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Peszrome. Cmambs nocesduieHa anaiuszy ocobennocmell MaHuqbecmauuu u me4yeHus
conbmepsrouell U BUPUILHOU POPM BPONCOEHHOU OUCHYHKYUU Kopbl Haonoyeunurkos (BAKH) y oemeii
2pyoHo2o eo3pacma. Ilpoananuzuposansvi KIUHUKO-1AO0PAMOPHLIE NOKA3amenu npu Mavupecmayuu
3a001e8aHUSL Y HOBOPOICOEHHBIX, OYEHEeHA IPDHeKMUBHOCb 3aMeCmMUmelbHOlU mepanuu nepeozo 200d
mepanuu Ha OCHOBAHUU OUHAMUKU anmponomempudeckux, cOpMOHAIbHbIX U Mmemabonuyeckux OaHHbIX
nayuennaos.

Kniouesvie cnosa: eposicoennasn ouc@ynxyusi Kopsvl Haonoweunuxos, B/JIKH

Resume. This article analyzes the features of manifestation and course of salt-wasting and simple
virilising forms of congenital adrenal hyperplasia (CAH) in infants. We analyzed clinical and laboratory
parameters of the beginning of the disease in newborns, evaluated the effectiveness of substitution
treatment on the basis of the dynamic of anthropometric, hormonal and metabolic data.
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AKTyajJbHOCTh. Ha cerogHsAmHMM JA€Hb paHHIS KIMHUYECKAas ITOCTaHOBKA
IUarHo3a BPOXKIEHHON aucPyHKuuMu Kopbkl HaanouyeyHukoB (BJAKH) mpu orcyrcTBUmM
npoBeneHuss B PecnyOnuke benapych HEOHATaabHOrO CKPUHUHIA, MPEIOTBPAILECHUE
JOTIOJTHUTENBHBIX TEPAIIEBTUYECKUX U MCUXOKOPPEKIIMOHHBIX BMEIIATENBCTB, CBSI3aHHBIX
C HEOOXOAMMOCTBIO IMEPEMEHbl MACHOPTHOIO I0JIa U BBIPAXKEHHOW HHU3KOPOCIOCTHIO
MALMEHTa, MNPEAYyNpPEXKICHUE  HEaJEeKBAaTHOTO  HA3HAYEHUS  IIFOKOKOPTUKOWIHBIX
[IpenapaToB ABJISETCS CIOKHOM 3ajjaueil B paboTe SHAOKPUHOJIOTOB U NMEIUATPOB.

Leanb: ycTaHOBUTH KIMHUKO-1abopaTopHbie ocoOeHHocTH Manudectaru BJIKH u
olleHUTh A(G(HEKTUBHOCTH JICUCHHS pas3HbIX ¢GopM 3a00JieBaHMsI y JETeH TPYyIHOTO
BO3pacTa.

Marepuasbl 1 Mmetoabi. [IpoBefeH peTpoCeKTUBHBIN aHanu3 32 aMOyJaTOPHBIX
kapt mnaunueHtoB ¢ BJIKH, cocrossmmx Ha y4€Tte B TOPOACKOM  JIETCKOM
SHJOKPUHOJIOTUYECKOM IIeHTpe Ha 0a3ze Y3 «2-1 ropojckasi AETCKas KIWHUYECKas
OoonpHuua» T. Muncka B 2015 — 2016 rr. OueHeHsl Cpoku MaHu(pecTaluuu MOpu
COJIbTEPSIONIEH W BUPWIbHOU (hopmax 3aboJieBaHMs B 3aBHCHUMOCTH OT T0Jla peOeHKa,
cTeneHb BUpuin3aunu y aesouek (mo Ilpanepy). PaccMoTpeHbl n3MeHeHUs B TUHAMUKE
(mpu ManudecTary 1 yepe3 roj HabJII0ICHHUS):

° MeTabOIMYSCKUX IOKaszaTener (Kaaus, Harpus, riaoko3sl, pH, BE, 17-
rugpokcunporectepona (17-OHII), aqpeHOKOPTUKOTPOITHOTO TOPMOHA);

o CYTOUHBIX J03 TJIIOKOKOPTUKOCTEPOUJIOB M MHUHEPATOKOPTUKOUIOB (TIpU
cosbTepsitomieit popme BJIKH);

o AHTPOTIOMETPUYECKOTO CTaTycCa.

