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Pe3tome. B pabore nmpoaHanu3upoBaHbl CPOKH MOCTAHOBKH JIHAarHO3a BPOXKJACHHON TUCHYHKIIUH
KOpPbI HAAIIOYECYHUKOB, JTaAHHBIC na60paT0pHHx I/ICCJ'IG)IOBaHI/II\/’I 1 KIIMHUYCCKUC IMPU3HAKN MaHI/I(i)eCTaHI/II/I
3a007€BaHUs. Y CTAHOBJIEHA TO3/HSS JMArHOCTHUKA 3a00JICBaHUS W BBIPAXCHHBIC META0OTMYECKHE U
rOpMOHAJIbHBIE HAPYIIEHUS NTPU MaHU(eECTaLUH.

KuroueBble cj10Ba: aipeHOTCHUTAIILHBIN CHHAPOM, JIETH, COJIbTEpsIOINIas popma.

Resume. The diagnosis period of congenital adrenal hyperplasia, laboratory data and clinical signs
of disease manifestation have been analyzed. Late diagnosis of the disease, metabolic and hormonal disor-
ders were revealed at the time of manifestation.

Keywords: adrenogenital syndrome, children, saltwasting form.

AKTyaJbHOCTB. Bpoxxnennas nuchyHkius kopbl HaanouyeunukoB (BJIKH) — ato
rpynmna ayToCOMHO-PEIIECCUBHBIX 3a00J€BaHUN, XapaKTEPUIYIOMIUXCS Ne(HEKTOM OJIHOTO
u3 (pepMEeHTOB, NMPUHHMMAIOIIMX Yy4YacTHE B CTEPOMIOTEeHe3e, a Takke B TreHe STAR,
KOAMpYIONIEeM O€eJOK, KOTOPBIM y4yacTBYeT B TPAHCIOPTE XOJIECTEpUHA BHYTPb
mutoxouapuii. BJAKH sBisiercs oqHuM M3 caMbIX pacIpOCTPAHEHHBIX HACIJIECICTBEHHBIX
MOHOTEHHBIX 3a00JIeBaHUI, OJHOBPEMEHHO TMPEICTaBisisi COOO0N BapUaHT XPOHUYECKOUH
MEPBUYHOM HAAMOYEYHUKOBOM HEJOCTATOYHOCTU M TPYIIy MAaTOJOTUHU TOJIOBOTO
Pa3BUTHSA, a TAKXKE MOJIOBOH U] hepeHIIMPOBKH.

B nacrosmee Bpems onucano 7 ¢popm BJIKH. HambGonee uwacras ¢popma BJIKH,
BcTpedaromiasicss 6onee yeM B 90% cmyuaeB, oOycnoBneHa aeduiutom (epmenta 21-
ruapokcunasbl U coctarisieT 1:14000 HoBopokaeHHBIX. [1]. Bropoii mo wactore hopmoii
BJIKH siBasiercst nedunut 11B-runpoxcunassbl.

B Muncke Ha 01.01.2020: nepBuynas 3aboneBaeMocts 0,27 Ha 100 000 HaceneHus,
abcomotHoe uncio 38. B Pecnybnuke benapyces nepsuunas 3adoneBaemocts 0,27 Ha 100
000; Bcero 129 neteii.

[lo KIMHWUYECKUM MPOSIBICHUSIM U CTENEHU TsKECTH Aepuuut 21-ruapokcunasbl
MOXHO Pa3JeiUTh HA KJIACCHUYECKUE (CONBTEPSIONIYIO U BUPUIBHYIO) U HEKJIACCUYECKYIO
dopmel. IIpu Bcex dhopmax BJIKH ormeuaercs neduumT KopTH30i1a, YTO MO MEXaHU3MY
OTPHULIATEIbHOW 00pAaTHOM CBSI3U MPUBOAUT K noBbilieHnto ypoBHs AKTI u runeprnazuu
HAJIMOYEYHUKOB. B pe3ynbTaTe CTUMYISIIMU HAANOYEYHUKOB MPOUCXOAUT HU30BITOUHOE
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HAKOIUICHHE CTEPOUIOB, MpEANIeCTBYIOMUX (epMeHTaTuBHOMY Osioky. KinHudeckas
kaptuHa kaxaoil ¢dopmel BJIKH oOycnoBiena aeduimToM ropMoHOB, CUHTE3 KOTOPBIX
HEBO3MOXXEH TMpU JaHHOM (EPMEHTATUBHOM OJIOKE ¥ U30BITKOM HaKaIIMBA€MbIX
MPEIIECTBEHHUKOB.

