBOTO

CO3pCBaHusd, 66CHJ’IO,Z[I/IIO.

ITHONATOreHeTHYeCKHE OCHOBBI

B ocnoBe ¢epmentaruBHbix HapymeHuit npu BJAKH nexar paznuunblie geQeKThl IeHOB,
KOAUPYIOIIUX TOT WJIM HHONH (EepMEHT CTepouaHOro OmnocuHTe3a. lLleHTpanbHBIM 3BEHOM
naToreHes3a SIBISIeTCS KJIACCHUECKHUM MPUHIIUIT OOPAaTHOM CBSI3U: CHIDKEHHE OMOCHHTE3a KOPTH30J1a
IPUBOJIUT K MOBBIIEHUIO CEKPELMH alpeHOKOpTUKOTporHoro ropmona (AKTI) runoduza u, kak
CJIEICTBUE, K PA3BUTHUIO THUMEPIUIA3MH KOPHI HAAMOYEUYHUKOB. [ €TEpOreHHOCTh KIMHUYECKHUX
MpOsIBIICHUI 00yClOBIeHa ABYMs (akTopaMu: Ne(UIIUTOM CTEPOHIOB, CHHTE3UPYIOLIUXCS TOCTe
dbepMeHTaTUBHOTO O0Ka, M OuonorndeckuM 3(PQPexkToM U3OBITOYHOTO KOJIUYECTBA TOPMOHOB,
CEeKpeIrs KOTOPBIX He HapymieHa [1-4].

Haubonee gactas ¢popma BJIKH, nedurur 21-ruapoxcunasbl, 00yCcIoBIeHa MyTaIllUsIMA
reHa, komupyromero mgaHHbld (epment, - CYP21. I'eH pacmonokeH Ha KOPOTKOM Iuieue 6-if
XPOMOCOMBI PSIJIOM C TJIaBHBIM KOMILJIEKCOM TucTtocoBmectuMoctn HLA. B HemocpencTBeHHOIM
omm3oct ¢ reHom CVYP21 pacnonoxen mncepaoreH CYP21P, conmepxkammii psig MyTamui,
JIETAIOIMX HEBO3MOXKHBIM Tponecc TpaHckpunuuu. CrenosarensHo, CYP21P He ywacTByer B
cuHTe3e 21l-ruapokcmnaszbl. PekoMOMHAIMU MEXIy BBICOKOTOMOJOrMYHbIMEH TeHamu CYP21
(axtuBHBIM) U 1nceBgoreHoM CVYP21P npuBogsdT K TMOMHOW WM YACTUYHOM TOTEpe
(dbepMeHTaTUBHOM aKTUBHOCTH 2 1-Tuapokcunassl [1, 2, 3, 10]. B HacTosimee Bpems onrcano 0osiee

natunecatu mytamuii CYP21, npuBomsmmx K aedekry 21-rumpokcunasbl [2]. Haiimensr



OTIpefieNIieHHbIE KOPPENALNU MEXIy BUIOM MYTallMd U KIMHUYECKHMM BapHaHTOM 3a00JIeBaHMUS.
Kpome TOro, kiamHuYeckas KapTUHA 3aBUCUT OT HAJIWYUS TOMO3UTOTHBIX WJIM COYETAaHHBIX
FeTEPO3UTOTHBIX MYTallUi, TPU KOTOPHIX MAaTEPUHCKAsE U OTIIOBCKAsl aJlJIEN COAEPXKAT JBE pa3HbIC
mytaruun  [1, 2]. Tak xak 21-ruapokcuiazHas HEIOCTATOYHOCTh SIBJISICTCS  PEIIECCHBHO
HacJIeTyeMbIM 3a00JIeBaHUEM, TO (PEHOTHUII OIpeiessieTCsl MeHee MOBPEXACHHbBIM aiieneM [1].

21-tunpokcunaza — MuUKpocoManbHbId P450-3aBucuMblii  epMeHT — y4acTByeT B
OnocuHTe3€ TII0KO0- U MuHepanokopTukouaoB (MK). B oTBeT Ha nepuuT KopTH30Ja pa3BUBAETCS
AKTT -3aBucumas runepriia3us KOpbl HAAMOYEUHUKOB, YTO IMPUBOJUT K M30BITOYHON CEKpEKLIUU
CTEPOHUJIOB, MPEAIIECTBYIOMUX GepMeHTaTuBHOMY OJIOKY (17-ruapokcunporectepona (17-OHII),
NPOrecTEPOHa) M aHAPOTCHOB, CHHTE3 KOTOPBIX HE 3aBHCUT OT 21-ruapokcuiasel [1-4]. 17-OHII
SBJISIETCSI OCHOBHBIM  JMAarHOCTMUYECKHUM MapKepoM 21-THMIPOKCUIIA3HOW HEIOCTATOYHOCTH.
HaamoyeuHukoBble aHAPOTEHbI (AETUAPOINMHAHIPOCTEPOH, NETUIPOITHAHIPOCTEPOH-CYIb(}AaT) He
CIIOCOOHBI K B3aMMOJICHUCTBUIO C aHJPOTCHOBBIMHU DPELENTOpaMu, HO B MepUEepPHUUECKUX TKaHIX
MPEBPAIAIOTCS B aKTUBHBIE (DOpMBI aHAporeHoB. [locieanne B3auMoIeCTBYIOT C aHAPOT€HOBBIMU
peLenTopamMu, YTO BBI3bIBACT HPOSIBIICHUS TUIiepanaporenuu [3].

MuHepanoKOpTUKOUIHAS ~ HEIOCTAaTOYHOCTh  PA3IMYHOM  CTENEHH  BBIPAKEHHOCTH
BbIsIBIsIETCS Y 75% manuentoB ¢ gedunutoM 21-ruapokcunasel [1, 2]. CHibkeHue ypOBHS
JIE30KCUKOPTHUKOCTEPOHA W albJOCTEPOHA MPUBOJIUT K YMEHBIICHUIO peadcopOuuu HATpus B
MOYKaX, MOTEPEe €ro 4epe3 KHUINECYHHK M MOTOBbIC >ene3bl, runoHatpuemun [1, 3]. Bospacraer
noueyHasi peadcopOLMM Kanus, pa3BUBACTCS TUIMEPKATHEMHs. OJIEKTPOJIUTHBIE HapyIICHUS
COTPOBOXKAAIOT CHHIPOM IMOTEPU KUJIKOCTH M alua03. [ unepkanueMus BBI3BIBAET OOMIIBHYIO,
YaCTyI0 PBOTY U CPBITMBAHUs, YTO YCYTyOJsieT AerujapaTaiuio u mnorepio Beca [1]. B orer Ha
cHmkenue BbIpaboTku MK u ymenbmienne oobema nupkynupyromei kpou (OLIK) B cBszu ¢
NOTepe KUAKOCTH BO3pAcTaeT pPEHUHOBAs AaKTUBHOCTh IIJIa3Mbl, IOBBIIIAETCS YpPOBEHb
anruorensunall [1, 3]. Tlpu wdyactuunom ¢epmeHTatuBHOM jAedekre 21-rUaApOKCHUIA3BI
runiepcekpenuss AKTI Beger k KOMIEHCaTOpHOMY MOBBIIEHHIO cHHTe3a MK um ymydmenuro
HaTpUi-KaaueBoro OanaHca. OTO TOATBEPXKAACTCS KIMHHUYECKUMHU JIaHHBIMA O CHIDKCHHH

BBIPAXCHHOCTH MUHEPAJIBbHBIX HapyIIeHUH y nerei mocne 2-3 ner xxu3nu [1, 2, 10, 11].

Knaccupurxauus

CornacHo  KjIacCUQUKaMU  MEIUATPUUYECKUX  HHAOKPUHOJOTHYECKHX  JMAarHO30B,
npuHsToii EBporeiickoil acconuanuei JeTCKUX SHIOKPUHONIOTOB [12], BBLAENSAIOT Cliemyromue
dbopMbI 2 1 -THAPOKCUIIA3HON HETOCTATOYHOCTH

1.Knaccuueckas: cobTEPSIONIas U MPOCTasi BUPUIbHAS.

2.Heknaccuyeckas (TTO3THSS).



