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Oedvuunt 21-rugpokcmnasbl ABNSETCS NPUYUHON OQHOro M3 Hanbornee pacnpocTpaHeHHbIX Ha-
cnencTBeHHbIX 3aboneBaHnii - BpOXAEeHHOW AncdyHKLUMKN kopbl HagnoyeyHukos (BOKH). YpoBeHb
OCTaTOYHON aKTUBHOCTU 21-rMApoKCMnasbl onpegenseTt KINMHUYECKY0 (hOpMYy N TSXKECTb TeveHus
3aboneBaHus.

B cTaTbe npeacTaBneHa KnuHuyeckas xapakrepucTtuka ayx popm BJKH-conbsTepstoLen n npo-
CTOW BUPUMBHON.

Llenb uccnepoBaHuA. M3yunts knnHuveckue acnektol BOKH, obycnosneHHon geduumtom
21-rngpokcunasbl y geTen.

MaTtepuan n metoabl. [lpoaHannanpoBaHo 57 apxmBHbIX UCTOpuUN GonesHn n 58 BbINMCOK 13
nctopwuii 6onesHn getei ot 0 go 18 neT ¢ ycTaHoOBMNEHHbIM AgnarHo3om BOKH. B uenom Beibopka co-
cTaBuna 75 cny4yaes, U3 HUX Manb4mkoB — 36 (48%), aesoyek — 39 (52%).

: Pe3ynbtatbl u 06¢cyxaeHue. N3 75 geten ¢ BOKH 43 (57,3%) nmenu conbTtepstoLyto popmy, 32
bazapbekosa P.b. (42,7%) — npocTyto BUPUIbHYIO. Y AeTell ¢ conbTepsaiolei (opMon BeAyWwmM KIMHUYECKUM NposiB-
neHvem 6bin CMHAPOM NOTEPU COMWU, C MPOCTON BUPUINBHON — BUPUITbHBIN CUHAPOM.

CpefHuin BO3pacT yCTaHOBMEHUsI AnarHosa npu conetepstowen popme coctasmn 1,5 mec. (ot 1
00 2,6 mec.), npu NpocTon BupunsHon — 3 roga (ot 1,4 go 4,4 roga).

BbiBoabl. Mo Hawunm gaHHbIM B KaszaxctaHe conbrepstowas dopma BOKH gnarHoctupyetcsa
Yawe npocTon BupunbHon popmbl (57,3%/42,7%). BeisBneHbl npobnembl CBOEBPEMEHHON AMarHo-
ctukn BAKH 1 B BbIGOpe LenecoobpasHoro nacnopTHoro nona pebexka.

KnroueBble cnoBa: BpoxaeHHas ANCPYHKLMSA KOPbl HAANOYeYHMKOB, AedunumnT 21-rugpokcuna-
3bl, conbTepsowasn popma, npoctas BupunsHasa dopma.
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. OPUINHAJIbHBIE UCCJIELR SQHAOKPUHOJ1OIUA

'AK «Kasak megmumnHanblk y3aikcis 6inim 6epy yHuBepcuteTi», AnmMaThl K., KazaxctaH Pecny6nukach,
2Ne2 bananap kananblk KnuHUKanblk aypyxaHacel, AnmaTsl K., KasakctaH Pecnybnukachi

21-rmpgpokcunasaHblH Tanwbinblfbl - KEH TapaFaH TYKbIMKyanayLbiblK aypyablH, SFHWU OyMpek yCTi
6esiHiH Tya 6iTkeH ancoyHkuusicbiHblH (BBTB) ce6ebi 6onbin Tabbinaabl. 21-rugpokcmnasaHblib
Kanablk 6enceHginiriHif menwepi KNMHMKanNbIK dopmMacbl MeH aypyablH ayblpfiblK afFbiMblH
aHbIKTbIKTangbl.

Makanaga BBETB/, eki knuHukanelk popmacbiHa cunatTama GepinreH: Ty3 XOofanTy XaHe Xxaw
BUPUIbAI.

3epTTey makcatbl. bananapgafbl 21-rugpokcunasbiHbliH TanwblnbiFbIMeH HeridgenreH BBTB
KMMHUKanbIK acnekTinepiH 3aepTrey.

MaTepuan xaHe agicTepi. BETB[] aurHosbl kobinFar 0-18 xactafbl GananapablH MyparaTtTaH
anbliHFaH 57 aypy Tapuxbel MeH 58 aypy TapuxblHaH Manimaemenep TangaHfaH. bapnblk ipiktenreHi 75
Xaffan, oHbIH iWwiHae ep 6ananap — 36 (48%), keisgap — 39 (52%).

HaTuxenepi xaHe Tankbinaybl. BETE-meH 75 6anaHbiH iwiHae 43 (57,3%) Ty3 xofanTy dop-
macbl, 32 (42,7%) —xav Bupunbgi. bananapga Ty3 xofanty popMacbiHblH 6aCTbl KIIMHMKANbIK KEpiHiCi
O Ty3 XOfFanTy CUHAPOMBI, an xan BUpunbaiae — BUpunbAi CUHAPOM.

Ty3 XofanTy doopmacbiHAa opTa AuarHo3 KorbinFaH xackl 1,5 an (1 geH 2,6 an), xxan sBupunbgige
— 3 xac (1,4 TeH 4,4 xac).