[To3nHsis AMarHOCTHKA, HECBOEBPEMEHHAsi W HEKOPPEKTHAsl Tepamusi MPUBOIAT K
TSDKEIIBIM TIOCJICICTBUSIM: THOENIN peOeHKa OT COJMBTEPSIONINX KPU30B, OIITHOKAM B BHIOOpE
MOJIOBOM TMPUHAJICKHOCTH TPHU BBIPAKEHHOW BUPWIM3ALMK HAPYKHBIX TEHUTAIUN Y
JI€BOYKH, HAPYIICHUSIM POCTa U MOJOBOTO CO3pEeBaHMsl, Oectonnio. [4]

Ileab: yCcTaHOBUTH YAaCTOTY BCTPEYAEMOCTH pa3HbIX (OPM  BPOKIACHHOM
TUC()YHKIIMM KOPBl HAJAMOYEYHUKOB Yy JETEH KPYMHOTO TMPOMBIIIJICHHOTO IIEHTpa ¢
OmpeNieJIeHUeM Bo3pacTa MaHU(ecTaluu W KIUHUYECKUX TMPOSIBICHUM; OICHUTH
3 PEeKTUBHOCTH JICUCHUs 3a00JIeBaHUSI.

3apaum:

1. VYcraHoBUTh 1O pe3yibTaTaM BBIKOMUPOBKH JaHHBIX MEIUIIMHCKUX KapT
aMOyJIaTOPHBIX TAIUEHTOB YaCTOTYy BCTPEYAEMOCTH W BO3PACT TMOCTAHOBKH JHMArHo3a
pasubix popm BJIKH y aeteit r. Muncka.

2. BoisiBUTE 0COOCHHOCTH MaHHU(ecTaluu 3a00JeBaHNs B 3aBUCUMOCTH OT (POPMBI
BJIKH.

3. IlpoBectn aHanmu3 mokasareyiel aHTPOMOMETPUYECKOTO U TOJIOBOTO CTaTyCOB,
MeTaborueckoil kommeHcanuu (1o ypoBHIO 17-rumpokcumnporectepona (17-OHII)) y
neTei myobepTaTHOro Bo3pacTa U olleHUTh 3dpextuBHOCTh Jieuenus BJIKH.

Martepuan u wmetroabl. Ha 0a3e PecnyOnukaHckoro IieHTpa JIETCKOM
sHpoKpuHOJIoruK (Y3 "2-9 rOpoicKas aeTckas KiIMHHYecKas OonpHMIA" r. MUHCKA)
NpOBEJIEH aHajau3 aMOyJIaTOPHBIX KapT 35 mainueHToB B Bo3pacTte oT 1 roga mo 16 ner ¢
muarao3oM BJIKH B mepuon ¢ 2003 o 2018r. s 06pabOTKH CTATUCTHYECKUX JAaHHBIX
UCIOJIp30Badbl mporpammel MicrosoftExcel 2016, IBM SPSS Statistics 21.0 (2012).
Hccnenyemple moka3arenu MpeacTaBieHbl B npoueHTtax (%), B BUAE CPEAHEr0 3HAUEHUs
(M) u cpennero kBagpaTudyeckoro oTkiIoHeHUs (SD), ypoBeHb CTaTUCTHUECKOM
3HauuMoctu p<0,05.