Oco0eHHOCTH KIHMHUYEeCKOH KapPTHHBI

Conbrepsitomiast  ¢opma  3a0oneBaHMs, TPH KOTOPOM  HAOMIONAETCSs  COUYCTaHHE
[JIIOKOKOPTUKOMJIHON M MHUHEPATOKOPTUKOMAHON HEIOCTaTOYHOCTH, BCTPEYAECTCs] MPHU IOITHON
notepe akTuBHOCTH 21-ruapokcunasel [1, 2]. Manudectupyer 3abosieBaHHE B HEOHATATbHOM
nepuojsie B BHJE, KaK IMPAaBHJIO, YPrEHTHOTO COCTOSHUS - COJbTEpsomero kpusza. OTmeuaercs
IpOTpeccupyloliee HapacTaHHE SJICKTPOIUTHOTO ArcOallaHCca C Pa3BUTHEM THIIOHATPHEMUYECKOM
JIeruapaTalnny, TUIEepKaTueMun, MeTaboIMYecKOro alua03a U, Npu OTCYTCTBUHM CBOEBPEMEHHOMN
Tepanuu, Kojularca M KapauoreHHoro moka. [lepBble mpu3Haku 3aboseBaHusi B OOJIBIIMHCTBE
CJIydaeB MOSABISIOTCS HA 1-2 Henene )U3HU B BUJIEC HECTIENU(UIECKUX CHMIITOMOB: BSIOE COCaHHUE,
YacThie CPBITMBAHUs, PBOTA, AUapes, 00e3BOKUBaHUE, OTepst Macchl Tena [ 1, 2, 11].

B Xome  peTpoCHeKTMBHOTO  aHaiu3a,  BBHIIOJHEHHOr0O  HamMu  Ha  0ase
SHIOKPUHOJIOTUYECKOTO OTJENCHUS 2-i TOPOACKON JIETCKOM KIMHUYECKON OONBbHHUIBI T. MHUHCKA B
2011-2012 romax, Obur m3yueH 31 ciydaii 3a0osieBaHus. 29 OOCIICTOBAaHHBIX ACTCH HMEIH
COJILTEPSIFONIYIO (popMy 3a0oJieBaHus, 2 — BUpWIbHYIO. OIMH ManueHT ObLUT HETOHOIICHHBIM (246
nHel) u umen Maccy tena npu poxiaeHuu 1880 r. OcranbHble MAMEHTHl ObUIM JOHOIICHHBIMH
(275+5 nueit). I3 HuX HopMalibHYIO Maccy Tena npH poxaenuu (3600+300 r) umenu 76,7% nete,
20% - 6ompmryro Maccy Tena (4250+£250 1) 1 ouH peOCHOK — YPE3BBIYAHO OOJBIIYIO0 Maccy Tela
(4930 1), YTO BO3MOXHO CBSI3aHO C aHaboiaM4eckuM H(P(EeKToM H30bITKAa aHAPOTEHOB BO
BHYTPUYTPOOHOM HEpUoJIe.

Boszpact nmocranoBku auarsoza BJIKH y manbumkoB cocraBwsl 34+1 neHb XKHU3HH U

3HaYMTEIbHO BapsupoBai (o1 10 10 75 mueit), y neBouek — 1543 nensn (p<0,05).
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Y 78,2% o0cnenoBaHHBIX MAllMEHTOB NpPU MEPBUYHOM IIOCTYIUIEHUHM B CTal[MOHAp
OTMEUAIUCh THMOTPO(dHUs U 3KCHKO3. Y JeBodek mpeobnamana runorpodust 1 cremenu (70%),
cilydyaeB THNOTpoguu 3 CTemeHW He HaOII0Aanoch, B OTIMYME OT MAaJbUUKOB, y KOTOPBIX
nocneansisi coctaBmwia 20%, a runorpoduu 2 u 1 cTemeHei BCTpeyaluCh MPAKTHYECKH C
onuHakoBoi uacrotoit (42,3% wu 37,7% coorBercTBeHHO). COCTOSIHME MHOTHX JEeTei Ipu
manudectanuu BJIKH oneHnBanoch Kak TspKeIOe WM OYeHb Tshkenoe. OCHOBHBIMUA CHMITTOMaMU
OBLIIM MOTEPSI MAacChl TeJa, CPBITMBAHUS, PBOTA, KUAKUHN cTyH (puc.l). OTmMedanuch BAIOCTh, OTKa3
OT €1bl, MPAMOPHOCTb WJIM IIMaHO3 KOXHBIX ITOKPOBOB, YMEHBIIICHHE TYpropa TKaHEW, MbIIIEUHas
TUIIOTOHHUS, CYAOPOKHASI TOTOBHOCTb.

bonee no3nHss quarHocTUka y MalbuuKOB U 00Jiee TSHKEII0€ COCTOSIHUE MIPU MOCTYIIIIEHUH
B CTalMoOHAp OOYCIIOBJICHBI OTCYTCTBHEM y HUX CIEIMU(UUYCCKUX MPHU3HAKOB 3a00JICBAaHUS TIPU
POXKJIEHUHU, B OTJINYME OT JE€BOYEK, UMEIOLIUX IPHU POXKJICHUU MPU3HAKU BUPWIM3ALUN HAPYKHBIX
MOJIOBBIX OpraHoB. Bupunuzamuss — HamOosee ApKUil KIMHUYECKHM CHMIITOM, MO3BOJISIOIIUI
JMarHOCTUPOBaTh 3a00JIeBaHUE Yy JIEBOUYEK €IlIE€ B POJJOME, 10 Pa3BUTHUS COJIBTEPSIOLIETO KpU3a.
HecneunduyaocTs Apyrux KIMHUYECKHX MPU3HAKOB 3a00JICBaHMS, KOTOPbIE MOTYT BCTPEYATHCS
npu MHPEKIMOHHBIX 3a00JeBaHUSIX, BPOXKIEHHOM MHJIOPOCTEHO3€, MOYEYHOW MaTOJOTHH U Jp.,
3aTpyAHSAET JUAarHOCTUUECKUH MOUCK U YacTO MPUBOAUT K OLIMOOYHOMY JAMArHO3y, OTAAJSS CPOKU
MIOCTaHOBKHU JJMarHo3a y MaJbuMKOB € KJaccuueckoil conbrepstoiieii popmoii BJIKH.

BupuinbHBI CHHIPOM y HOBOPOXKJIEHHBIX JE€BOUYEK C Kilaccnueckum Bapuantom BJIKH
CBSi3aH C BBIPAKEHHOM THUIEpaHIpOreHuell, mpuBojsdmed K (GOpMHUPOBAaHHIO OHCEKCYyallbHBIX
Hapy>KHbIX IOJIOBBIX OpraHoB. [IoBbIlIEHNE KOHLIEHTpAlMM aHAPOTEHOB Yy INIOJA OTMEYaeTcs ¢ 7
HeJeNb recTalui. AKTHBHAs BUpWian3anus HaunHaercs ¢ 20 — 25 uwenens, korga AKTI naunnaet
BIUATh Ha SMOPHOHANbHBIA HAANOYEYHUK, BbI3bIBas rumnepasjporenuto. K ykazaHHOMY CpOKy
BHYTPEHHUE TEHUTAIMU Yyke CHOPMUPOBAHBI, MOITOMY H3MEHEHHs HaOIIOAAIOTCS TOJIBKO CO
CTOPOHBI HAPYXXHBIX TOJIOBBIX OpPraHoB (THIEPTPOUs KIUTOpa, CpalleHHe MOLIOHOYHOIO IIBa
Pa3IUYHON CTENICHH BBIPAKEHHOCTH, (POPMUPOBAHUE YpOreHUTAIbHOTO cuHyca) [1-5, 11]. lanHbie
U3MCHEHHsI OIlEHMBAIOTCs 1Mo mikane Prader, Bkimrouaromieit 5 creneneit Bupwamzanuu. [Ipu msiroit
CTENEHW BUPWIM3ALMU HapYyXXHbI€ T€HUTAINU JIEBOYKHM IPAKTHUECKH COOTBETCTBYIOT MY)KCKHUM,
YTO MPUBOJUT K OLIMOKaM B ompejeieHuu noja. B aToMm ciaydae 3aboneBaHHe JUArHOCTHPYETCS,
KaK M Y MaJbUUKOB, MO3JHO, NPU Pa3BUTHH COJbTepsAomero kpusza. CTeneHb BbIPA)KEHHOCTU
BUpWJIM3AlMM CBsi3aHa ¢ TUnoM Myrtanuu reHa CYP21, wnHIuBHIyalbHBIMH pa3IudusiMU
AKTUBHOCTH  aQHJIPOTCHOBBIX  PELENTOPOB U  OCOOCHHOCTAMH  MeTa0oiIu3Ma  CTEPOUIIOB-
MPEAIIECTBEHHUKOB aHAporeHoB [1-4]. Ilo nmaHHBIM Hallero WCCIENOBAHHMS y BCEX JIEBOYEK
OTMEUAIUCh TMPHU3HAKH BHYTPUYTPOOHOM BHUPWIM3ALMU: JIBE€ JEBOYKUM UMEIU S5 CTENeHb

BUPWJIN3AIINH, TIATh — 3-4 CTETIEHb, YeThIPE — 2 U IB€ — | CTEICHb.