KopbITbiHAbI. KasakcTaHaa 6i3ain 0akbinay 6ombiHWwa BBETB[ Ty3 xofanTy dopmachl xan Bu-
punbai dopmaceiHa kaparaHaa xui aHbliktanagbl (57,3%/42,7%). BETB[ ouarHo3biH yakKbITbiNbl KOO
MeH 6ananapfa Konannbel nacnopTTbIK XblHbIC 6epyiHAe kaTenikTep aHbIKTanabl.

Heri3sri ce3pep: Oylipek ycTi 6e3iHiH Tya 6iTkeH gucdyHKumuAckl, 21-rmgpokcunnasa Tanwbinbifbl,
Ty3 XOfanTy hopmMachl, xav Bupunbai dopmMacsl.
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21-hydroxylase deficiency is the cause of one of the most common hereditary diseases - congenital
adrenal hyperplasia (CAH). The level of residual activity of 21-hydroxylase determines the clinical form
and severity of the course of the disease.

The article presents the clinical characteristics of two forms of CAH — salt-wasting and simple
virilizing.

Objective. To study the clinical aspects of CAH due to 21-hydroxylase deficiency in children.

Material and methods. We analyzed 57 archived case histories and 58 extracts from case histories
of children from 0 to 18 years old with an established diagnosis of CAH. In general, the sample
comprised cases, of which 36 were boys (48%) and 39 (52%) girls.

Results and discussion. Of the 75 children with CAH, 43 (57.3%) had a salt-wasting form, 32
(42.7%) had a simple virilizing form. In children with salt-wasting form, the leading clinical manifestation
was salt loss syndrome, with simple virilizing - viril syndrome.

The average age of diagnosis with salt-wasting form was 1.5 months (from 1 to 2.6 months), with
simple virilizing - 3 years (from 1.4 to 4.4 years).

Conclusions. According to our data, in Kazakhstan, the salt- wasting form of CAH is diagnosed
more often than a simple virilizing form (57.3% / 42.7%). The problems of timely diagnosis of CAH and
in the selection of the appropriate passport gender of the child were identified.

Keywords: congenital adrenal hyperplasia, 21-hydroxylase deficiency, salt-wasting form, simple
virilizing form.
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QHAOKPUHOJ10IUA AJIbHBIE NCCJIEQOBAHUS .

POXICHHAs TUCQYHKIUS KOPbI HAIIOYSYHUKOB (ajpe-

HOT€HHUTAJILHBINA CHHAPOM, BPOXKICHHAS HaJIIOYEUHUKO-

Basi TUIEPILIa3Ks) — rpyIna 3a00JeBaHUI C ayTOCOM-
HO-PELECCUBHBIM TUIIOM HACIEI0BAHUSA, B OCHOBE KOTOPBIX
JISKUT Je(EeKT 0HOTO U3 (PEepPMEHTOB WIIH TPAHCIIOPTHBIX Oell-
KOB, IIPUHUMAIOIIUX y4acTUE B OMOCUHTE3e KOPTU30i1a B KOpe
HaJoYeyHuKoB. Ha ceromHsmHuii 1eHp u3BectHo 7 Gopm
BJKH [1, 2].

YacToTa JAaHHOTO 3a00JICBaHUS B MHUPOBOW MOMYIISIIIMH,
paccuuTaHHas O JAaHHBIM HEOHATAJILHOTO CKPUHHUHTI'A, COCTaB-
nset 1 ciydaii Ha 14 000-18 000 >kuBBIX HOBOPOXKIAEHHBIX [3].
B Poccuu no nanueiM ckpuHuHra yactora BJIKH cocrasiser
1:8 000 [1, 4]. B PK neonaransusiii ckpuaunar Ha BJIKH ne
IIPOBOJUTCSL.

ITo maHHBIM JTUTEpaTyphl camMol 4acToil nmpuunHoi (90-
95%) BJAKH siBnsiercs nepunur 2 1-ruapoxcunassl [3, 4, 5, 6].

B 3aBucumoctu ot knmuHu4eckoit kaptuusl BJIKH, 00y-
CJIOBICHHOH HEJOCTaTOYHOCTBIO 21-rHapOKCUIashl, KIaccu-
(UIMPYIOT Ha KIIACCHUYECKYIO U HEKJIACCHYECKYIO (POPMBI.

Knaccuueckas popma, B CBOIO Ouepeib, HOApa3IeIseTCs Ha
IIPOCTYIO BUPWJIBHYIO U COJIBTEPSIONIYIO, YTO 3aBUCUT OT BBI-
paskeHHOCTH AeduuuTa 2 1-ruipoKCUIaspl.

HernyOokuii nedpurmr 2 1-rujpoKcuiasbl MPUBOIUT K PO-
KICHHUIO JEBOYEK C BUPUIIM3ALMEH HApYXKHBIX T€HUTAIHH,
MaJIbiMKOB — C MakporeHuTocomuei. B mocnenyromem — B
BO3pacte 2-3 JIeT y AeTel 000€ro 10J1a HOSIBISIOTCS CUMITOMBI
IIPEXIEBPEMEHHOT0 TI0JIOBOTO PA3BUTHS C YCKOPEHHEM, a T103-
e — ¢ paHHel ocTaHoBKoM pocra [7, 8, 9, 10]. Oto dopma n
HOCHUT Ha3BaHHUE MTPOCTON BUPHIILHOM.