[Ipoananu3upoBansl CHAEAYIONIME TOKA3aTEIU: CPOKM IOCTAHOBKU JMAarHosa
3a0oneBaHusi, Macca MW JJIMHA Tela TpPH POXKIACHUHM, aKyIIepCKUid aHaMHE3,
HACJICJICTBEHHOCTh, HaHHBIE JIA0OPATOPHBIX WCCIEAOBAHUM, KIMHUYECKHE TMPU3HAKU
MaHu(dectanmu  3a00JieBaHMs, MPOBOJMMOE TOPMOHAJIBHOE JICUCHHE, TapaMeTphl
AHTPOIIOMETPHUH U TIOJIOBOT'O PA3BUTHUS

PesyabTathl M ux obcy:xkaenue. Cpenu 35 oOcnepoBaHHBIX (Mambuukua 57%,
neBouku 43%) manueHTsl ¢ cobTepsronieit Gpopmoii 3adoneBanus (CTD) cocraBunm 71,4
%, c BupunsHOU hopmoit (BD) — 25,75%, ¢ neknaccuueckoit (H®) — 2,85% (1 mammenr,
JTMArHOCTHPOBAH IO pe3yJibTaTaM HEOHATaJIBHOT'O CKpUHUHTA B Poccun).

OTMeUeHbl JOCTOBEPHBIE MOJIOBBIE PAa3IMuvs CPEIH MAIMEHTOB C COJbTEPSIOIICH
dopmoit B/IKH ¢ npeobnaganuem manbankoB (64%; neBouku 36%) B OTIAUYHE OT TPYIIIBI
B®, B xoTOpOii A0 IeBoYek cocTaBuia 55,5%, manpunkoB — 45,5% (yx?=1,045, p=0,307)
(tabmuma 1).

Tao6.. 1. Pactipenienenue o6¢ae10BaHHBIX NAMEHTOB MO MOy B 3aBUcUMOCTH OT ¢opmsl BJIKH

1o N Toro
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[To pe3ynapraram akymepckoro aHamue3a 34% peredl poauiauch oOT 1-oit
o6epemennoctu, 48% — ot 2-oit 6epemenHoctu, 14,3 % — ot 3-it u 3,1 % — or 4-oi
OepeMEHHOCTH.

B 46 % cnydaeB 6epeMeHHOCTD MPOTEKAIa ¢ OCI0KHEHUSIMH, U3 KOTOPBIX Haubosiee
YaCThIMHU SIBUJINUCH T'eCTO3bI - 25%, Tokcuko3nl - 25%, BYU — 12,5%, anemus — 12,5 %,
JIpyrue CoOCTOSHUS (IICOpHa3, THUIMOTHUPEO3, XPOHUYECKUM aTHEKCUT, ITUCHYHKIIUS
SSMYHUKOB, MUOMAa MaTKU, UH(PEKITMOHHBIEC 3a00JI€BaHUS MOJIOBBIX My Tei) — 25 %.

B 56% cny4aeB pojbl MpOXOAWIM 4Yepe3 €CTECTBEHHBbIC pojoBbIe myTH, B 44%
MIOCPEJICTBOM KecapeBa CEUCHHUS.

CpenHsisi IpoI0KUTENIBHOCTh OepeMeHHOCTH cocTaBuia 38,8+1,34 Henenb.

CpenHuii BO3pacT MOCTAaHOBKM CoOJIbTepsitoieh ¢opmbl - 17,4+16,3 neHb XKU3HH,
BupwibHONH (opmbl - 4,03+4,6 rona. Jlmarno3 «ueknaccuueckas (opma BJIKH» Obin
BBICTaBJIeH B Poccuu B pe3yibTare MpoBeICHUS HEOHATATLHOTO CKPUHUHTA.

SDS macce Tena nipu poxkaenuu B rpymnie CT® -0,174+1,49, B rpynine BO 1,5+0,81,
SDS mnmunsel Tena y manuentoB ¢ CTD - -0,17+1,99, ¢ B® 1,34+0,56 (rpaduxk 1).