Y ManbuuKOB TMpH POXKIEHUU HApPY)KHbIE TOJOBbIE OpraHbl  CHOPMHUPOBAHBI
COOTBETCTBEHHO I'€HETUYECKOMY 110J1y. [10BBIIEHHBIN YPOBEHb HA/AIIOYEUHUKOBBIX aHAPOTE€HOB BO
BHYTPUYTPOOHOM INEPHOJE HE UMEET MPUHIMITNAIBHOTO 3HAUCHHS, HO B PsiJie CIIy4aeB MPUBOIHUT K
HEOOJIBIIOMY YBEIMUYEHUIO MOJIOBOTO wieHa. Halnromaemast y HEKOTOPBIX MAI[MEHTOB BTOPUYHAs
MUTMEHTalus MOILIOHKHU u COCKOB CBsI3aHA c MOBBILICHHON CeKpeluei
MEJIAHOITUTOCTUMYIUPYIOIIET0 TOPMOHa, obpasyromierocst u3 oomero ¢ AKTI mpeamecTBeHHUKA
[2, 3].

[Ipocrass BupmibHas ¢opma BJIKH otiauyaercs OT COJNBTEPAIONICH OTCYTCTBHEM
CUHApPOMA MOTEPU COJM U MPOSABIAETCS JHIIL CUMIOTOMaMU aHaporeHuszanuu. I[lostomy y
MaJIbYMKOB BHPHIIbHAS (opMa ITUarHOCTUpyeTcs B OoJiee crapiieM Bo3pacte - B cpeaHem 1,5 - 4

roqa[1, 2, 10].

JlmarHocruka

Juarnoctuka 21-rujpoKcuiIa3HoON HEJOCTaTOYHOCTH OCHOBAHA HA aHAIM3€ KIMHUYECKHUX
IpOsIBJIEHUH, AucOanaHce 3JIEKTPOJIMTHBIX IOKa3aTeied, M3MEHEHUSX T'OPMOHAJIBHOIO CTaTyca,
pe3ynbTaTax MOJEKYJISIPHO-T€HETUYECKOTO UCCIIEI0BAHMSL.

HeonatanpHass pauarHoctuka 21-ruApOKCHIIa3HOM HEJOCTATOYHOCTH MPOBOJIUTCA Y
HOBOPOJXKJICHHBIX, UMEIOLIUX OUCEKCyallbHOE CTPOCHHME HAPYXKHBIX T€HUTAIUN (C KIMHUKOM MU
0e3 KIMHMKHU MOTEpU COJH) U Yy MaJbYUKOB C KIMHUYECKUMHU MPOSBICHUSIMH CHUHApPOMA MOTEpU
conu. PeGeHOK, poXkIEeHHBIN C OMCEKCyalbHbIM CTPOCHHEM HApPY>KHBIX T€HUTAIUN, TONKEH OBITh
HEMEJJIEHHO OCMOTPEH 3HJIOKPUHOJIOTOM, UMEIOUIUM ONBIT TUArHOCTUKU U BEJEHUS MAallMEHTOB C
BJIKH. Ilpu nepBHYHOM OCMOTpPE OCHOBHOM 3aJayeil SBIIAETCS OINPEIEIUTh, MaJbIUPYIOTCS JIU
TOHaJbpl B O0JACTU PaCIIEIJICHHOW MOIIOHKH (OOJBIIMX IMOJIOBBIX I'y0) MJIM MO XOAY IAaXOBOIO
kaHasia. llanbnupyeMble TroHaAbl pPACHEHUBAIOTCS Kak TECTUKYNbl. KX Hamuuwe mno3Bosser
UCKITIOUNTh Aeunut 21-ruapokcunassl. JuddepeHiuanbHpiii AMarHo3 B ’TOM cydae TPOBOAUTCS
MEXy AUCTeHe3uel TeCTUKYN M pa3lndHbIMU (pOpMaMM JIO)KHOTO MYKCKOTo repmMadpoauTH3Ma.
OTtcyTcTBUE NANBIUPYEMbIX TOHA Y peOeHKa ¢ OMceKCyallbHbIM CTPOSHHEM Hapy>KHbIX T€HUTATUN
3HAUUTENBHO TIOBBIIIAET BEPOSATHOCTH 2l-ruapokcmnasHoro naedunura. B srom  ciydae
HE00X0/IMMO HEMEIJIEHHOE TOpMOHalibHOE obOcienoBaHne. OCHOBHBIM KpUTEpUEM TOPMOHAIBHOMN
JIMarHOCTUKU 2 1-TUAPOKCUIIA3HOM HENOCTATOYHOCTH SBIISETCS moBbIieHue ypoBHs 17-OHII B
ceiBopoTke KpoBu. Copneprkanue 17-OHII mpu knaccmueckux ¢gopmax 3a00jieBaHHS B JECATKH H
COTHH pa3 MPEBBIIAECT HOPMATUBHBIC IS Bo3pacTta peOeHka mokazatenu. [Ipu combTepsromieit
dbopme 3aboneBanusi cpenHuil ypoeHb 17-OHII B mepuon HOBOpoxIeHHOCTH mpeBbimaet 300
HMOJIB/N. Y netelt ¢ BupmibHOU (opmoii ypoBeHb 17-OHII Heckonbko HMKE, OJTHAKO JOCTUTACT

100 amons/n [1, 2, 6, 13].



OIHOBpEMEHHO MPOBOAMUTCSA KapuoTUNupoBaHue. BoisiBieHne kapuotuma 46XX y
peOeHKka ¢ OHCEKCYaJIbHBIM CTPOGHHEM HapyXHBIX TeHUTanmuii ¢  95% BeposATHOCTHIO
CBUJICTEIILCTBYET O HaMuue 21-TuaApoKCUiIa3HOW HeAoCTaTOYHOCTU. Bricokuii ypoenb 17-OHII
OKOHYATEJIbHO MOATBEPKAaeT quartos [1, 2].

Jlo mony4yeHus: TOPMOHANbHBIX JAHHBIX, IMOATBEPKIAIOIIUX WIM HCKIOYaomux 21-
TUIPOKCUIIA3HYI0 HENOCTAaTOYHOCTh, BCEM JAETSIM, UMEIOUIMM aHOMAJbHOE CTPOEHUE TeHUTAIUMN
OpU  OTCYTCTBHM NaJbIUPYEMBIX TECTHKY1 HEOOXOAUMO MPOBOJUTH MOHUTOPHHI YpPOBHS
JJIEKTPONIUTOB B KpoBH. Hapacranue ypoBHS Kaiusg ¥ CHUJKEHHME YPOBHS — HaTpus,
COIMPOBOXKAAIOIINECS KIMHUYECKUMHU TMPOSBICHUSIMH COJIBTEPSIOLIETO CHHAPOMA y pedeHKa ¢
OMceKkcyaabHBIM CTPOCHHEM Te€HHTAIHU, CIEIyeT paccMaTpuBaTh Kak HposiBieHue aeduumra 21-
TUIPOKCUIIAa3hl U HEMEIUIEHHO Ha3HadyaTh TEpaluio, HE JOKUIAsCh PE3ylbTaTOB TOPMOHAIBHOIO
anamusa [1, 2, 13].