Ipu 3HaYMTENBEHOM JeduiuTe PepMeHTa, TOMUAMO MaToJNO-
MU HapY’>KHBIX TeHUTAJINH, HaOFOAAETCSI CONBTEPSIIOIINI CHH-
JPOM, KOTOPBIH IIpH OTCYTCTBUM CBOEBPEMEHHOMN JUAarHOCTUKU
3a00JIeBaHUS U aJIeKBATHBIX JICYCOHBIX MEPONPHATHIH MOKET
IpuBeCTU k rubeny pedeHKa B paHHEM Bo3pacte [3, 8, 11].

B 10 xe Bpemsl paHHee BBIBICHUE 3a00I€BaHuUs, BO-IEp-
BBIX, [103BOJLIIET CBOEBPEMEHHO HA3HAUUTh IATOI€HETUYECKYTO
Tepanuio (4acTo IO XMU3HEHHBIM MOKAa3aHMSIM), BO-BTOPHIX,
yKe IIPU POXKAESHUU PELIUTh BOIIPOC O BEIOOpE Haubouiee Lere-
€000pa3HOro MacmopTHOro noJja pedexka [3, 12].

MaxkcumanbHo panHsis guarHoctuka BIIKH Bo3moxxHa npu
IIPOBEICHUH Y HOBOPOXKICHHBIX CIEIMAILHOIO HEOHATAIBLHOTO
ckpuHuHra. Heonaranbuelit ckpununr Ha BJIKH npoBoautcs
6onee uem B 50 mrarax Amepuku u 35 npyrux crpanax. Ckpu-
HUHT 3aMETHO COKpAlaeT BpeMs, 3aTpauuBaeMoe Ha IIPOLECC
JIMAarHOCTUKY 3a00neBanus [6, 12, 13], Gnaromapsi 4eMy CHHKa-
€TCsl CMEPTHOCTD 110 IIPUYKHE TSHKEIIOTO COJIEBOIo aeduuuta.

Mansuuku ¢ BIKH uame, uem geBodyku, cTpagaioT OT
103/IHEeH WIIM HETIPaBUIIBHOM JMAarHOCTUKH 3a00ieBaHus. D10,
BHIMMO, CBSI3aHO C HEKOTOPBIMH PA3IHYMIMU KINHHYECKOH
xaprunbel BKH y GonbHBIX pa3HOro mona. ¥ JneBodyek obe
¢dbopmbr BJIKH Bcera conpoBOXIat0TCsl HHTEPCEKCYaIbHBIM
CTPOCHHEM HapYKHBIX TeHUTAIINH, Y MAJIBYMKOB JK€ HAPY>KHBIS

Tabnuua 1 - Pacnpepenenne aerei ¢ BAKH no nacnoptHomy nony M popmam 3abonesanms, abc/ %

TeHUTAJINH TIPU 3TOM 3a00JI€BaHUH BCETIa COOTBETCTBYIOT Te-
HETHYECKOMY IOJTY. DTHM MOKHO OOBSICHUTH TOT (hakKT, U4TO B
HEKOTOPBIX, XOTsl U HE BO BCEX PETPOCHEKTUBHBIX MCCIIEN0BA-
HusX, B KoTopseix BJIKH Oblia iuarnoctupoBana KIIMHUYECKH,
npeoOnanaroT aeBouku [14-19]. MoKHO TPEANONOKHUTh, YTO
OTHOCHTEJIFHO HEBBICOKUH MPOIEHT COJIBTEPSIOIUX HalueH-
TOB B MY>KCKOW NOMYJ/ISILIUH B 9THX UCCIIETOBAHUAX 00YCIOBICH
CIlydasiMl CMEpPTH OT HEBBISIBICHHOM OCTPON HaIIIOYEYHHUKO-
BOI HEAOCTaroYHOCTH. [IprMeuarenbHo, 4TO ATOT AucOanaHc
OTCYTCTBYET B CTpaHax, B KOTOPBIX JEHCTBYeT 00s3aTeIbHbIN
HeoHaraibHbI ckpuHUHT Ha BJIKH [19]. Umerorcs coobire-
HUS O TOM, YTO IIPU OTCYTCTBUH CKPUHUHTA CMEPTHOCTh CPEAN
MJIaJIeHIEeB ¢ noTepeit conu gocturaet 4 — 10% [20, 21].

Juarnoctuka B/IKH Ha 1 arane BkiIrogyaet: onpejeseHue
KapHOTHUIIA, UCCIE0BAHUE IEKTPOIUTOB, TECTOCTEPOHA,
17-ruppoxcunporectepona (17-OHIT) B imazme kposu, Y31
OpraHOB MaJloro Tasa M MaxoBbIX oOnacrteil. Jlanee B 3aBUCH-
MOCTH OT Pe3yJIbTaTOB UCCIIEJOBAHHS IEPBO JINHUU ITPOBOASAT
Jpyrye TUarHOCTUYECKHE TeCTHI: MPOOBI C CHHAKTEHOM H/HITH
C XOPHMOHHYECKUM T'OHAJIOTPOIIMHOM, KOMIIBIOTEPHYIO HIIH
MarHUTHO-PE30HAHCHYIO ToMOrpaduio opraHoB Majoro Tasa,
HaJIIOYEYHHUKOB, TAXOBbIX oOmacteii [1, 3].

