CTyneHThI 1 MOJIO/bIE YUeHbIe beopyccKkoro rocy1apcTBeHHOT0 MeTUIMHCKOT0 YHUBEPCHTETA -
MeIMIMHCKOI HayKe U 3ApaBooxpaHennio Pecnyosuku benapycsk: c0. Hayd. Tp. — Munck, 2017.

M. C. Cumonunk, B. . Kapara
OCOBEHHOCTH MAHU®ECTAIIMU U TEYEHUS BPOXKJIEHHOM
JINCO®YHKIIUN KOPBI HAJIIIOYEYHUKOB Y JETEW I'PYJTHOI'O
BO3PACTA
Hayunbwtii pykoeooumens 0-p meo.nayk, npog. A. B. Connuyesa
1-a kagheopa oemckux 6onesnel,
benopycckuii 2ocyoapcmeennvlit meouyurckuii ynugepcumem, 2. Munck

Pe3zrome. Cmamus nocesujena ananusy ocobeHHocmell Mmanugecmayuy u meyeHus cojib-
mepsiowell U UPUTLHOU POPM 8POACOEHHOU OUCPYHKYUU KOpbl Haonoyeunuxos (BKH) vy oemet
2PYOHO020 803pacma.

Knrouesnie cnosa: eposicoennasn ouc@ynxyusi Kopvl Haonoueunuxos, BIKH

M. S. Simanchyk, V. |. Karaga
FEATURES OF THE MANIFESTATION AND COURSE OF THE
CONGENITAL ANDRENAL HYPERPLASIAIN INFANTS
Tutor: professor A. V. Solntsava
Department of Childhood Diseases Nel,
Belarusian State Medical Wniversity, Minsk

Resume. This article analyzes the features of manifestation and course of salt-losing and
virile forms of congenital adrenal hyperplasia (CAH) in infants.
Keywords: congenital adrenal hyperplasia, CAH, endocrinology

AkTyanbHOCTh. Ha ceromusimiHiii IeHb paHHSA KJIMHUYECKas MOCTaHOBKA
JMarHo3a BpPOXKJIEeHHOM nuchyHkmuu kopel HaanoudeuHukoB (BJAKH) npu otcyr-
cTBUU TpoBefcHUS B Pecmybiuke bemapych HeoHaTanbHOro ckpuHuHra [1],
MpeOTBpAIlCHUE JOMOJHUTEIIBHBIX TEPANeBTUUECKUX U TICUXOKOPPEKIIMOHHBIX
BMeIaTeabCTB [3], CBSI3aHHBIX ¢ HEOOXOIUMOCTBIO TIEPEMEHBI TACIIOPTHOTO 01 U
BBIPAKEHHON HU3KOPOCHAOCTHIO MAlMEHTa, MPEAYNPEKICHUE HEAIeKBATHOTO Ha3Ha-
YEHUS TIIOKOKOPTUKOUIHBIX MPENapaToB SBISETCS CIOXKHOM 3a1auell B paboTe JH-
JIOKPUHOJIOTOB | IeuaTpoB [2].

Lean HecaenoBaHusi: yCTAHOBUTH KIMHUKO-T1a00paTOPHBIE OCOOCHHOCTU
Marudecraruu BJIKH u onenuTh 3(p¢peKTUBHOCTD JIeueHHs pa3HbIX (opmM 3aboiie-
BaHMs y JIETEUW rpyAHOTO BO3pacTa.