Hanmnuue 21-ruapokcunaszHoro aedunuTa y HOBOPOXKIECHHBIX MAaJIbYUKOB BO3MOKHO
3aoJ03pUTh TOJBKO IPH HAJIMYMU COJBTEPSIOLIEro cUHIpoMa. B 3ToM ciydae HEoOX0auMo
HEMEIJIEHHOE  ONpPEJEICHUE  DJIEKTPOJIUTOB  KpoBU. Ilpu  BBIABICHHMM  TUIIEPKATMEMHUH,
TUIMOHATPUEMHUH U HApacCTaroIlel JeruapaTaliiid BCEM HOBOPOXJICHHBIM MalbuMKaM HEOOXOAMMO
npoBoauTh onpenenerue 17-OHIT [1, 2, 13].

B npoBeneHHOM HaMM UCCIEJOBaHMM B MOMEHT MaHM(ecTauuu 3a00JeBaHUS
oOcienoBaHHBIE MAIMEHTHl HMMEJINM XapakTepHble i conbTepstomerd  ¢opmbr  BJIKH

SJICKTPOJUTHBIC 1 TOPMOHAJIBHBIC HAPYHICHUS, IPECACTABJICHHBIC B Ta6n1/1ue 1.

Tadoauua 1 JlaboparopHbie 1aHHbIe 00c/Ie10BAaHHBIX NauueHToB npu Mmanudecranuu B/IKH

IMapamerp OO0uwmii Majb4uku JdeBouxku P mexnay
noka3areJib AJsl MaJbLYMKAMH U
00cJ1eI0BAaHHBIX JA€BOYKAMH

Kanwuii, MMOIB/1 7,33+0,68 7,23+1,02 7,1+£0,31 10,05
Harpwi, 120,4+4,23 119,88+6,08 121,45+7,56 710,05
MMOJTb/TT
17-OHII, 538,2+243,2 549,5+345,5 519,5+523,5 710,05
HMOJTB/J (muH. 89,7 — (muH. 89,7 — (muH. 98,3 —

makc. 1700 makc. 1700 Makc. 1309,2)

[Ipumeuanue. Hopmanbueiit yposens 17-OHII cocrasisier 0-30 HMOmB/11.
Kpurepuem  nuarHocTuku  mpocTod  BUpWIBHOM  (GopMbl  21-THAPOKCHIIa3HON
HEIOCTaTOYHOCTH Y MAJIbYMKOB SIBJISIETCSI MOBBIMICHHBINH ypoBeHb 17-OHII 6e3 combTepstoriero

CHUHJpOMA.

HeoHnaTtajbHbIi CKPUHUHT JepuuuTa 21-ruIpoKcuiIasbl



B ocHoBe ckpuHuHra snexut omnpenenaeHue ypoBHsi 17-OHII B cyxoM msATHE KpOBU Ha
¢mibTpoBabHOM Oymare. OToT Meroa Obul mpemioxkeH Pung ¢ coasr. B 1977 r. K 1991 r.
[IporpaMMy HeOHATaJIbHOTO CKpUHUHTA BHenpuian 29 crpan mupa [1, 2]. IIpoBexenue srToi
IPOTrpaMMbl IT03BOJIMJIO BBISIBUTh PEabHYIO 4acToTy 2 1-ruipokcuiasHoro aeduuura u ero ¢popm B
pasinyHbIX nomynAuusax. JlokazaHa BbIcoKas 3()(EKTHBHOCTh CKPHUHMHIA, IO3BOJISIOIIETO
Ha3HA4aTh TJIOKO- M MHUHEPATOKOPTUKOMIHYIO TEpaluio JEeTSIM C COJbTepsomeii (Gopmoi
3a0osieBaHMs IO PAa3BUTHs HAAMOYCUYHHKOBOrO Kpu3a [1, 2, 6]. CKpUHHHT SBISETCS CIUHCTBECHHO
BO3MOXHBIM METOJOM JOKJIMHUYECKOM JTUarHOCTUKM BUPWIbHOM (opmMbl 3aloneBaHus y
MaJIbYUKOB.

B poaunpHOM nome 00paslbl KalWUIIPHOW KPOBU U3 HATKU OEpyTCsl y JOHOLIEHHOTO
HOBOPOXACHHOTO Ha 4-5 CyTKH mociie poxkeHus (y HEIOHOIIEHHOTO - Ha 7-€ CYTKH), HAHOCATCS Ha
(GWIbTPOBAIbHYIO OyMary M OTCBUIAIOTCS B CIIELUAIM3UPOBAHHYIO JabopaTopuio. JTa mpoueaypa
BBINOJIHSACTCSI OJHOBPEMEHHO €O CKPUHMHIOM Ha BPOXKJIEHHBI THIIOTHPEO3, TIaJaKTO3EMHUIO,
MYKOBHCIU103 U (eHmIKeTonypuio [1, 2, 6].

JUia nered, pOXKIEHHBIX B Ppa3JIMYHbIE CPOKU TeCTal[Md, HCIOJIb3YIOTCA OTIENIbHbIE
HOpMaTuBHBIE cTaHaaptsl ypoBHs 17-OHII. OT1o o0ycnoBneHo Tem, uto ypoBeHb 17-OHII y
HEJIOHOIIEHHBIX U MaJIOBECHBIX JETeH 3HAYMTEIbHO BBILIE, YEM Yy JAETeH, POKICHHBIX B CPOK U
UMEIOUINX HOpMallbHYI0 Maccy. MHrepnperanus 1abOpaTOpHBIX pE3yJIbTaTOB IPEJCTaBICHA B

tabmumax 2 u 3 [1, 2].

Ta6auna 2 loHomeHHsble 1eTH (Cpok recranum >37 Heaenanb, sec >2000 r)

Yposenn 17-OHII (Hmob/i) HNurepuperauus

<30 Pe6enok 310poB

30-90 Pesynbrar COMHUTEIHHBIH, Tpedyercs
MMOBTOPHOE OITpeJIeIICHNE 17-OHII B
KOHTPOJIBHOM TISTHE. [Tpnu MOBTOPHOM
MOJTy4YEeHUH AQHAJIOTUYHBIX JTAaHHBIX -
OTIIpaBIICHHE UHPOpPMAITUU o MecTy
KHUTEIbCTBA.

>90 Pe3ynbrar MOJOXKUTENBHBIN, OTIpaBICHUE
MH(POPMAIIAH TI0 MECTY )KHUTEIbCTBA

Tab6auna 3 Henonomennsble 1etn (cpok recranuu 33-36 neneusn, Bec <2000 r)

Yposenn 17-OHII (Hmob/i) HNuTepnperanus




<60 PeGenok 310poB

60-100 PesynbTar COMHUTEIIbHBIMH, Tpedyercs
MMOBTOPHOE omnpeaeeHue 17-OHII B
KOHTPOJIBHOM TSTHE. [Ipu MOJTy4YeHUHN
AHAIOTMYHBIX JTAaHHBIX - OTIIPaBJICHHE

uH(pOpMallMM 1O MECTy HaxOXJIeHUs peOeHKa

(craumoHap,  TOJNWKIMHUKA) W TPOBEACHUE
INOBTOPHOT'O B3ATUA u TCCTUPOBAHUA
oOpasua KpOBU Ha (MIBTPOBAILHOM

Oymare. Ilpu mnosbiuenun ypoHs 17-OHII ot
HCXO/IHOTO - pe3ynbTaT  IOJIOKUTENIbHBIH,
UHUOHAIUS ~ OOCIEOBaHUS  DHIOKPUHOJIOTOM.
IIpu cHumxenun ypoBHa 17-OHII ot wucxomHoro

- IUAardo3 HE IMOATBCPKAACTCA.