Lenp uccaeqoBaHusi — U3YUUTh KIMHUYECKHE ACHEKThI
BJIKH, o6ycroBneHHOH nedunuroM 2 1-rHIpoKCHiIassl y IeTel.

MATEPHUAJI 1 METO/bI

CIUTOLIHBIM METOZOM IIPOAHATM3UPOBAHBI HCTOPHHU O0JIe3-
HuU 17 nereil, HEOTHOKPATHO HAXOIMBIINXCS Ha TOCIUTAIIN3A-
1uH B sHA0KpHHONMornueckom otaenenuu Kb Ne2 r. Anmarsr
(Bcero 57 uctopuii), ¥ BEITMCKU U3 HCTOpHI Oose3HH 58 neteit
u3 7 peruoHoB Kazaxcrana. Ha Bcex HUX ObUIHM 3aIlOJIHEHBI
pEerucTpalvoOHHbIe KapThl, B KOTOPbIE BHOCHIIUCH CIIETYIOIIHE
JaHHBIE: 1aTa POXKICHNUS, HAaCHOPTHBIN I0J1, HALIMOHAIBLHOCTH,
HaCJIEJICTBEHHOCTh, HAaJMYNUEe KPOBHOTO POJICTBA POJUTENIEH,
BO3pACT, B KOTOPOM OBLJT YCTaHOBJIEH AUArHO3, KIIMHUKO-1a00-
paTopHbIe JaHHBIE B MOMEHT ITOCTaHOBKH JquarxHo3a B/IKH.

B 1ienmom BeIOOpKa cocTaBmia 75 ciydaeB, BO3pacT JETeH
— ot 0 go 18 nmet. MansuukoB Obut0 36 (48%), neBouek — 39
(52%).

PE3VYJIBTATBI

Pacrnipenernienue geteil mo macropTHoMy nony u dopme 3a-
OoneBanus mpezicTaBieHo B Tabnuie 1. Kak cienyer u3 tabmu-
IIBI, B HAIIIEM MCCIICIOBaHUM U3 75 neTeit ¢ nuarnozom BJIKH 43
(57,3%) nmenu consrepsiroryto Gopmy, 32 (42,7%) — mpocTyio
BUPWIBHYIO. Y 36 MaJBYMKOB Ha COJBTEPSIONIYIO (hOpMY TIPH-
xoaunock 26 (72,2%), na npoctyio BupuibHyto — 10 (27,8%)
ciydaeB. Y 39 neBodek combTepstomas GopMa uMena MecTo B
17 (43,6%), mpocras BupmibHas — B 22 (56,4%) ciydasx.

CpenHuii BO3pacT yCTaHOBIICHHS IUArHo3a MPH CONbTEPs-
touiet popme cocrasui 1,5 mec. (ot 1 10 2,6 Mec.), mpu npo-
cToit BupuibHOil — 3 roza (ot 1,4 no 4,4 rona) (tabdm. 2).

KnuHuyeckas dpopma Bcero naumneHToB Marne i Resouinu
P H (BHYTPHM paHHOM dPopMbl) (BHYTpPM paHHOM hopMmbl)
ConbTepstowas 43 (57,3%) 26 (60,5%) 17 (39,5%)
Mpocras BupwHrbHas 32 (42,7%) 10 (31,2%) 22 (68,8)
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Tabnuua 2 - Pacnpegenenme gerer ¢ BAKH B 3aBUCMMOCTHM OT BO3pacTa yCTAHOBNEHUS AMArHO3a

ConbTepstoLias popma Mpoctas BupunbHas
Bospact
MarnbyMKK LEBOYKM MarnbyMKu LEBOYKM
0-3 mec. 20 14 1 3
3-6 mec. 6 3
6-12 - - - 1
1-3 ropa (12-36 mec.) - - 10
3-7 nert (36-84) - - 5
7-10 ner (84-120) - - 1
10-15 net (120-180) - - 1 2
15-18 net (180-216) - - - -
Knununueckast kapruHa 3a0ose-
BaHHS B MOMEHT JHAarHOCTHKH BO 86,00% 79,00%

MHOTOM 3aBHCeJIa OT BO3pacTa, B
KOTOPOM OBLIT yCTaHOBJICH JHATHO3.

Tak, y mereit ¢ cormepsroweti
¢opwoii B/IKH B Bo3pacte 0-3 mec.
npeoOIajiana KIMHIYECKast KapTHHA
CHH/IPOMA TIOTEPH COJIH: C POIKIIC-
HUS 4acThIe CPBITUBAHHMS, TIOXAs
nprbaBKa Macchl Tena. Y JIeBOYCK,
MOMUMO CHHIIPOMa MOTEPH COJIH,
TaK)Ke OBLITH SIBIICHHUST BUPHITH3AIIAH
HAPY)KHBIX TCHUTAIHH.