-3a | 2o | -a X O |+_‘<:'-

I'pad. 1—SDS maccel 1 AJIMHBI TENA PU POXKISHUU TP pa3HbIX ¢popmax BJIKH

2
+20

B GonpmnHCTBE ClIy4acB ACTU IIOCTYIIAJIN B OTACJICHHC WHTCHCUBHOU TCpalnu "
pC€aHuMalu B TAXKCIOM U OUYCHDb TAXKCIOM COCTOAHHU.

Tao.. 2. Ilpuznakn manudectanuu BHe 3aBucumoct oT popmbl BJIKH (%)

IIpusnak Yacrora BCTpeyaeMocTH
CPbITMBAHHUA 28,6
IJIOXO¥ anmeTuT 14,3
OBO0JIOCEHHE JIOOKA
14,3
(y 3-x mauuenros c 1,5 ner, y 2-x - ¢ 5,5 ner),
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pBOTa 8,6

CYXOCThb KOKHBIX IIOKPOBOB 8,6
TUIIOTOHMS 5,7
BBIPA:KEHHBII YKCHKO3 57
runeprpodus Kiuropa (1eBOYKH) 5,7
THNEPNUTMEeHTAIHSA 2,86

runeptpodus kiauropa c 1,5 ner (neBouxn) | 2,86

yrpeBasi Cbillb C 7 JI€T 2,86

JlaboparopHoe mnonarBepxkaeHue aepunuta 21-ruapoKCcuiazbl y HOBOPOXKIESHHBIX
OCHOBaHO Ha ONPEJCIICHUH TIOBBIIIEHHBIX YPOBHEHW MATOTEHETHYECKOTO MapKepa
3aboneBanusi — 17-OHII. [5] Tlokazatens 17-OHII npu knaccuueckux ¢gopmax BIAKH
6omee yem B 100 pa3 mnpeBwiman HOpMaibHbIe IMoOKa3zarenu (< 3 HMOJb/II) s
TeCTAIlMOHHOTO BO3pacTa U MAacChl Tejla peOeHKa M COCTaBJISI B TPYIIIE C COJIBTEPSIONICH
dbopmoit 840,34+298,6 Hmoub/11, ¢ BUpuiIbHOU popmoii - 386,1+80,9 umouns/n (p=0,375). YV
nanpeHTa ¢ Hekinaccuuyeckor (opmoit BJIKH ypoenbp 17-OH mporectepona - 35,2
aMoue/11. [lpu Bcex dopmax Habmoaanock nopeienne ypoBas AKTI — 74,06+2,05 nir/mi
(<46 rr/mn).

VY nereii conbrepstoniel GopMoiil B pe3ysbTare B pe3yJbTare MOBBIIIEHUS SKCKPEIH
MOYKaMH MOHOB HATpPUSl M yCWJICHHS peadcopOLMy MOHOB Kajusi OTMEUEHBI: BBIpaKCHHAs
runoHaTpueMust (ypoBeHb Hatpus 125,6+10,98 Mmoib/i), runepkairneMus (KOHIIEHTPAI[HS
kanus 6,71+1,6 Mmmonb/1), aruno3 (camwkenue pH kposu 7,34+0,067).

[Tpu BupuibHOM (hopMe MOKA3aATENH FICKTPOIUTOB HAXOIUIUCH B TIpEieJIaX HOPMBI:
ypoOBeHb Kaymsl - 6,71£1,6 mMonw/a, HaTpus - 141+2,78 mmons/n. [Tokazarenu riroKO3bI
KpOBH y JeTedl ¢ coubrepswoomieii  ¢opmoit cocraBunu  3,2+1,14. B mepuone
HOBOPO’KJICHHOCTH M JIETCKOM BO3pacTe MpenapaToM BEIOOpaA SBISETCS THAPOKOPTU30H.

brnaromapsi manoMy mepuoy TMONYBBIBEICHUS OH OKa3bIBA€T MEHBIIE MOOOYHBIX
3(PEeKTOB MO CpPaBHEHUIO C TIIFOKOKOPTUKOUAAMHU JIUTEIbHOTO neicTBus. [5] Takum
o0pa3oM BCe MalMEHTHI MOJyYalld 3aMECTUTEIBHYIO TEPANHUIO0 THIPOKOPTU30HOM B J103€
63,7+28,1 mr/m* B Tpynne ¢ conprepsromnieit popmoit, 21,844+21,5 mMr/mM?> ¢ BUPUIBLHOM
dopmoii (p=0,099), pedeHok ¢ Hekmaccuueckoi Gopmoii — 21 mr/m2 Tlamuentsr ¢ CTD
JIOTIOTHUTENIBEHO TPHHUMATH (PIIyAPOKOPTU30H B cTapTOBOM f03¢ 787,3+130,8 MKr/m2.