> 100 PesynmpTar  MOJIOKWTENBHBIA, OTHpPABICHHUE

MH(pOpPMaLIUU IO MECTY KHUTEJIbCTBA

VY nereil ¢ riyOOKOH HEIOHOIIEHHOCTHIO (CpOK recrauuu 23-32 HeAenu) pe3ynbrar
CJeIyeT CUMTATh MOJOXKUTENbHBIM 1pu ypoBHE 17-OHII >150 umons/n1. Heobxoammo mpoBeneHne
HOBTOpHOro oO0cienaoBaHus. [loMUMO HEIOHOIIEHHOCTH, JIOXKHOIMOJIOKUTENIBHBIE Pe3yJabTaThl
MOTYT ONpPEAETATbCS Y HOBOPOXKAEHHBIX C TSHKEIBIM OOIIMM COMAaTUYECKHM COCTOSIHUEM, Ha (oHe
BHYTPUBEHHON TpaHCy3uu, ¢ BBICOKOW Owmwmmpyounemueit (Owmupyoun >30  wmr/mn).
JIOXXHOOTpHIIATENIbHBIE PE3YNIbTAaThl MOTYT ONPEACNSAThCS Yy IETel, MaTepu KOTOPHIX (W/HiU cam
peOeHOK) TOJy4aau TEpanuio JAEKCAMETa30HOM C IIeNbI0 MPOQHUIAKTUKU M JICUEHHs JIeTOYHOU

MaTOJIOTMH HOBOPOKCHHBIX (HEAOCTaTOK cypdakrana) [1, 13].

MoJieky/JISIpHO-T€HeTHYECKOEe HCCIIeI0BAHNE

MonekynspHas JUarHOCTHKA, OCHOBaHHAas Ha ompezeineHuu Mytauuid B reHe CYP2I,
MIO3BOJIIET NOATBEPAUTD WM UCKIIIOUUTD AUATHO3 P COMHUTENBHBIX PE3YJbTaTaX FTOPMOHAIBHBIX
TECTOB. OJTO OCOOEHHO Ba)XKHO MpPU NPOBEJCHUH HEOHATAJbHOTO CKpUHUHTa nedunurta 21-
TUAPOKCHIIAa3hl, Tak Kak ypoBeHb 17-OHII y HOBOpOXK/IEHHBIX UMEET 3HAYUTEIIbHBIC KOJICOaHHs B
3aBHCUMOCTH OT BBIIICyKa3aHHBIX (akTopoB. s mpeHaTaqbHONW JUArHOCTHUKH MOJEKYISIPHO-
renernueckuii meron (JHK-mmarnoctuka wmyramuit CYP21 B kieTkax BOpPCHMH XOpHOHA,

ocymecTBisieMas Ha 9 — 11 Hexenu recranuu) sSBISETCS €IUHCTBEHHBIM JIOCTOBEPHBIM CIIOCOOOM



BBISIBIICHHS 3a0oseBanus u ero ¢opmel y twioma [1, 2, 6]. Ilokasanuem s NpOBEACHHUS
NpeHaTaJIbHON JHUArHOCTHKH SBJISIETCS HOCUTENLCTBO AedexTHoro rena CYP21 y ponureneit n/umm
HaJIMYUe JIeTeH B CeMbe C JIaHHBIM 3a0oseBanueM [1, 6].

MonekyapHO-TeHeTUYEeCKasl JMArHOCTUKA Y MAllMEHTOB C MOJOKUTEIbHBIM PE3yJIbTaTOM
TOPMOHAJIBHOTO HCCJENIOBAHMS BHEAPEHA B KA4e€CTBE BTOPOIO A3Tala CKPUHHMHIA B HEKOTOPBIX
CTpaHax Jyis YMEHBILICHUS KOJMYECTBA JIOKHOIIOJIOKHUTEIBHBIX pe3ynbraToB [2, 14]. TIpobnemoii,
CAEpPKUBAIOLIEH IIMPOKOE BHEAPEHUE JAHHOIO METOJa, SBJSAETCS €ro BBICOKAas CTOMMOCTD.
BblsiBIIeHHE  KOHKPETHBIX  MYTAHTHBIX  aUleJ€ll  MOMOraeT MOJATBEpAUTh JUArHo3 W
muddepernrpoBaTsh Gopmy 3ab01eBaHMs, YTO MO3BOJSET aJJeKBATHO MMOA00pATh 103bI MIPenapaToB
B TIEPHOJIC HOBOPOXKJICHHOCTH U paHHEM JIeTCKOM Bo3pacte. MccienoBanue myranuii B rene CYP21
JTaeT BO3MOXXHOCTh MPOBECTH AU (HEepPCHIMATBHBIA JUArHO3 MEeXAY aeumuroM 2 1-ruapoKcuiassl
u l1B-runpokcunassl - runepronudeckoir gopmoiri BJIKH, umeromieli cXoqHy0 KIMHHYECKYIO
KapTUHY U COIPOBOXKIAIOIICHCS YyMepeHHBIM moBbiieHreM 17-OHII [1, 2, 14].

D¢ (eKTUBHBIM METOJOM YTOUHSIONICH JWArHOCTUKH SIBJSIETCS aHAIM3 CTEPOHMIHOTO
CHEeKTpa METOJIOM IKHJIKOCTHOM Xpomarorpaguu C TaHAEMHOW MacC-CIEKTPOMETPHEH,
no3BouioIIel oneHuTs ypoBHu 17-OHII, kopTH30ma M aHIPOCTEHANOHA. JTO JAET BO3MOXKHOCTh

vyeTko auddepeHnupoBarh hepMeHTATUBHBIN qedeKT mpu 3aboaeBanu [2, 6].

Jleuenune

Bce mammeHTel ¢ KJIacCMYECKMM BapHaHTOM jaedunuta 21-rHApoKcHiIassl MOTy4aroT
3aMecTUTENbHYI0 Tepanuio mnpenaparamu rmokokoptukounsoB (I'’KC). Ilpemapatst I'KC
BO3MEUIAIOT JeUIUT KOPTH30JIa, MOAABISIOT YPE3MEPHYIO CEKPEIUI0 KOPTUKOTPONUH-PUIU3UHT
ropmoHa 1 AKTI' mo mexaHusmy oTpuLaTeIbHOW OOpAaTHOM CBS3HM, CHMIKas BBICOKUH YpOBEHb
HAANOYEUHUKOBBIX aHJIPOT€HOB. OJTO NPENyNpEeXKIaeT BUPWIN3ALMIO, ONTUMHU3UPYET POCT
00JIbHBIX, 00eCIIeYnBaET HOPMaIbHOE MOJIOBOE CO3PEBAHME U MOTEHIMAIbHYIO (PepTHIBHOCTS [ 1, 2,
3, 6, 16].

CornacHO MEXIyHapOJAHOMY KOHCEHCYCY IO JIHAarHOCTHUKE W  JiedyeHuro 21-
THJIPOKCUIIA3HON HEOCTaTOYHOCTH y AeTel, mpunitomy B 2002 r. Ha 00bEIMHEHHOM KOHIpecce
EBponeiickoro o0miecTBa neanaTpoB-3HIOKPUHONIOToB 1 OO0IiecTBa MeauaTpoB-3HI0KPUHOIOTOB
Jloycona Bunkuuca (CIIA), mpemapaTtom BbIOOpa mjsi JeT€d C OTKPBITBIMH 30HAMHU POCTa
ABIseTCs TabneTtupoBaHHas ¢opMa TruApokopTu3oHa. [Ipemapar pexkomeHayeTcs NPUHUMATh
TPEXKPAaTHO B CYTKH B PABHBIX J103aX U 4Yepe3 paBHbIC MPoMexyTKU Bpemenu [13]. mes kopoTkuii
NEepUOJ MOIYXKHU3HU, TMIPOKOPTH30H OKAa3blBAET MUHUMAJIBHOE CYIPECCUBHOE BO3ACHCTBHE Ha
nporiecchl pocta pedenka no cpaBHennio ¢ ['KC, o0GnamaronmmMu mpoJOHTUPOBAHHBIM JIEHCTBUEM

(mpemHU30JI0H, AekcaMmeTa3oH) [7, 8]. B mepuoe HOBOPOXXKIEHHOCTH JIEUEHUE THIPOKOPTH30HOM



HAYMHAIOT C yaapHoil craproBoi 10361 — 50—100 mr BHyTpHBeHHO (10 400 Mr/M2) B CyTKH — YTO
00yCJIOBJICHO BBICOKOM CKOPOCTBIO CEKpELMH KOPTH30JIa B JIAaHHBIA BO3PACTHOW IMEPUOJ, 3aTeM
nepexois Ha npueM TabieTupoBaHHBIX ¢GopMm npenapata [2, 7, 8]. HeoOxomumo wusderathb
JUIMTEIbHOro npuMeHeHusl BbICOKUX 103 ['KC y HOBOpOXXIEHHBIX U JeTed paHHEro BO3pacTa
(6omee 25 Mr/M? B CyTKH) BCIIEACTBUE BO3MOKHOTO pa3BUTHS M000uHbIX 3 dekToB [2, 8].