CpbirMBaHue B paHHem
BO3pacrte

76,70%

48,80%

MoBTOpHas psoTa

YacTbli XKUOKUIA CTYN

Hedunuunt Beca

V nmerei, y KOTOPBIX AMArHO3
OBl yCTAHOBIIEH B BO3pacTe 3-6
Mec., OTMEYAINCh YacTasi TOBTOPHAsl PBOTA, BBIPAXKEHHBIN TehH-
IIUT Macchl Tella ¢ PA3BUTHEM OCTPOTO HAIIOYCYHHUKOTO KPH3a, y
JIBYX U3 HUX 3 U 6 Mec. HaOMIOMaI0Ch OCTPOE HApYIIIEHHE MO3TO-
BOTrO KpoBooOpareHus1. Onpeaesuich THIIOHATpUeMus (B cpe-
nwem 111,6 (109-120) mmons/n), runepkaiuemus (B cpeaaem 7,7
(1,7) MmoIB/1T B 00€MX BO3pACTHBIX Kareropusx (puc. 1).

Ipu npocmoii upunbHoll hopme B MOMEHT TUATHOCTUKHU Y
JICBOYCK B BO3PACTE 10 3-X JIET OTMEYAITHCh IPU3HAKH BUPUITH-
3al1H HAPY>KHBIX TeHUTAIHNH, Y MATBIAKOB - MAKPOTE€HUTOCO-
MUSI, THIIEPITUTMEHTAIST MOIIIOHKH.

B Bo3pacte 3-7 et y neBouek, moMHUMO TTaTOIOTHUH TTOJIOBO-
ro anmnapara, NOsBISUTUCH BTOPUYHBIC MOJOBbIC MPU3HAKHU I10
TeTepOCeKCYATbHOMY THITY. Y MaJIBIUKOB IPH MY>KCKOM THIIE
CTPOCHHS HAPYKHBIX TCHUTAITMI HAOMIOIAINUCH TIPU3HAKH MTPEK-
JIEBPEMEHHOTO TIOJIOBOTO PAa3BUTHSI IO N30CEKCYaIbHOMY THITY.

Kpowme toro, y nereit 060ero mosa Bcex BO3pacToB BbIsBIE-
HBI yCKOpEeHHe pocTa B cpeaaeM Ha 2SDS n onepexenne Koct-
HOTO BO3pacra B cpeaneM Ha 4,4 (£2,0) roxa.

B Tex cnydasx, koraa Auaruo3 ObLT BIIEPBEIE YCTaHOBIICH
B 7-10 m 10-15 ner, y aereii o6oux mnosioB HaOI0AI0CH Oyp-
HOE MPOTPEeCcCUPOBAHNE BTOPHUYHBIX ITOJIOBBIX MPU3HAKOB (Y
JICBOYCK II0 T'€TEPOCCKCYIFHOMY THITY). Y BCEX OTMEYaoch
3aMeJIEHUEe PoCcTa, 30HBI pocTa ObUTH JUO0 3aKpBITH (Y 3
nereit), mu6o npubnuxeHsl (y 1 pedeHka) K IOJIHOMY 3aKpbl-
THIO.

Kpome Toro, y 1ByX AE€BOYEK M O{HOTO MAJBYHKA HA OMHCaH-
HYIO KITMHIYIECKYIO KApTUHY HACIIauBaIUCh TIPOSIBIICHHS H30CEK-
CYJIHOTO II0JIOBOTO CO3PEBaHMsA. Y AEBOYEK MOSBUIICS POCT
TPYAHBIX JKeJie3, Y MaJbYMKOB Hauyallll YBEITMINBATHCS testis.

PucyHok 1 - Knunuueckue npossnenns npu conbtepsiowen popme BOKH

B namewm uccnenosannu y nesouek ¢ BJIKH Bupnmmsanms
HapYXXHBIX IOJIOBBIX OpraHoB Haiie Bcero (24/62%) coorBeT-
ctBoBana 3 u 4 crenensim 1o [Ipanep. Bropas cremens BcTpeda-
nack B 3 paza pexe (8/20%). Emie pexxe oTMeyanuch cirydan ¢
nepBoii (2/5%) u maroit crenensio (4/10%). [aTas creneHsb
BUPHJIM3AINH ObLIA OTMEUeHa Yy 3 JeTell ¢ MPOCTOi BUPHITLHOM
(hopmoii u 1 pebeHka ¢ conpTepsiroiieii GopMoi. Y oHO# 1eBoU-
KH C CONBTEepsTIoNIeit (pOpMOii MATONIOTHH B CTPOSHUH HAPYIKHO-
TO TIOJIOBOTO arnapara He ObLI0 (puc. 2). BrIpakeHHBIX pa3iiu-
YU 10 CTENEHN BUPMITU3AIMN MEKTY KITMHIISCKIME (hopMaMu
BBISIBIICHO HE OBLIO.