MaTtepuasn u MmeToAbl UccieaoBanus. [I[poBeaeH peTPOCIEKTUBHBIN aHAINA3
32 ‘amOynaropubix kapT namueHtoB ¢ BJIKH, cocrosimux Ha y4€Tre B TOpOICKOM
JIE€TCKOM JHJIOKPUHOJIOTMYECKOM IIEHTpe Ha 0aze Y3 «2-s TOpoJCKas JeTCKas KIH-
HU4eckas 6onpHUIA» T. MuHcka B 2015 — 2016 rr. OuieHeHbI Cpoku MaHuecTauu
npu conpTepstomei (CD) u pupunsHoil popmax (BD) 3aboneBanust B 3aBUCUMOCTH
OT moJia pe0eHKa, CTeleHb BUpuiau3auu y aeBodek (mo [Ipanepy). PaccMmoTpensr
W3MEHEHUs B AMHaAMUKe (TIpu MaHu(ecTaluu U yepe3 roja HaOJroAeHus): MeTabo-
JUYEeCKUX  Mokaszarener  (kamumsi, HaTtpus, rawoko3sl, pH, BE, 17-
ruapokcurnporecrepona (17-OHII), anpeHOKOPTUKOTPOITHOIO TOPMOHA); CYTOYHBIX
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103 rimokokoptukocteponioB (I'KC) u munepanokoptukonaoB (MK) (mpu cosbre-
pstomieit popme BJIKH); anTporomerpryeckoro craryca.

Craructrueckass oOpaboTKa JaHHBIX IMPOBEJACHA C IMOMOIIBIO MPOTPAMMBI
Microsoft Excel 2013.

PesyabTarsl. B ananuzupyemoii Beioopke 29 nereit (18 manpunkoB u 11 ne-
Bouek) umenu CD, 3 nanuenTtos (1 Manbuuk u 2 1eBoukn) — BO.

Cpox manudecranuu npu CO cocrapmi 59,41+4,66 nHEl 111 MATbYUKOB U
16,3+3,15 nueit nns neBouek, npu BD - 110 gueit s manpunka, 285+233,35 nuei
s nesouek (P<0,05).

[ crenenp BUpUIM3ALMKM HAPYKHBIX IOJOBBIX OpraHoB mno Ipanepy Oblia
YCTAaHOBJICHA Y 3 HOBOPOXXIEHHBIX NeBoYeK, Il crenens - y 4 manueHTok, III cre-
neHb — y 2 aeBoyek; [V crenens u V cTeneHb He OTMEYEHBI HU Y OJTHOW U3 MallueH-
ToK. Takum o0Opa3oM, B HcCCIIeTyeMOl BbIOOpKE MPU3HAKU BHYTPUYTPOOHON BHUpH-
mu3anyst BeIIBICHBI Y 9 u3 11 nmeBouek (81,8%), KOTOpbIM OB yCTAHOBIICH TUATHO3
BJIKH B nepssiii Mecsn xku3Hu. [Io HammM 1anHbIM y MainpunkoB ¢ CO u BO 3a-
0oJieBaHUsI OTMEUEHBI MUTMEHTAIUSI HAPY>KHBIX IMOJOBBIX OPraHOB M YBEJIMYCHHUE
pa3MepoB MOJIOBOTO YJICHA.

[Tpn manudecranun CO y nauueHToB 000E€ro moJjia yCTAHOBIIEH BBIPAKEH-
HBIM MeTabonuyeckuid nucOanaHc: runepkaidemusi (5,6+0,25 mmonw/m), TUIo-
Hatpuemus (130,19+1,81 wmmounw/m), pH 7,31+0,02, BE=-7,96+0,77 w™Mmomb/n
(p<0,05 B cpaBHEeHUU C pePEPEHTHHIMU HOPMAMU HMCIOJIH30BAHHBIX JUATHOCTUYE-
ckux Habopos). [laTomoruu co cTOPOHBI YIJIEBOIHOTO 3B€HA HE OTMEUEHO - JYTJIH-
kemus (4,57+0,1 mmonw/m).

B npoBegeHHOM Ham# HCClIEIOBAaHNN BCE 00CIIEIOBAaHHBIC MAIIMEHTHl UMETH
xapaktepHble st CO HavanbHbIE FOPMOHAIbHBIE HapyleHus. OTMEYEHO 3HAYU-
TeabHOE ToBbIlIeHHe ypoBHen  17-OHIT (358,8+39,12 umosnb/n, HOpMa 10 3
Hmonw/1, p<0,05). Ilokazatenu AKTI cocraBunu 69,6+7,95 nr/min (Hopma 1o 50
nr/mi, p<0,05).