Cpennue 103bl THAPOKOPTH30HA MPH HpueMe BHYTPb cocTaBisitoT 10-20 mr/m? B cyTKH
(15-20 mr/m? st nereit 1o 2-x net, 10-15 mr/m? wim 0,6 Mr/kr uis 6oee cTapiinx MalueHToB) |2,
13, 20]. Yka3zaHHbIe 1036l BhIIIE, YeM (U3UOJIOTHYECKAs CEKpelnsl KopTu3oa: 6-7 Mr/m? y nereu
cTapiiero Bo3pacta u 7-9 Mr/mM? — y HOBOPOXIEHHBIX M TpynHbix aereit [3, 10]. Ilpumenenue
cynpadusnonorudeckoir nmo3ei ['KC npum neuennn BJIKH HeoOxomuMo [uisi  1OJaBIICHUS
THIEPCEKPEIMH  aHAPOTCHOB W  TPEAYNPEXKICHHUS pa3BUTHS  OCTPOHM  HAAMOYCYHUKOBOU
HenoctarouHoctu [2, 6, 10]. Ha ¢oHe yMepeHHBIX CTPECCOB WIJIM MpHU JETKUX (opmax
UHTEPKYPPEHTHBIX 3a00NieBaHUM, NPOTEKAIOUIMX 0€3 JMXOpaaKd, CYTOYHYIO 03y CJIeayeT
noBpliaTh B 2-3 pasza. [lpum Tsaxkenbix 3a00sieBaHUSX, CONPOBOMKIAIOIIMUXCS BbIPAXKECHHOU
runeprepmuecii (6onee 38 °C), kpome yBenmuwdeHws mnojuepxkuBaronieii mo3el ['KC, HEoOX0mMMM
nepeBoj; O0NMbHOrO pebeHka Ha MapeHTepalbHbI HpueM ruapokopTh3oHa. Ha doHe Tspxembix
TpaBM U ONEPATUBHBIX BMEIIATENLCTB HCIONB3YeTCs O0a3MCHO-OOMIOCHBIA PEXHUM BBEIACHHUS
TUAPOKOPTU30HA. OMOIMOHAIBHBIE CTPECCHhl (HAmpUMep, IIKOJIbHBIE SK3aMEHBI) HE TpeOyroT
yBemmuenus no3sl ['KC [1, 2, 8].

VY nereii ¢ 30HaMM POCTa, OJIM3KUMH K 3aKpBITHIO, @ TAKXKE B MOCTIYOepTaTHOM BO3pacTe
BO3MOXXHO TpUMEHEHHue TposnoHrupoBaHHbIX npenapatoB ['KC, umerommx BbeipaxeHHbld AKTI -
noAaBsIIONUM 3PQeKT, - MpeIHU30JI0Ha B CpeIHeN CyTOYHOU no3e 5—7,5 mr B nBa npuema (1/3
03Bl yTpoM, 2/3 — mepea CHOM) WIM JeKcameTa3oHa B cpenHel cyrouHoi posze 0,25-0,5 mr
OJTHOKPATHO B BeyepHwue yackl [1, 2, 6, 8, 13].

Bce nanmenTsl ¢ conbTepstomiei Gopmoii 3a00neBaHMsS HYXIAIOTCS B 3aMECTUTENILHOU
tepanun MK. EQuHCTBEHHBIM mIpenaparoM ¢ MUHEPAIOKOPTUKOWIHBIMH CBOMCTBAMM SIBIISIETCS
dbmoapokoptuzon. CraproBas nmo3a mpemnapara cocraBisier 0,05-0,3 Mr B CyTKM W 3aBUCHUT OT
YPOBHSI AJIEKTPOJIUTOB KpoBH [1, 2, 6, 8]. Y HOBopoXaeHHBIX neTell motpedHocTh B MK camas
Bbicokast — 0,1-0,3 mr B cyTku. ['pyaHBIM JETSIM PEKOMEHIYeTCsl JOMOJHUTEIbHOE NOOABICHHE K
NHUIIE MMOBAapEHHON COJMM B BHJEC pacTBopa u3 pacuera 1-2 r B cyrku [2, 6]. C Bo3pacTom

notpedHocTs B MK cHIKaeTcsi ¢ oTMEHOMH y 0oJiee CTapiIux AeTeH.

KoHTpoJb a1eKBATHOCTH Tepanuu
OcobOyto cioxHOCTh TpenctaBisger moaoop anekBaTtHoW g036l ['KC. KonTposs

aZIcKBaTHOCTH Tepanuu neduimra 21-TUIpPOKCHIa3bl OCHOBAH Ha TOKa3aTensx (PU3MUECKOTro



pa3BUTHS U JaHHBIX TOPMOHAJIBHOTO HccienoBanus [1, 6]. OmHMM W3 OCHOBHBIX MapaMeTpPOB
s dexTuBHOCTH U afekBaTHOCTH Tepanuu ' KC sBisercst poct nanuentos. [Ipy HecBoeBpeMEHHOM
Ha3HAUYEHUH Tepanuu (KaK MpaBUiIO, NMPU BUPWIBHON (hopMe BCIEIACTBHUE MO3HENH JUArHOCTUKM)
nmn  Hemocrarounord go3e ['KC wHe momaBmsiercss wu30biTouHas BeipaboTtka AKTI, uyto
00yCIIOBIMBAET BBICOKHE YPOBHHU aHJIPOT€HOB. DTO MPOSIBISIETCS YCKOPEHUEM TEMIIOB pOCTa JieTeit
B IIepBbI€ TOABI JKU3HU HApsAAy C OBICTPBIM IPOTPECCHPOBAHUEM CKEJETHOTO CO3PEBAHUS U
HapacTaHWEM MPU3HAKOB BUPWIBHOTO CHHIpPOMA (YBEIHUEHHE pa3MepOB KITUTOPA/TIOJIOBOTO IEHA,
nosiBieHue ¢ 1,5-2 jeT moJjoBOro OBOJIOCEHHUS, aKHE BYJbrapuc, (GOpMHUPOBAHHE MACKYJIUHHOTO
tenocnoxkenus) [1, 2, 6, 11]. Yckopenue pocra CBA3aHO ¢ NPSIMBIMH U HEIPAMBIMU (YBEIHUYCHHE
CeKpelru U MOAYsuus dPQeKTa TOpMOHA POCTa) MEXaHW3MaMH JICHCTBUS IOJIOBBIX CTEPOUIIOB
[3]. Tak kak KOCTHOE CO3pEeBaHKE OMEPEkKAET TEMITbI POCTA (30HBI POCTA 3aKphIBalOTCs yxke K 9—10
rojiam), pa3BUBACTCs] HU3KOPOCIOCTh M/WIIM JI€TH HE JOCTUTal0T IeHETH4YeCcKoro pocta [1, 2, 6, 15,
16]. ITosToMy B mnaH exeroaHoro oocnemoBanusa namueHtoB ¢ BJIKH HeoOxomuMo BkIIOYaTh
OIpe/ieNIEHuE CKOPOCTH POCTa U OLIEHKY KOCTHOT'O BO3pacTa.