14 nereir (57,1% wmanbunku, 42,9% neBoyku) u3 oOIIEH BHIOOPKM HA MOMEHT
HACTOSIIIETO HWCCIAEIOBAaHUS JOCTUINIM MyOepTaTHOro Bo3pacta (CpelIHHil BO3pacT
13,84+2,06 roma). Cpennee SDS 1o pocty coctaBuio -0,4+1.3, mo macce tema 1,13+1.33,
UMT 24,243,6 xr/m? (P90-97). 170HIT — 13,56+13,47 amons/a (0,21 - 4,06 aMoIIB/N).
OtHomeHne XPOHOJOTHYECKOTro Bo3pacTa K KoctHoMy 0,99+0,25. V 5 mnanueHTOB
OTMEHWIN (QIIOPOKOPTU30H B Bo3pacte 8,3+1,8 net. ¥V 3 neBouek B Bo3pacte 11-13 ner
HACTYNWJIM CIOHTAHHBIE MEHCTpyaluu. [pu TMalnueHTa Mepenuld ¢ THIPOKOPTHU30HA
(12,5+0,36 mr/m?) Ha npeaHu30J0H B Bo3pacte 12,4+0,85 net B no3e 3,75 Mr/m? (3aKpbIThie
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30HBI pOCTa). Y 2 I€BOYEK C COJbTEPAIONICH POpMOii HaYaI0Ch MIPEXKIEBPEMEHHOE TI0JIOBOE
co3peBaHuE B BO3pacTe 3-X U 7 JEeT, KOTOPOE MPOSIBUIOCH MTPEXKIEBPEMEHHBIM ITyOapxe.

BbIBOABI:

1 BHe 3aBucUMOCTH OT (pOpPMBI YCTAHOBJIEHA IMO3[HSASA JUArHOCTUKA 3a00J€BaHUs
(CTD 17,4+16,3 nueit; BO 4,03+4,6 net) y naiieHTOB KPYIMHOT'O TPOMBIIIJIEHHOTO IIEHTPA,
YTO JUKTYET HEOOXOJMMOCTh BHEAPEHUs HeOHaTaabHOro ckpunuura BJIKH.

2  Knununyeckas  Manudecrauus — conbrepsmoomer  Gopmbl - 3a00seBaHUS
COIMPOBOK/1aJIaCh BBIPAKEHHBIMU META0O0JNYECKUMHU (TUIIOHATPUEMHUS U TUIEpKAIUEeMus,
MeTabonudeckuil anuno3) u ropmoHanbHeIMH (17-OH mporecrepon 840,34+298,6
HMOJIb/J1) HApYLICHUSIMHU, UYTO TPEOOBAJIO BBICOKOW CTapTOBOM J03bl 3aMECTUTEIbHOMN
rOPMOHAJIBHOM Tepanuu (THAPOKOPTU30H 63,7+28,1 mMr/m?).

3 PerymspHoe nucnaHcepHoe HAOJIOJEHHWE M aJIeKBATHOE JIEYEHHUE IMO3BOJIHIN
KOMIIEHCUPOBATh META00IUUYECKUE MapaMeTPbl, CKOPPEKTUPOBATh OTKIOHEHHUS B MTOJIOBOM
pPa3BUTHM W JOCTHYb IIEJIEBBIX POCTOBBIX MOKa3aTesed, YTo 00ecnevyusio CoXpaHeHue
KayecTBa )KU3HU, GEPTUIIBLHOCTD B OyAyIIEM.
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