Craructrueckast o0paboTKa JaHHBIX MPOBEJIEHA ¢ TIOMOIIBIO MporpaMMbl Microsoft
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Excel 2013.

PesyabTrarhl M uUX o0cy:kaeHue. B anamusupyemoii BbiOOpke 29 nereri (18
MajgbuukoB M 11 neBouek) umenu conprepswoniyro dopmy BJIKH, 3 manuentoB (1
MaJb4MK U 2 IEBOYKHU) — BUPUIIbHYIO (hOpMYy.

Cpok Manmdectranuu npu conbTepstomei dopme BJIKH coctaBun 59,41+4,66
JTHEW 1Jid ManbyukoB U 16,3+£3,15 nHeil mns AeBoYek, npu BUpwWibHOU - 110 guel mis
Manbuuka, 285+233,35 nueit qis neBouek (P<0,05).

I creneHp BupWIM3AMM HAPYKHBIX TMOJOBBIX opraHoB 1o Ilpamepy Obuia
YCTaHOBJICHa Y 3 HOBOPOXIEHHBIX aeBoYeK, Il cremensn (rumeprpodus kmurtopa) - y 4
nanueHTok, Il creneHp (KIUTOp, HAIOMHUHAIOMIMWA MO CTPOEHHUIO IOJOBOM YJEH U
MMEIOIIUI YPOTreHUTAIBHBIN CUHYC) — Yy 2 neBouek; [V crenens (meHrncooOpa3Hblii KIIMTOP
C Y3KHM YpPOT€HHUTAJILHBIM CHHYCOM M CpallleHHeM OOJBIINX IOJOBBIX T'y0 Hamomooue
MOIIOHKH) U V CTemneHb (COOTBETCTBUE HAPY>KHBIX IOJIOBBIX OpPraHOB MY>KCKHM) HE
OTMEUYEHbl HHU Y OJHOM U3 MalMEeHTOK. TakuM o0pa3oM, B HccleayeMoil BbIOOpKe
MPU3HAKU BHYTPUYTPOOHOU BUpmIM3alus BbIsiBIeHB y 9 u3 11 neBouek (81,8%),
KOTOpbIM ObLT ycTanoBiieH aquarno3 BJIKH B nepBbiii Mecsir sxu3Hu. [1o HammuM JaHHBIM Y
MaJbYMKOB C COJIbTEpAIONICH U BUPWIbHON dopmol 3a00ieBaHUsS  OTMEYECHBI
MMATMEHTAIUSI HAPY>KHBIX MOJOBBIX OPTAHOB U YBEJIMUYEHUE PA3MEPOB MOJIOBOTO YJICHA.

[Ipu manudecraunn conwrepstoumeii popmsl BJIKH y mamuenToB oboero mosna
YCTaHOBJIEH BBIPAXKECHHBIM MeTaboauueckuil nucOanaHc: runepkamuemus (5,6+0,25
MMoJib/1), tunoHatpuemus (130,19+1,81 wmmonw/n), pH 7,31+0,02, BE=-7,96+0,77
mMMmonb/n (p<0,05 B cpaBHEHMHM C pe(EpEeHTHBIMM HOPMAMH HCIIOJIb30BAHHBIX
IUArHOCTUYECKUX HaOopoB). IlaTonorum co CTOPOHBI YIriIE€BOAHOTO 3BEHA HE OTMEYEHO -
syrinukemus (4,57+0,1 MMob/n).

B mpoBeneHHOM HaMM HCCIIEIOBaHUM BCE OOCIEIOBAHHBIE MALUEHThl HMEJH
XapaKkTepHbIe IS COJbTEpsitoniel (opMbl HayalbHbIE TOPMOHAJIBHBIC HAPYIICHUS.
OtmeueHo 3HaunTenbHOE ToBbiieHHe ypoBHed 17-OHII (358,8+39,12 umounb/i, HOpMa
1o 3 amoinw/1, p<0,05). [lokazatenu AKTI coctaBunm 69,6+7,95 nr/mn (Hopma no 50
nr/mi, p<0,05).