CanencrBuem HepoctatouHOU 1036l I'KC Taxoke siBnsieTcss HapylIEeHUE MOJIOBOTO Pa3BUTHS
pebeHka U penpoaykKTuBHOW ¢yHKIMH. HecMOTpss Ha paHHee MOsBIEHHE MPHU3HAKOB IOJIOBOTO
CO3peBaHus, y JeTell 000ero mojia MCTHHHBINA MyOepTaT HactymaeT mo3ano [1, 2, 9]. Benenctue
M30BITOYHOTO YPOBHSI aHJIPOT€HOB HAITOYEYHUKOB, KOTOPHIEC TIOAABIISIOT IUKIMUECKYIO CEKPEIHIO
TOHAJOTPONHBIX TOPMOHOB THUNO(pU3a U, HEMOCPEICTBEHHO, pa3BUTHE (OJUIMKYJIOB, Yy JI€BOYEK
OTMEYAIOTCS HApyLIeHUs MEHCTPYalbHOTO MLHKJIA (OJMTOMEHOpes, ameHopes). Y BeluYeHHe
MOJIOUHBIX Kelle3 Y HUX, KaK MpaBHIIo, TOCTUraeT He Oomnee 2 cranuu o TanHepy. HaGmromaercs
THIOTIIa3Ms SMYHUKOB C TIPU3HAKAMU TOKMKUCTO3a [2, 3, 5, 9]. PerynspHblii MeHCTpyalbHBIH UK
¥ HOpMaJbHasi PENpONYKTHBHAS (PYHKIMS BO3MOXXHBI Ha (hOHE KOMIEHCAIMH 3a00JIeBaHUS TIPU
MPaBHIBHO MOAOOpPaHHOM JeueHHHU. DYHKIMS TOJNIOBBIX Kelle3 y MaJbYMKOB Ooliee COXpaHHA.
Bo3MoxHO pa3BUTHE THUITONJIA3UK SUYCK U HapyIlIeHHe criepmarorenesa [1, 2, 9].

B penkux cioyyasx BO3MOXKHO MCTHUHHOE NPEXKIECBPEMEHHOE II0JIOBOE DPAa3BUTHE
BCJICJICTBHE TPEKICBPEMEHHOW aKTHBAIMU THUIMOTAIAMO-THIIO(U3aPHO-TOHATHONH CHCTEMBI. DTOT
(deHoMeH HabmoaeTcs MpH Mo3AHO HayaToM JjedeHuu npenaparamu ['KC y gereit o6oero mnoina,
yell KOCTHBIN BO3pacT K Havajy JiedeHus jocrturaer mybdepratHoro (11,5-12 ner y neBouek, 13,5—
14 net y manbuukoB). [IpuunHa paHHel akTHBAIMM MPEXKIEBPEMEHHOT0 My0epTaTa OKOHYATENIbHO
HE scHAa. Bo03MOXXHO, W30BITOK TIOJNOBBIX CTEPOHMIOB H3MEHSET  YYBCTBUTEIHHOCTh
TUTOTaJaMHYECKUX [EHTPOB U CIIOCOOCTBYET UX «co3peBaHuio». [lpu naznauenun ['KC-tepanuu
IPOUCXOIUT OBICTPOE CHIDKEHHE HW30BITOYHON CEKpelrH HAAINOYEYHHKOBBIX aHIPOTCHOB, YTO
CIOCOOCTBYET aKTUBALIMM THUMOTAIAMHUYECKONW CEKPELHUH PUIM3UHT-TOPMOHA JIIOTEHHU3ZUPYIOLIErO

TOPMOHA, 3aIyCKaloIed UCTUHHBIN yOepTar. PaHHuN UCTHHHBINA yOepTaT y nerei ¢ qeguiurom



21-ruapokcuiasbl yXyauiaeT poCTOBOM MPOTHO3 U TpeOyeT NMPUCOECTUHEHUS aHTUTOHAJIOTPOITHOM
tepanuu [1, 9].

[lepenozupoBka I'KC Taxke HeraTMBHO BIHUSET Ha pa3BUTHE peOEHKA. YMEHbIICHHE
CKOPOCTH pOCTa M OTCTaBaHME KOCTHOI'O BO3PACTAa OT MACHOPTHOIO YKAa3bIBAKOT HA JUIMTEIIbHYIO
nepeno3upoBky, Tak kak ['KC B BBICOKMX 03aX HMHTHOMPYIOT JMHEHHBIA pOCT CKeleTra B
pesyibTare npsAMbIX 3()(HEeKTOB Ha KOCTHYIO M COeIMHUTENbHYIO TKaHH [3]. O0 n30bITOUHON 103€
TaKXKe MOTYT CBUETEIbCTBOBAThH OBICTpasi NMpuOaBKka B Bece, yBEIMUYEHHE aIllIeTHTa, BBICOKOE
apTepHaIbHOE JIaBJICHUE U JAPYrue npossieHus cuaapoma Mnenko-Kymmnra [1, 2, 8].

Takum o0pa3zom, TOJIBKO MpaBWIBHO MoxoOpaHHas u cBoeBpemeHnHas Ttepanusi ['KC
o0OecrieunBaeT HOpPMaJlbHbIE TEMIIBI POCTa, KOCTHOTO CO3pPEBaHMs, IIOJIOBOTO pa3BUTUS U
HOPMAJIbHYIO PENPOAYKTUBHYIO () YHKIUIO.

KpoMe knuHMYECKMX [aHHBIX IIPpM OLEHKE AaJeKBATHOCTU TEPANHUHU HCIOJIb3YIOT
rOpMOHaJIbHbIE NIOKa3areau. OCHOBHBIM KputepueM siBiisgercst ypoBeHb 17-OHII cbiBopoTKH KpoBH.
Cnenyer omacarbcsi cHmkeHue ypoBHs 17-OHII 1o MUHHMManbHBIX HOPMATHMBHBIX ITOKa3aTEJICH.
OnTumMalbHO MOJAEPKUBATh €r0 YPOBEHb B BEPXHHUX IIpe/eiax HOPMbl KOMMEpYECKOro Habopa
WJIM HECKOJBKO BBIIIE HOPMAIbHBIX JAJIsi Bo3pacta 3HaueHui [2, 6, 13]. Takxke BO3MOXKHA OIEHKA
YPOBHSI aHJPOCTEHANOHA B KPOBH (€ro 3Ha4€HHUE JI0JKHO COOTBETCTBOBATH BO3PACTY MalMeHTa) [3,
6]. Y ManpumkoB J0ONMyOepTAaTHOTO BO3pAacTa W JICBOYEK JOMOJHHUTEIBLHO OIPEICISIOT YPOBHHU
TecTocTepona [2].

B xome wHamero wuccinenoBaHus ObUIM  YCTaHOBJIEHBI  ClIydad  HEaJeKBaTHOM
3aMecTuTeNbHON Tepanuu nanuenTos ¢ BJIKH. B Tabnuue 4 nepsbie 1Ba ciaydas A€MOHCTPUPYIOT
HEraTUBHOE BJIMSHUE Ha (PU3UYECKOE M TOJOBOE pa3BuTHE pebeHka HemoctatoyHoul 1o3b1 ['KC:
OTMEUAJINCh TUIWYHBbIE NPU3HAKU aHAPOTE€HU3alMU (KOCTHBIM BO3pAcT 3HAUUTEIBHO OIepexal
NacTOPTHBINA; YCKOPEHHbIE TEMIIbI POCTa B JIOMyOEepTaTHOM BO3pacTe, B pe3yjbTaTe 4Yero pocT
IPEBbIIIANI TEHETUUYECKUM KOPHUIOP; MPEXAEBPEMEHHOE TI0J0BOE Pa3BUTHE; BBICOKHE YpOBHM 17-
OHII). Tpernii manueHT UMeN SIBHbIE KJIMHUYECKUE W JAOOPATOpHbIE MPU3HAKU MEePeIO3UpPOBKU
['KC: orcTaBaHne KOCTHOTO BO3pacTa OT MMACIOPTHOT0, 3aMeJIEHUE TEMIIOB pOCTa, (OPMUPOBAHUE
HU3KOPOCIIOCTH, cynpeccupoBanHble ypoBHHU 17-OHII. Kpome npusHakoB, yka3aHHbIX B Ta0nuie 4,

Y TPECTLETO pC6CHKa OTMCYCHBI MPOABJICHUSA ATPOTCHHOI'O CUHAPOMaA I/IHCHKO-KyUJI/IHFa.

