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Abstract.

Main The pathogenesis is linked to impaired cortisol synthesis, a deficiency of which, through
a feedback loop, stimulates ACTH secretion, leading to adrenal cortex hyperplasia and increased
steroidogenesis. Moreover, the levels of not only those steroids formed in the stages preceding the
blocked stage increase, but also those whose synthesis pathway bypasses the blocked stage. In
many forms of congenital adrenal hyperplasia, adrenal androgen secretion also increases, leading
to virilization in female patients. Therefore, congenital adrenogenital hyperplasia was previously
called congenital adrenogenital syndrome. Objective. The objective is to present a clinical case
of congenital adrenal cortical dysfunction, the virilizing — salt-wasting form, in a newborn infant.
Methods. We present a clinical case of congenital adrenal cortical dysfunction, the virilizing — salt-
wasting form, observed by the authors in a newborn infant. An analysis was performed on the
patient’s inpatient medical records and the results of clinical, laboratory, and instrumental examination
methods. Results. Congenital adrenal cortical dysfunction, the virilizing — salt-wasting form, belongs
to the group of genetically determined electrolyte balance disorders. These arise from impaired
sodium ion reabsorption in the renal tubules due to the low sensitivity of tubular epithelial receptors
to aldosterone. The clinical presentation is variable, and the disease may proceed with a risk of
fatal outcome due to severe salt loss and pronounced hyperkalemia. Key manifestations include
polyuria, polydipsia, vomiting, failure to thrive (physical developmental delay), arterial hypotension,
and episodes of dehydration. We present the specific features of the clinical course of congenital
adrenal cortical dysfunction, the virilizing — salt-wasting form, as well as the dynamics of laboratory
parameters before and during treatment in the newborn infant. Conclusion. In newborns presenting
with persistent hyperkalemia amidst progressive hypotrophy (failure to thrive), congenital adrenal
cortical dysfunction should be ruled out. The presented clinical case will allow clinicians to broaden
their perspective on the issue of hyperkalemia and the characteristics of clinical manifestations of
rare tubulopathies, facilitating timely diagnosis and the correct selection of management strategy..

Key words: congenital adrenal cortex hyperplasia, hypoxic damage to the central nervous
system, premature baby.

BpoxaéHHasa rmnepnnasusa kopbl HagnodeydHukoB (BIKH) 6bina Bnepsblie onucaHa B 1865 .,
Korga utanbsiHcku aHatom L.D. Crecchioo nucan naumeHTa My»CKOro rnona, KoTopbii ymep npu
ABMNEHNSX «aguHamMum 1 pBOThbI». [1pn BCKPbITUKM Y HEro Obiniv obHapyXeHbl BHYTPEHHUE XEHCKMEe
nonoBble opraHbI[S].

BpoxaéHHasa rvnepnnasnsa Kopbl HagnNo4YevyHUKOB (agpeHOreHnTanbHbI CUHOPOM) — rpynna
ayTOCOMHO-peLEeCCUBHbIX HAacneacTBEHHbIX 3aboneBaHnii, 06yCroBnNeHHbIX reHeTU4eckuMn aedekx-
TaMu hepMEHTOB U TPaHCMOPTHbIX 6ENKOB cTeponaoreHe3a. HeqocrtatouyHas akTMBHOCTb KaXKAoro
13 pepMeHTOB cTepomaoreHesa NPUBOAMUT K YHUKANbHOMY KOMIMMEKCY rOPMOHasIbHbIX OTKIOHEHWH,
B CBAA3WU, C YEM KIIMHWYECKME NposiBeHus pasHbix ¢doopm BIKH cywiectseHHO pasnuyatotcda. Tun
HacnegoBaHna Bcex pepMeHTaTUBHbIX OeddeKTOB cTepoungoreHe3a — ayTOCOMHO-PeLeCCUBHbIN.
Yawe Bcero (90—95% Bcex cnyyaeB) BCTpeyaeTCcs HeQoCTaTovHOCTb 21-rmgpokcmnasbl. Yacto-
Ta KIIMHUYECKN BblpaXeHHbIX popMm cocTtasnser 1:13, yactora reTepo3uroTHOro HocuTenbcTeBa —
1:60[2,4].