B |creneHb Ml cteneHb Ml cTeneHb

M|V creneHb MV cTeneHb

E supnan3numm Het

PucyHok 2 - PacnpepeneHue AeBoYeK MO CTEMNEHU BUPHMIM3ALMH
HaPYKHbIX MONOBbIX OPraHoB
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Kapuotun uccnenosan y 38 u3 39 nesouek. Y 36 (92,3) u3
HUX BbIABIIEH KapuoTull — 46XX, y 1 —47XXX, y 1 — 46XX/
46XV B cootHomienuu 87,5/12,5%. Takum 00pa3om, XpoOMOCO-
MHbIe abeppaiuy ObUIN BBISBICHBI y 2 neBodek (5,1%).

OnucaHHble KIMHUYECKHE TPOSIBICHUS CONMPOBOXKIAINCH
xapaktepubivu i1t BIIKH naboparopHbIME CABUTaMHU.

Vposens 17-OHII B cbIBOpOTKE KPOBHU, UCCIETOBAHHBIN Y
35 (46,6%) neteii, ObLI MOBBILIECH M COCTABIISUI B CpeaHeM 58,9
(c konebanusMu ot 25 1o 125) umons/i1. [Tokasaresb TecTocTe-
poHa B cbIBOpoTKe KpoBH 18 (24%) 00cneoBaHHUBIX TaKKe
OBLT MOBBIIEHHBIM U focturai 1,5 (¢ konebanusmu ot 0,9 10
2,2) umMonw/11. OripeerneHne coiepKaHus KOpTU3oa y 4 nerei
BBISIBUJIO y BCEX €0 CHIKCHHE B CPEAHEM JI0 66,2 TIMOJIB/I.
YpoBeHb IPSIMOTO PEHUHA OINPECNICH MPHU COJIBTEPSIOIICH
dopme y 5 nereii (11,6%), n'y Bcex OH OKa3ajcst HOBBIILICHHBIM,
nocturnyB B cpenHem 208,1 (¢ konebanusmu ot 95,1 1o 500)
MKMME/mi. Bonee wem y 1/3 nereii ( 28/37,3%) nuarno3s ycra-
HOBJIEH 0€3 MCCIeJOBaHMUs TOPMOHAIBHOTO MpodmIIs - Ha oc-
HOBAHMU JaHHBIX KIMHUKH U PE3YJIbTATOB ONPEIeNeHNUS yPOB-
H$l 9JICKTPOJIUTOB B KpoBH (Tal. 3).

OBCYXJIEHUE

B npexacraBieHHOM marepuae MpUBEACHBI PE3YJbTaThl
nu3ydeHus KinHudeckux acrektoB BJIKH, o0OyciioBieHHOM
nedunntom 2 1-ruapokcunasel, y 75 nereii B Bo3pacrte ot 0 110
18 net. [Tpuyem, neBouek cpean HUX 0bU10 52% (39), Manbym-
xoB —48% (36).

B HameMm nccnenoBaHuM Mpeodnaany IeTH C CONBTEPSIO-
et popmoii. Ha ux nosro npunock 57,3% (43 ciyyast), coot-
BETCTBEHHO Ha BUPWIbHYIO — 42,7% (32 cimydas). B To xe Bpe-
Ms, 10 MUPOBBIM JaHHBIM, B CTpaHaX C HaJlaKEHHbIM
ckpuHuHroM BJ/IKH y HOBOpOXXI€HHBIX COOTHOLIEHUE ITUX
KIMHUYEeCKHX (opMm coctasisier 75% u 25% [3, 6, 7, 8], uto
YKa3bIBaeT Ha JIyYIIYIO BBELIBISIEMOCTH COJIBTEPSIOMUX (Gopm
3a200JICBaHUSI IPU HAJIMYUH B CTPAHE CKPUHUHTA.

Ot0 npeobiaganue neTell ¢ CONBTEPSIONIMM BapUaHTOM
3a00JIeBaHMsI IMEJI0 MECTO HE TOJIBKO CPear 00CIeIOBaHHBIX B
LIEJIOM, HO ¥ CpeJIy MaJbuuKOB. B Hamem HaOtoneHnH Ha 3Ty
(bopMy y MaTBIMKOB IpUILTOCTH 26 ciydaes (60,5%). Y neBo-
4eK, HA000POT, OOJIbIIIEe KOJTMYECTBO CIIy4aeB MPUXOAUIOCH Ha
BUPWIBHYIO hopMmy.

OO6pamniarotr Ha ce0sl BHUMaHHE HEIOMYyCTHUMO MO3ITHHE
CPOKH YCTaHOBIICHHS TUarHo3a. J[naruos conprepsiromieit Gpop-
MBI B CPEJTHEM yCTaHABIMBAJICS B 1,5-Meca4HOM Bo3pacte (0T
1 mec. 10 2,6 Mec.), TPOCTO BUPMIIbHON — B 3 10718, B TO BpeMs

Tabrmua 3 - KnMHMKo-6MoxmMMHuecKkas xapakrepmcrka aeren ¢ BAKH

Kak BO MHOTHX cTpaHax [3, 15, 16, 17] quarno3 BIAKH ycra-
HaBIMBAETCs IIPU POk IeHUN pebeHKa. be3 coMHeHus 3To crano
BO3MOXKHBIM OJlaroiaps BHEAPEHHIO B MPAKTUKY ITUX CTPaH
HEOHATaJbHOTO CKPUHMHTA.