Ta6auna 4 Kiimauko-1adopaTopHbie NPU3HAKN Hea/leKBaTHOM 3aMeCTUTE/IbHOI Tepanuu

Pedenox I'. 3. Pedoenoxk I'. M. Peoenox I11. A.

Hwnarnos BJIKH, BupuibHas BJIKH, BupuibHas BJIKH, conbrepstomas




bopma dopma ¢dopma

KoctHslit Bo3pact 2,08 1,15 0,875
1 / IMaciopTHBIH
BO3pact 1

[TacniopTHBIi l4net 3mec. 8ner 4rona 3mec.
BO3pacT 2

KoctHplit Bo3pact 1,15 15 0,69
2 [ TlaciopTHBIit
BO3pacT 2

I'eneTnueckuit 184 cm (75 - 90%) 184 cm (75 - 90%) 187,5 cm (90 — 97%)
poct

Pocr 2 175,5 cm (90%) 151,8 cm (>97%) 104 cm (25 — 50%)

Crtanust moJIoBOro 4 2 1
Pa3BUTHSA 11O
Tannepy 2

17-OHII 2, 211,7 178,3 0,1
HMOJIB/IT

[Mpumeuanne. KocTHbIE Bo3pacT | — BIEpBblE YCTAHOBJICHHBIM KOCTHBIM BO3pacT 00CIIEI0BAaHHOTO
MAIMeHTa; MaCIOPTHBIN BO3pacT 1 — Bo3pacT 00C/IeIOBAHHOTO HAIIMeHTa HA MOMEHT OIPE/ICIICHUST KOCTHOTO
Bo3pacTa |; KOCTHBIH BO3pacT 2 — KOCTHBIH BO3pacT OOCIEOBAHHOTO IAaIlMeHTa, YCTAHOBIICHHBIH MpH
MOCJICTHEM TOCEIICHUH; MACTIOPTHBIA BO3pacT 2 — BO3PacT OOCJIENOBAHHOTO IMAIMEHTA IPH IOCIETHEM
MOCEIICHUH;, POCT 2 — POCT OOCIEAOBAHHOTO IAIIMEHTA HAa MOMEHT IIOCJICAHETO IOCEIICHUS; CTaIus
TIOJIOBOTO Pa3BUTHSA 2 — CTaJHs TOJOBOTO Pa3BUTHS OOCIENOBAHHOTO IMMAIMEHTa HA MOMEHT IIOCIIETHETO
nocemenus; 17-OHII 2 — yposens 17-OHII npu nmocieqHem o6cne10BaHUH.

Hamu ObI0 yCTaHOBIEHO, YTO OCHOBHOM MPUYMHON HEANEKBATHOTO JICUEHUS SIBISETCS
HECOONIOZICHHE TMAallMeHTaMH Ha3HAYeHHOW Tepamuu: CaMOCTOATENbHOE W3MEHEHHUE 03Bl
[pernapaToB, OTCYTCTBHE HAJUIEKAIIEr0 KOHTPOJS CO CTOPOHBI pOJIUTENeH, OTKa3 jerei
MOJPOCTKOBOrO BO3pacTa OT mpuema mnpenaparo. [lepenosupoka ['KC y nereir vame Bcero
CBSI3aHA C HEPETYJSIPHBIM MOCEHIEHUEM Bpaya M, CIeJOBaTeIbHO, HECBOEBPEMEHHOM KOPPEKIHEH
J03BbI, OTMEUAETCS] y 4YacTO W JUIMTEIHHO OONEIONINX NeTei, 4yTo TpeOyeT MpOJ0KUTEIBHOTO
npuema 6ompinx 03 ['KC.

OueHka aaeKBaTHOCTH M Koppekuus 1036l MK mpoBoAMTCS Ha OCHOBAHMM HaTUYMS
KIIMHUYECKUX CHUMIITOMOB MK-HC}IOCT&TO'—IHOCTI/I (qaCTBIe CpbIrMBaHUs, IJIOXast npn6aBKa B BECE,
TOIIIHOTA, PBOTA, HU3KOE apTepHalbHOE TaBJICHHE M JIp.), a TaKkKe JabopaTOpHBIX kpurepuen. O
H€O6XOI[I/IMOCTI/I YBCIMYCHUA OO3bl CBUACTCILCTBYIOT IMOBBIHNICHUC YPOBHA KaJlusd W CHUIKCHHUC
YPOBHsI HaTpHUsl B KPOBH, POCT aKTUBHOCTH pEeHMHA TuTa3Mel [1, 2, 6, 15]. YpoBeHbs peHHHA T1a3MBI
ABIIsieTCs Hanbosiee 4yBCTBUTEIbHBIM KpuTepueM HepocTatoyHocTd 103kl MK. Ilockonbky poct

pC€HHUHA MMPECAMICCTBYCT PA3BUTHUIO KIIMHUYCCKHUX CUMIITOMOB ITIOTCPHU COJIM, HA3HAUCHUC IMPCTIapaToOB



MK nanueHTaMm ¢ MOBBIIIEHHOW aKTUBHOCTBIO PEHUHA MO3BOJSET MPEAOTBPATUTH COJIbTEPSIIOIINNA
kpu3 [6, 15]. Tepanus MK cnioco6ctByer cHikenuto ypoBast AKTI u ymeHbInaeT morpeOHOCTh B
I'KC, ynyurras nporaos pocra [2, 6, 16].

IIpusznakamu nepeno3upoBkun MK ABIIOTCA OTEKH, pPOCT apTEPHAIBHOIO JABJICHUS,
TOJIOBHBIE OOJIM, TEHICHLUS K THIIOKAJMEMUH, CHIDKCHHE aKTHBHOCTH PEHHMHA Iuia3Mmbl [2, 6].
VBemuuenne 10361 MK TpeOyercs mamueHTam, MPOXKHMBAIOIIMM B KApKOM KJIMMare, B JIETHHE

MecsIiibl (ITOBBIIICHHOE BBIBEJICHUE HATPHS Yepe3 MOTOBBIE Jkenesbl) [6, 15].

BriBoabl

1. OTmedena mo3AHsSS JUArHOCTHKA 3a00JIEBaHUS BHE 3aBUCHMOCTHM OT T0Jla, 4YTO
MOJTBEPKIAETCS TAHHBIMH KIIMHUYECKOTO W TOPMOHATBHO-META00TMYECKOTO CTaTyCOB.

2. bonee no3nnss nuarHoctrka BJIKH y Manb4ukoB cBsi3aHa ¢ OTCYTCTBHUEM Y HUX IPH
POXJICHUH CIICIU(PUUECKUX CUMITTOMOB 3a00JIeBaHUsl (COOTBETCTBHUE HAPYKHBIX IOJIOBBIX OPTaHOB
TEHETUYECKOMY MYXCKOMY TIOJTY).

3. Ilpu manudecranuu 3a0o0JeBaHUs ACTIM HA3HAYAIHCH CYNpPadU3UOIOTHICCKHUE O3B
I'KC, uto ObLIO OOYCIOBIEHO TSDKECThIO KIMHMYECKOW KapTUHBL [Ipy KOppEeKIHH JIeYCHHUs
YCTaHOBJIEH MEPEBOJI BceX MaleHToB Ha npemnapat Beioopa ['KC — ruipokopTU30H ¢ JOCTOBEPHBIM
YMEHBIIIEHUEM JIO3HI JI0 PEKOMEHYEMBIX 3HAYCHHH.

4. TlpoBemeHue HEOHATATHHOTO CKPUHUHTA IIO3BOJISIET HA3HA4aTh TIIIOKO- U
MUHEPATOKOPTUKOUIHYIO TEPaNUI0 JETAM C CoNbTepstoeii ¢hopMoil 3a0oneBaHus A0 pa3BUTHUS
HAAMOYEUHUKOBOTO KpH3a.

5. HopmanbHoe @Qu3uyeckoe M I0JIOBOE pPa3BUTUE JE€Tel BO3MOXXHO TOJIBKO IIpH
COOJTIOZICHHUH MTPABUIIBHO TI0TOOpaHHON 3aMECTUTEIILHON Teparui TOPMOHAMH M CBOEBPEMEHHOM ee

KOPPEKLIHN.
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