[MaBHbIM 3BEHOM MaToreHesa SABMSETCA HapylleHue CUHTe3a KopTusorna, AeduumT KOTOporo
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no NpuHUMny obpartHon cBA3n ctumynupyet cekpeunto AKTT, 4To NpMBOAMT K rMnepnnasumn Kopbl
HaOMNOYEeYHUKOB N YCUNEHUIO cTepougoreHesa. [1puyém Bo3pacTaeT ypoBEHb HE TOMbKO TeX CTe-
pounaoB, KOTopble 00pa3yloTca Ha aTanax, NpewecTByWmMX 3abnokMpoBaHHOMY, HO 1 TeX, NyTb
CMHTE3a KOTOPbIX MUHYET 3abnoknpoBaHHbii aTtan [1,2]. MNpu mHornx dopmax BIMKH ycunmeaetcs
cekpeuust 1 aHAPOreHoB HaAMOYEYHNKOB, YTO NPUBOAMUT K BUPUM3aL MM BOMbHbBIX XEHCKOro nona.
Moatomy paHee BI'KH Ha3biBanu BpOXXOEHHLIM agpeHoreHnTanbHbIM CMHAPOMOM [5,9].

B kope HaanoO4YeYHWKOB BbIOENSAIOT TPWU 30HbI (CNOS): HAPYXKHYO — KIyOOYKOBYIO, CPeaHIo
— MYYKOBYIO U BHYTPEHHIOI — ceTvaTyto. KneTtkn kny©o4KOBON 30HbI CUHTE3NPYIOT N CEKPETUPYIOT
MUHeparioKopTUKOUAbI(OCHOBHOW NpeAcTaBuUTENb Yy YenoBeka — anbAOCTEPOH), KIEeTKU My4KoBOW
30HbI — TIFOKOKOPTUKOMABI(KOPTU30I), KNETKN CETYATON 30HbI — aHApOoreHbl(gernapoanvaHapocre-
POH, aHAPOCTEHAMOH)[6].

Bce ropMoHbl Kopbl HAAMOYEYHUKOB ABISIOTCA CTEPOMAAMN, CUHTE3UPYHOTCS U3 XONecTepuHa 1
cpasy e CeKpeTupytoTcs B KpoBOTOK. CeKkpeLuus KopTuaorna COCTaBnsieT B CYyTKM Y AeTen okono 12,5
Mr/M2 1 NOOYUHAETCH UMPKAAHOMY PUTMY C MakCUMarbHOW KOHLEHTpaLumen ropMoHa B KPOBU MEX-
ay 6 n 8 4 n mmHnmaneHon — mexay 18 n 20 4 (BevepHUin ypoBEHb KOPTU3oma B niiasaMe KpoBu B 2
pasa u 6onee HUXe, YeM yTpPeHHUI). PopMMpoBaHME pUTMa NPOUCXOAMUT B Te4eHue 1-ro roga XunsHu
N 3aBMCUT OT pexmMa cHa n 6ogpcteoBaHus. CyTouHasa cekpeunsa anbaocTepoHa npyM HopManbHOM
coneBoMm pexunme coctasnser 50 — 250 MKkr 1 Takke mmeeT cnaboBbIpa)KEHHbIN LMpKagnaHHbIN
PUTM, CUHXPOHU3MPOBAHHbLIN C PUTMOM KopTusona [4].

[MrokoKopTMKOonabl 06nagatoT WMPOKMM CNEKTPOM OENCTBUSA, peLenTopbl K HUM OBHapyXeHbl
NPaKTUYECKN BO BCEX TKAHSAX; OHN OKa3blBalOT BENKoBO-kaTabonuyecknin u runeprivkeMmn3npyoLLmnim
3pbekTbl, NEPMUCCUBHO BUSAIOT HA YYBCTBUTENBHOCTb TKAHEW K MHCYIIMHY, YCUINEHMEe NUMnonuaa,
NPsIMO CTUMYNUPYHOT KETOreHe3 B NeYeHn, BNUSKT Ha OOMEH HaTpus, Kanusi, MarHus, Kanbumsi u
BOAbl, @ TakkKe y4acTBYIOT B perynsaumm pyHKUnn cepaeyHo-cocyaucton 1 MUMMYHHoU cuctem [7,9].

Buonornyeckne adpdekTbl MMHEPANOKOPTUKONAOB CBSA3aHbl C perynauuen anekTporiIMTHOro
obMeHa: OHM BbI3bIBalOT 3a4€PXKKY HATpUsl, MOBbLILLAKT SKCKPELMIO Kanusi, MarHust 1 BOGOPOOHbIX
noHoB. CnHTE3 KOpTM30Ma y nnoga HadnHaercs ¢ 8—10-n Hegenu, anbaocTepoHa — nocne 22—
24-n Hepgenun. CTeponaHble rOPMOHbI MPOHUKAKT K NI04Y M Yepes NraueHTy, XOTa Ans KopTu3ona
nnaueHTa uMeeT orpaHn4eHHyo npoHuuaemocTs (okono 10:1). AKTIT HaunHaeT cnHTe3npoBaTbCs B
rmnogpuse nnoga ¢ 7—9-n Hegenwm [6,7].