OOIIen3BeCTHO, YTO HECBOCBPEMEHHAS THArHOCTUKA COJTh-
TEPSIIOIIETO BapuaHTa 3a00JIeBaHKs YpeBarta psijioM HeOmaro-
HPUSTHBIX MOCIEACTBUI: HEOOOCHOBAHHON rocnuTaan3anuen
B MH()CKIMOHHBIC CTAI[HOHAPHI, IPOBEICHHEM 0e3 MOKa3aHHI
aHTHOAKTEepUAIbHOM, HeCOATaHCUPOBAHHON MH(PY3HOHHOU
Tepanueid. B To jxe Bpems npu 3TOM He Ha3zHa4yaeTcsl KpaiiHe
HeoO0xoauMasi, 4acTO MOKU3HEHHBIM [TOKA3aHUSIM Tepanus
TIFOKOKOPTHUKOMIHBIMH TIpETIapaTaMHu.

IMo3nuss e nuarHocTuka BupmibHON ¢Gopmbl BJIKH co-
IOpsKEHa ¢ PUCKOM HEIPAaBHIILHOIO BbIOOpA MACIOPTHOTO
110J1a, PAaHHUM IOSIBJICHUEM Y peOeHKa BTOPUYHBIX MOJOBBIX
MPU3HAKOB (Y AEBOYEK 10 FETEPOCEKCYaTbHOMY THITY) U IIPEXK-
JICBPEMEHHBIM 3aKPBITHEM 30H POCTa, YTO IIPUBOJHT K (hOPMH-
POBaHMIO HU3KOPOCJIOCTU U BBICOKOTO MHJIEKca Macchl Tena. He
ClJielyeT 3a0bIBaTh U O CHIILHOM IICUXOTPaBMHPYIOLIEM BO3AEH-
CTBUU MHTEPCEKCYIBHOIO CTPOEHHS HapY>KHBIX [€HUTaJIUH KaK
Ha caMoro peOeHKa, TaK 1 Ha WICHOB CEMbH.

B Hamem ncceioBaHuM OIMOKH B BRIOOPE 11E5IECO00pa3HOTo
nacriopTHoro nosna cocraswin 10,6%. B pesynsrare y 7 naumen-
TOB MPOBEJICHA CMEHA MACMOPTHOTO T0Ja: ¥ 5 C CONBTEPSIIOIIEeH
(hopmoii B Bozpacte 1-3 mec. u'y 2 gereii ¢ BuprIiibHOM (opmoii B
TOI0BAJIOM U 3-1I€THEM Bo3pacTe. Y 0HOro peOeHKa, 3aperucTpy-
POBAHHOTO MPH POXKICHUN KaK MAIBIMK U roruoiero B 1,5 mec.
oT OCTpOﬁ Ha}IHO‘{e‘{HI/IKOBOﬁ HCOOCTAaTOYHOCTH, Ha BCKPBITUN
ObUIM HaliICHBI SMYHUKH, MaTKa 1 MaTO4YHbIE TPYOBI.

Bcenencrre mo3iHo HaYaTOro 00CIeI0BaHus Y IBYX JICTEH
noJ1 Ob11 M GepeHIPOBaH UL B MECSYHOM BO3pacTe.

W3-3a no3aHel 1MarHoCTUKU 3a001€BaHUs U OTCYTCTBUS
MMaTOTeHETHYECKOM Tepanuu Tpu CoJbTepstomeil popme ya-
CTbIe KPU30BbIE COCTOSTHUS NPUBOIMIN K ()OPMHUPOBAHUIO TH-
norpoduy, 3aJeprKKe ICUXOMOTOPHOIO Pa3BUTHSL, y ABYX Je-
Tel 3 1 6 Mec. B IepHOJI 10 yCTaHOBIICHHS JUArHO3a MTPOU30IILIO0
0CTpOE HapyILICHNE MO3TOBOTO KPOBOOOPAIIECHHS.

¥ neBouek ¢ npoctoii BupuibHOi hopmoii BIKH k nmesiie-
MY MECTO TIPU POXKIICHHH repMappoIUTHOMY CTPOSHHUIO HApyK-
HBIX TEeHUTaIMH B Bo3pacte 3-7 JIeT MPUCOEANHANOCH MOSBICHUE
BTOPUYHBIX MOJIOBBIX IIPU3HAKOB, IIPUCYIIUX MYKCKOMY IIOIY.

VYV Manp4uKoB, KOTOPBIE OOBIYHO IPHU POKACHUU HUMEITH
GonbIIOro pa3Mepa MOJOBOH WIEH U CKIaguaTylo THIEePIINT-
MEHTHPOBAHHYIO MOLIOHKY, TAK)KE PAHO MOSIBILUIMCH IIPU3HAKH
TIOJIOBOTO CO3pEBaHUs (TI0 H30CEKCAyTHbHOMY THITY).

Cornbrepstowtas popma, n=43

MNpocrtas BupunbHas dpopma, n=32

beHoTun
Manb4mKku, n=26 nesoukn, n=17 Mmanbumkmu, n=10 0EeBOYKM, n=22
Bospact ycraHoBneHus gparHosa no 6 mec. 0o 3 mec. no 5 ner no 3 ner
Monoson annapat B HOpMe [BY CMbICMEHHbIM B Hopme [BY CMbICMEHHbIM

Penun

1 208,1 (o1 95,1 mo 500)

He onpepgeneH

Koptuson 1

!