JlaGopaTtopHbIM KpUTEpUEM TUArHOCTUKUM BD y manueHTOB SBISIETCS MOBBI-
meHHbld ypoBeHb 17-OHII 6e3 pa3BuTust conpTepstomero cuaapoma. B Hamen pa-
6ote pu MaHudecTanuy 3To HOPMBI YHAOKPUHONIATHN YCTAHOBJICHO YBEIHMYCHHE
koHneHntpaiuii 17-OHIT - 158,83+15,11 umons/n (p<0,05). ITokazaremu AKTID
TaK)Ke MPEBBIMAIA HOPMBI THAarHOCTHUYEeCKUX HabopoB (63,00+0,79 nr/mi, p<0,05).
CBIBOpOTOYHBIEC 3HAYEHUS DJIEKTPOJUTOB (KaJIusl U HATPUS) COOTBETCTBOBAJIA HOP-
ME.

[Tpu manudecranuu CO 3ab6oneBanus craproBeie cyrounbie 10361 ['KC 1 MK
COCTABUIM: THUAPOKOPTU30H - 26,09+2,82 mr/m?, ¢uynpokopruson - 0,46+0,03
mr/mM® B cyTku. Ilanuentsi ¢ BO monaydanu TMIpOKOPTH30H B HAYadbHOW 103€
15,35+3,80 mMr/m? B cyTku. Koppekius 1036 IpenapaToB y AeTeil IPoBOIUIACh HH-
JTUBUYAIbHO, C YYETOM IOKa3aTese MeTabOJIUYecKOrOo U TOPMOHAIBHOTO CTaTy-
COB.

Uepes roj AUHAMUYECKOTO HAOIIOeHUS U JeueHus y nanueHToB ¢ CO oboe-
ro TMOJja BBISBICHA HOPMAJIM3ALMS CHIBOPOTOYHBIX KOHLEHTPALMM Kanusd -

332



CTyneHThI 1 M0OJIO/IbIE YUeHbIe BeslopyccKkoro rocy1apcTBeHHOT0 METUIIMHCKOTO YHUBEPCHTETA -
MeIMIMHCKOI HayKe U 3ApaBooxpaHennio Pecnyosuku benapycsk: c0. Hayd. Tp. — Munck, 2017.

4,32+0,10 mmomnw/n1 (p<0,01 B cpaBHEHWH MOKa3aTeIsIMU MpU MaHU(DECTAUH) U
Hatpus - 138,2+0,84 mmounb/n (p<0,005 B cpaBHEHHMH MOKa3aTeIsIMU TIPU MaHUe-
ctauuu). OJHAKO OTMEYEHO COXPaHEHUE JOCTOBEPHOrO YBEIMYEHHS ypOBHEH 17-
OHII otHocuTenpHO muarHoctudeckux HopM (34,80+7,00 amomns/n, p<0,05) npwu
HopManmzaiuu cekpeunn AKTI, 4To yka3piBasio Ha COCTOSIHHE METaOOIMYECKOi
cyokommencarmu 3aboneBanusi. Ha ¢one tepanuu ['KC 3apeructpupoBaHo CHUXKeE-
HUE NOKa3aTeJIel pocTa NalMeHTOB B CpeAHEM Ha -1 curmanpHoe oTKiIoHeHHe. [1o-
cie roja HabmoaeHus y 6 aereil (4 MaJbuYUKOB U 2 JEBOYEK) OTMEUEHO YMEHbIIIE-
HUE CKOPOCTH pOCTa Ha 3 CHUTMAJIbHBIX OTKJIOHEHHUS BCJIEACTBUE HEAACKBATHOMN
koppekiuu 1036l ['KC 1 0TCYyTCTBUS JOCTUKEHUSI METa00INYECKON KOMITCHCALIUH.

VY manuentoB ¢ BD 3aboneBanus yepe3 roji TMHAMUYECKOTO HaOIIOICHUS
BBISIBIICHO mMoOBbIIeHWE ypoBHEH 17-OHII oTHOCUTENBHO — HEIEBBIX HOPM
(34,5044,08 amoutb/n, p<0,05). B 3Toii TpyImie NarieHToB Y€pe3 rojL, 3aMeCTUTEITb-
HOM Tepanuu OTMEUYEHO YBEJIWYEHUE TOKaszaTeJIed pOCTa OTHOCUTEIBHO CPEIHUX
BO3PACTHBIX HOPM.