HepocTtatouHOCTb 21-rmgpokcmnasbl SBnseTca Hambonee 4yacto BCTpevyarwmmcs pepmMeH-
TaTUBHbIM Jed)eKTOM cTepongoreHesa. Berneactene CHUXEHUS akTUBHOCTU 21-rmapokcunasbl Knn-
HUYECKME NPOoSsIBEHNA oTnmyatoTca nonmmopduamMmoM. BoligensoT Tpu knuHndeckne doopmbl BI'KH
B pesynbrate HeLoCTaTOMHOCTU 21-rMapoKcunasbl: CONbTEPSIOLLYI0, NPOCTY0 (BUPUMBHYIO UMK He-
OCIOXXHEHHYI0), CTEPTYIO (MO3QHO NPOSBASAIOLLYIOCS, HEKMaccuyeckyro). B nepnon HOBOpOXAEHHO-
CTW OWarHOCTUPYHIOT NULLb SiIBHble POPMbl HE4OCTAaTOYHOCTU 21-rMapoKcunasbl: NMPOCTYHO U ConbTe-
psitoLLlyto[6].

Conbrepsitowasa opma BIKH Bctpevaetcsa y 2/3 60nbHbIX ¢ geduuntom 21-rugpokcunassi.
Mpn poxgeHun KNMHMYECKas KapTuMHA He OTNMYaeTcs OT nposiBrieHun npocton opmbl BI'KH, HO
yXe Ha 1—4-1n Hegensax XWU3HW pasBUBaKOTCA CMMMNTOMbI OCTPOW HEAOCTaTOMHOCTM HaamnoYeyHu-
KOB: nporpeccupytoLias noteps Maccbl Tena, cpbirmBaHus, pBoTa «(OHTaHOM», Anapesi, «kMpamMmop-
HOCTb» KOXXHOMO NOKPOBA, CHUXKEHME apTepuarbHOro AaBreHus, Taxmkapavs (peako bpagmkapaus),
rMyxOCTb TOHOB cepAua, unaHo3s. NMpu oTcyTCTBUM agekBaTHON Tepanun 6onbHble nornbatoT B nep-
Bble 1—3 mecC Xun3Hu[2,8].

Mpn conbtepsitowen hopme BIMKH, koraa HEBO3MOXXHO NPOBECTU rOPMOHarnbHoe obcrneaosa-
HUe N3-3a TSXKECTU COCTOAHNA pebeHka, 6onbLLOe 3Ha4YeHNE B ANArHOCTMKE NPUOBpPETalOT XapakTep
N CTeNeHb ANEeKTPONUTHBIX HapyLLeHun (rnepkanmemMmsi, rmnoHaTpueMmnsd, rmnoxsiopemMust), 4aHHble
OKI™ (runepkanunructng), nokasarenn KOC (metabonuyecknin aumaos), rematokpuTa (MOBbILLEH),
YPOBEHb [TIHOKO3bl B KPOBU (CHMXEH). XKenaTenbHOo A0 Havana Tepanuu B3saTb KPOBb 4SS onpeaene-
HUSA cogepXaHus ropMoHoB [1,6].

Conbrepstowan oopma BI'KH y geBo4vek B criydae TUMMYHOM KITMHUYECKOW KapTUHbI NPW Nomo-
XWUTENbHOM MOSIOBOM XpOMaTUHe He TpebyeT anddepeHumanbHON QUAarHOCTUKN, HO Y MarbyYnKOB
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cnegyeT UCKIMIOYNTD KULLEYHYI0 MHADEKLUMIO, MUNOPOCTEHO3, cencuc [3,6].

[na nocTtaHOBKM AnarHo3a, MOMMMO KITMHUYECKOW CUMMNTOMATUKN, HeobXxoanumo onpegeneHune
KOPTUKOCTEPOMAOB B CbIBOPOTKE KPOBU UM B MOYeE, onpedeneHne arnekTponnToB KPpoBKM (BKoYas
ypoBeHb MioKko3bl, pH kpoBu), Y3 Hagno4yeyHNKOB 1 OpraHOB Marnoro Ttasa, uccriegoBaHne Kapu-
oTUNa, KOHCYNbTaUMs reHeTuka n ruHekonora (gns gesoyek). NonHoe obcnegoBaHne M KOHcepBa-
TUBHOE NnedeHune geten ¢ BI'KH gomkHO HaunHaTbLCA npakTuyYeckn cpasy rnocre poXxaeHus, Bkrovas
FOPMOHanbHY0 (KO- 1 MMHEPaNoOKOpTMKouAbl) 1 MHY3MOHHYIO Tepanuio [3,4,5].

KnuHuyeckoe HabnogeHue.