JlaGopaTopHbIM KpuTepreM auarHocTuku BupuibHON (opmbl BJIKH y marmenTos
ABJISIETCS] TOBBIIEHHBIN ypoBeHb 17-OHII 6e3 pa3zBuTusi compTepsiomero cuuapoma. B
Hameil pabore mnpu MaHudecTauuu 3TOM  (OPMBI SHIOKPUHONATHUH YCTAHOBJIEHO
yBenuuenue kouuentpanuid 17-OHIT - 158,83%+15,11 amonw/a (p<0,05). Ilokazarenu
AKTI Takske mpeBbililajii HOPMbI IMarHocTudeckux Habopos (63,00+0,79 nr/mi, p<0,05).
ChIBOPOTOYHbIE 3HAYEHUS 3JEKTPOJIUTOB (KaIKs U HATPHUS) COOTBETCTBOBAIN HOPME.

[Ipn manudecrauun conbTepstonieil GopMbl 3a00€BaHUSI CTAPTOBBIE CYTOYHBIE
J03bl TJIFOKOKOPTUKOMJIOB M MUHEPAIOKOPTHUKOMIOB COCTABWJIM: TUJIPOKOPTU3OH -
26,09+2,82 mr/m?, Gayapoxoptuso - 0,46+0,03 mMr/m? B cyTku. [lanuenTsl ¢ BUPHILHOM
dopmoit BJIKH nonyuanu ruipoOKOpPTH30H B Ha4anbHOM m03¢ 15,35+3,80 Mr/M? B CyTKH.
Koppekuuss [103bl mpemapaTtoB y JA€T€d MNPOBOAWIACH WHIWBHIYaIbHO, C YYETOM
nokasaresiei MeTaboIMuYeCKOro ¥ TOPMOHAIBHOTO CTaTyCOB.

Yepes roa AMHAMUYECKOTO HAOMIOACHUS U JICUCHHUS Y MAIIMEHTOB C COJbTEPSIOIIEH
dbopmoit  3aboneBaHus 000€ro TMojia BBISBICHA HOPMalM3alUsl  CHIBOPOTOYHBIX
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KoHIeHTpauit kamus - 4,32+0,10 mmoaw/a (p<0,01 B cpaBHEHUHU IOKa3aTeIIMH IIPH
maHudecranun) u Hatpus - 138,2+0,84 mmonw/n (p<0,005 B cpaBHEHHUM IOKa3aTEIISIMU
npu Manudecranun). OgHAKO OTMEUYEHO COXPAaHEHUE JJOCTOBEPHOTO YBEIMUEHUS YPOBHEH
17-OHII otHOcutensHO auarHoctuyeckux HopMm (34,80+£7,00 umounn/n, p<0,05) mpu
HopManuzammu cekperud  AKTI, 4ro yka3piBamo Ha COCTOSIHHE METa00JIMYeCKOn
cyOkommneHcaruu ~ 3a0osieBanusa. Ha ~ Qone  Tepamum  IIIIOKOKOPTHUKOUIAMH
3apErUCTPUPOBAHO CHIDKEHHME II0Ka3aTeNel pocTa MAlMEeHTOB B cpegHeM Ha -1
curmanbHoe oTkJIoHeHue. [lociie roga HabmoeHus y 6 nereit (4 MaJlbuMKOB U 2 JIEBOYECK)
OTMEYEHO YMEHBIIEHHE CKOPOCTH pOCTa Ha 3 CHUTMajJbHBIX OTKJIOHEHHUS BCIIEJCTBUE
HEaJCKBaTHOW KOPPEKUMU J03bl TNIIOKOKOPTUKOUAHBIX ~IMPEMApaToB M OTCYTCTBUS
JOCTUKEHHSI METa0OINYECKON KOMIICHCAIIUH.

VY mnanueHTtoB ¢ BUpWIBHON (opmoil 3abojieBaHUsT 4Yepe3 Troj JTUHAMHYECKOTO
HaOIIOZICHUST BBISIBIIEHO mMoBbINIeHHE ypoBHeW 17-OHII oTHOoCHTENBbHO IENEBBIX HOPM
(34,50+4,08 umonsw/n, p<0,05). B 37Ol rpyImie manueHTOB Yepe3 Toj 3aMECTHTEIbHON
Teparnuy OTMEYECHO YBEJIIMUECHHE MOKA3aTENEel pOCTa OTHOCUTEIBHO CPEJHUX BO3PACTHBIX
HOPM.