17-OH-nporectepoH

151,3 (ot 25 po 91)

160,2 (ot 47,1-162,5)

TectrocTepoH | T,5 (o7 0,9 po 2,2) | 12,0 (o1 1,0 po 6,0)
Poct COOTBETCTBYET BO3pPAcCTy +2SDS
Bec -2SDS 0-0,5SDS
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VY Bcex aereii ¢ 3Toi GopMoli ¢ HauaIOM MOJIOBOTO CO3pe-
BaHUS HAOJIONAI0Ch YCKOPEHUE TEMIIOB POCTa, U OHU Ollepe-
JKaJll CBEPCTHUKOB B POCTE, OJHAKO BCKOPE POCT UX IpeKpa-
IIAJICS U3-3a MIPEXKIEBPEMEHHOIO 3aKPbITUS 30H POCTa.

ITo mpuunHe Mo31HEH TUarHOCTHKK 32a00JICBaHUSI M TI03/THO
HAYaToro JICYCHHs B HAIIEM HCCICJOBAaHUH Y OOJBIINHCTBA
neBoYeK (24) BUpHIM3alUs HAPYKHBIX TEHUTAIUH COOTBET-
crBoBana 3 u 4 crenensm no Ipazxep. Jlump 8 nereil umenu
BTOPYIO, 2 - IEPBYIO CTEIICHb.

Hacropaxusaer, uto 6onee yem y 1/3 nereit (28/37,3%)
JIMarHo3 ObII yCTaHOBJIEH 0e3 MCCIIeOBAaHNSI TOPMOHAILHOTO
npodwmis. B 35 ciyqasx (46,6%) KIMHAYECKHN THArHO3 ObLT
TIOJITBEPIKIICH OOHAPYKEHNEM MOBBIIIEHHOTO ypoBHs 17-OH-IT
B KpoBH, Y 18 (24%) — tectocTtepona. Iloka3arens npsmoro
peHuHa, uccienoBaHHbl y 5 geteit (11,6%), Taxke HAMHOTO
MIPEBBIIIAN HOPMY.

[IpuBeneHHbIe JaHHBIE CBUAETEILCTBYIOT O HACTOSTENBHOM
HEOOXOIMMOCTH He3aMeIuTeabHoro BHenpenus B PK ckpu-
HUHTra HoBOpoXieHHbIX Ha BJIKH. Hanmuuue y Bpadeit nuadop-
MallMy O THIIE TeHETHYECKOH MOJIOMKH, XapaKTePHOH KOHKpET-
HO JJIs 1aHHOW CEeMbH, MO3BOJMIO OBl Ha3HAYaTh OETAM
IeJICHAIIPABICHHYIO aTOTCeHETHYECKYIO Teparuio ¢ MOMEHTa
POKICHUS U TEM CaMBIM MPEAYNPEXIaTh PaBUTHE TSKEIBIX
MEIUIMHCKNAX U COIMAJIbHBIX OCIIEACTBUIL.
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2. Conprepsitomas popma yalie BCTpedanach y Mabd4HKOB,
[IpOCTasi BUPUIIbHAS - Y JI€BOYEK.

3. ¥V 97,4% Ob110 BBISBICHO MO3AHEE YCTAHOBJICHHUE JHA-
rHo3a. IIpy poxIeHuy AuarHo3 Obl1 yCTAHOBJIEH TONBKO Y 2-X
nereit (2,6%).

4. Omubky B BBIOOPE LIEIECO0OPA3HOr0 1101 COCTABUIU
10,6%.

IIpo3paunocms uccnedosanusn

Hccnedosanue ne umeno cnoHcopckoi noooepicku. Aeno-
Pyl HeCym NOIHYI0 OMEEemCMEeHHOCb 3d NPe0OCmasieHue
OKOHYUAMENbHOU 8ePCUll PYKONUCU 8 NeUamb.

Hexnapayusn o punancosvix u opyeux 63aumoomuouienunx

Aemopbl He nonyuanu 20HOpapoes 3a cmamulio.

Bxnao aesmopoe

bazapbexosa Pumma bazapbexosna - konyenyus u ouzaiin
uccne0o8anus, Hanucanue u 000dpeHue OKOHYAmenbHoOU 6ep-
cuu cmamuli.

Opmaxanosa Tamapa Y3bexbaesna — coop mamepuanos,
0bpabomka mamepuana, cmamucmuieckas obpabomxa mame-
puana, Hanucanue mexcma cmamoiu.

Onunacvinosa Opan blpvimosna - coop ungopmayuu u 06-
Ppabomxa Mamepuanos uccie008aHus.

Annan Asyneim, Axmeposa Manuka, Camuvioanouna Anyau,
Opasbaii Apoak, Cramosa Aiikepim, Mycaxarnosa 3aype - coop
unghopmayuu u 0bpabomxa mamepuanos ucciedosanus (pabo-
Ma ¢ apxueHuIMu UCMopusMu bone3Hell).

Kongpnuxm unmepecos

Asmopyi 35671410 06 OMCYMCMEUU KOHPIUKINA UHMEPECO8.
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