Yepes rog HaOMOACHUS HAMU YCTAHOBJICHO JOCTOBEPHOE CHUKEHHE CYTOY-
Hoil no3bl mpenapatoB 'KC m MK y Bcex manmeHtoB. ¢ C® (ruapoKopTHU30H
13,28+1,14 mr/mM? u duyapoxopruzon 0,20+0,02 mr/m?) u BD (rugpokopTuzon
12,68+3,85 MI/M?) OTHOCHTENBHO CTapPTOBLIX 3HadeHuii (p<0,05). B mameii pabore
JOCTUTHYTHIE MOAEPKUBAOIINE 03Bl PENAPATOB IIPY MPUEME BHYTPb MOJHOCTHIO
COOTBETCTBOBAJIM J03aM, PEKOMEHIyEMBIM MEXAYHAPOIHBIM KOHCEHCYCOM 10 Jua-
THOCTHKE W JieueHuto 21-ruapokcuiaszHol HemoctatouHoctd y naereit (2002)[4],
NPUHATOMY Ha OOBEIMHEHHOM KOHTpecce EBpormeiickoro oOmiecTBa menuaTpoB-
SHAOKpHHOJOTOB M OO0IIecTBa meauaTpoB-3HI0KpuHOIOroB Jloycona Buikunca
(CILIA).

B xone uccnegoBaHus HaMHu OBbUIM BBISIBIICHBI JIOCTOBEPHBIC KOPPEISIINU
Mex 1y Bo3pactoM MaHudectanmu CP 3aboseBanus U crapToBoii go30i MK (r=-
0,37; p<0,001), no30ii I'KC u yposusimu 17-OHII npu C®P (r=-0,3; p<0,05), no3oii
I'KC u nokaszatensmu ckopoctd pocta manuentoB npu CO u BO (r=-0,3; p<0,01).

BbiBoOabBI:

1 YcranoBaena no3auss nuarHoctnka C® u B BHE 3aBUCHMOCTH OT I0JIa,
YTO TMOATBEP)KIAETCS JaHHBIMU KIMHUYECKOTO M TOPMOHAIBHO-META00IUIECKOTO
CTaTyCOB.

2 bosiee mozauee BoisiBieHHe CD y MaTbYMKOB CBSI3aHO C OTCYTCTBHUEM IIpHU
POXJIeHNN CHEeU(pUYECKUX CHUMITOMOB 3a00JI€BaHUSI (COOTBETCTBUE HAPYKHBIX
MOJIOBBIX OPTAaHOB F'€HETUYECKOMY MY>KCKOMY IOy ).

3 Ilpu manudecTarum 3a60aeBaHNs TAIMEHTAM BHE 3aBUCUMOCTH OT ()OPMBI
BJIKH naznausamuce cynpadusunonorndeckue 036l [ KC, 9To 061710 00yCIOBICHO
TSOKECTHIO KIIMHUYECKON KapTUHBI. [Ipu KOoppekiuu JieueHusl B TUHAMHUKE YCTaHOB-
JIEHO JIOCTOBEPHOE YMEHBIIICHUE JI03bl THIPOKOPTU30OHA JI0 PEKOMEHAYEMbIX 3Haue-
Huit [4].

4 OtmeueHo, uTo aaekBaTHO nojoopanHbie 10361 ['KC u MK obGecrnieunBatot
HOpMaJIbHBIE TEMITBI pocTa nanueHToB ¢ BJIKH.
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Nudopmanus o BHeApeHUH pe3yJbTaTOB McciaeaoBaHus. [1o pe3yibpraTaM HaCTOAIIETO
UCCIIeIOBaHMs OIyOJMKOBAaHO 3 cTaThu B COOpPHHUKAX MaTepHalioB, 4 Te3uca J0KIaA0B, | cTaTths B
KypHaie, moixydeH | akT BHeApeHHs B 00pa3oBaTeNbHbIN mporecc 1-if kadenpsl qeTckux 0omnes-
Hell YO «benopycckuii rocyaapCTBEHHBIN MEAUIIMHCKUN YHUBEPCUTETY.
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