UYepe3 rox HaOMIOAEHHS HAMU YCTAHOBJIEHO JOCTOBEPHOE CHIKEHUE CYTOYHOU
N03bl TIPENapaToB TJIFOKOKOPTUKOUAOB M MUHEPATOKOPTHUKOMIOB y BCEX MALUEHTOB C
conprepsromel (rugpokopruson 13,28+1,14 mr/m? u gayapoxopruszon 0,20+0,02 mr/m?)
v BupuiabHOM (opmamm BJIKH (rmapoxopruzon 12,68+3,85 Mr/mM?) OTHOCHTEIBHO
cTapToBbiX 3HaueHui (p<0,05). B nHameil paboTe AJOCTUTHYTHIE MOAACPKUBAIOIINE JT03bI
MpenapaTroB NpyU NpPUEME BHYTPb MOJHOCTHIO COOTBETCTBOBAIM J103aM, PEKOMEHIYEMbBIM
MEKIYHAPOJHBIM KOHCEHCYCOM II0 JHMAarHOCTHKE W JEYEHUIO 21-TuapoKcuiazHou
HenoctaTouHocT  y  aetedt  (2002), mnpuHsATOMy Ha OOBEIMHEHHOM KOHIpecce
EBporneiickoro oOuiectBa meadaTpoB-3HAOKpUHOJIOroB u  OOmecTBa mexuaTpoB-
sHAo0kpuHOJI0r0oB Jloycona Bunkunca (CLLIA).

B xozxe uccnenoBanvs HaMu OBLIM BBISIBIICHBI JOCTOBEPHBIC KOPPEISAIIUU MEKIY
BO3pacToM MaHu(ecTalun coabTepstoniel GopMbl 3a00JIeBaHUS U CTAPTOBOW J1030M
MuHEpaToKopTukonaoB (1=-0,37; p<0,001), 1030# TIIFOKOKOPTUKOCTEPOHUJIOB U YPOBHIMU
17-OHIT  mpu  combrepsiiomieit  popme  BJIAKH  (=-0,3; p<0,05), mo3zoit
[JIFOKOKOPTUKOCTEPOUIOB W MOKAa3aTelIIMU  CKOPOCTH  pOCTa  NAlMEHTOB  IIpHU
coJipTepsrolIel U BupmibHor popmax (r=-0,3; p<0,01).

BoiBoabi:

1 YcranoBiieHa Mo3HASI AMATHOCTHKA coybTepstoniel u BupuwibHoil popm BJIKH
BHE 3aBHCHUMOCTH OT [I0JIa, YTO TNOATBEPKIAACTCS JAaHHBIMU KIMHUYECKOTO U
TOPMOHAIBHO-META00JIMYECKOTO CTATyCOB.

2 Bonee no3nnee BoisiBieHue cobrepstomei popmbl BIKH y ManbunkoB cBsi3aHO
C OTCYTCTBHMEM IPH POXKJIECHUHU CHEHU(PUUECKUX CUMITOMOB 3a00JieBaHUs (COOTBETCTBHUE
Hapy>KHBIX MOJOBBIX OPTaHOB FT€HETUYECKOMY MY>KCKOMY IOy ).

3 Ilpu manudecTauu 3a60eBaHus MallMEHTaM BHE 3aBUCUMOCTH OT dhopmbl BJIKH
Ha3HAYaJIUCh CYMpapu3n0IOTUYECKUE 103bl TNIIOKOKOPTUKOUIOB, YTO OBLIIO 00YCIIOBICHO
TSOKECThIO KIMHUYECKOW KapTuHbl. [Ipu Koppekuuu jgedeHus B JTUHAMUKE YCTAHOBJICHO
JOCTOBEPHOE YMEHBIIIEHHUE JO3bl THAPOKOPTU30HA 10 PEKOMEHIYEMbIX 3HAYEHU M.
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4 OTMG‘-ICHO, qTO0 aJACKBATHO HO,ZIO6paHHI>I€ A03bI TIIFOKOKOPTUKOCTCPOUOAOB H
MHUHCPAJIOKOPTUKON OB 00eCIIeYnBaIOT HOPMAJIBHBIC TCMIIbI POCTAa IAITUCHTOB C BI[KH

M. S. Simanchyk, V. |. Karaga
FEATURES OF THE MANIFESTATION AND COURSE OF THE
CONGENITAL ANDRENAL HYPERPLASIA IN INFANTS
Tutor: professor A. V. Solntsava
Department of Childhood Diseases Mo/,
Belarusian State Medical University, Minsk
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