PebéHok K. poauncsa 23.03.2024 roga. /13 aHaMmHe3a maTepu U3BECTHO, YTO AaHHas bepemeH-
HOCTb npoTekana Ha ¢oHe aHemun (Hb - 86 r/n), yMmepeHHOro ManoBoAbs, XPOHUYECKON BHYTPUY-
TpoGHONM rmnokcmn nnopa. Pe6éxok ot |l 6epemeHHocT, Il pogos Ha cpoke 31 Hegenb. Bo Bpems
AaHHON 6epeMeHHOCTU B MEPBOM TPUMECTPE OTMEYasncst CUMbHbIN TOKCUKO3, KOTOPbIN COXpaHsAnIcs
no 3 mecsaue. Bo Bpemsi 6epemeHHOCTM Ha 12-14 Hegene nepeHecna COVID-19. Ha 20-22-11 Hepe-
ne rectauum MeTo4oM ynbTpasByKOBOro uccrnegosaHua (Y3W) guarHocTupoBaHbl CUHAPOM 3a4epK-
Kn BHYTpuyTpoOHoro passutua nnoga (C3PI1) n manosogue, Ha 21-22-11 Hegene — oeTonnaueHTap-
Hasa HepgocTaTovHocTb (PIH), manosoame. Mo aTomy noBogy NpoBeAeHO CTaLMOHAPHOE NeYeHme.
Ha 30-n Hegene 6GepeMeHHOCTM Npu NOBTOPHOM Y3W anarHocTMpoBaHa AeKOMMNeHcaumst XpoHuye-
CcKkon doeTonsiaueHTapHOM HeAOCTAaTOYHOCTU. YunTbiBas Y3W kapTuHy 6b1510 NnpoBegeHo onepaTus-
HOe pogopa3peLLeHme NyTeEM KecapeBa CEYEHNS.

OueHka no wkane Anrap 3/5 6annoB. AHTPONOMETPUYECKME AaHHbIE NPU POXAEHUU: Macca
Tena 1335,0 r, gnnHa 40 cM, OKPY>KHOCTb ronoBbl 31 €M, OKPY>KHOCTb rpyam 29 cMm. [leBoyka poaum-
nacb B O4€Hb TSKENOM COCTOSIHMM 3a CYET AblxaTenbHon HegoctatodHocTu Il — Il ctenenu, Bolpa-
YXEHHOro CMHApPOMa yrHeTeHUs LeHTpanbHon HepBHon cuctembl (LUIHC) Ha pboHe HegoHoLWweHHoCTH,
He3penocTn. C poxaeHus nosny4vana pecnmpatopHylo Tepanuio Metogom HasanbHoro CPAP, ¢ 5-x
CYTOK — Ha CaAMOCTOATENbHOM [blXxaHnn. B HEBPONOrM4eckom ctaTyce COXpaHANMCb CUHAPOM YrHe-
TeHus LUHC, runoteH3nsa n runopednekcms. HoBopoxxaeHHas aeBoYvka U3 poannibHOro 3ana obina
nepesefeHa B oTAeNeHne peaHnMaunm HOBOPOXKAEHHbIX B KpanHe TSHXKENOM COCTOSHMM BBUAY Abl-
XaTenbHOW HeJOCTaTOMHOCTU U MOPPOGYHKLMOHANTbHOM HE3PENOCTN N HEBPOSTOMMYECKON CUMMNTO-
maTtukn. OueHka no wkane CunbBepmaHa coctaBuna 7—8 6annoB. PecnupaTtopHas HegocTaTou-
HOCTb Y HOBOPOXAEHHOIO NPOSIBISANAach LWYMHbIM ObIXaHUEM, BTSPKEHUEM YCTYNYMBbLIX MECT FPyaHON
knetkn, Y1 6onee 60/M1H, Menu MECTO anHO3 ANMTENbHOCTbIO 6onee 15 cek. C 4-X CYyTOK KNU3HU
cocTosiHe pebeHka pacLeHMBanoch Kak CTabunbHO TsHKenoe, u OH Obin NnepeBefeH Ha BTOPOK aTan
BbixaxkneaHusi B '[KOB Ne5 B OlMH II.

[narHos npu nepesoge: BHyTpuyTpobHas nHdpekums. MNMNLUHC. HegoHoWeEHHbIN HOBOPOXAEH-
HbIn 31 Hegenb rectaumu. B poaunbHOM gome nony4dana: pecnupatopHyto Tepanuio CPAP; aHTu-
BGakTepuanbHyo Tepanuio aMmnUUUnInH, reHTaMULKNH; KOENH.

CocTosiHMe Npu NOCTYNNEHNN TSXKENOE 3a CYET MHTOKCUKALWK, HEBPOSIOrMYECKOM CUMMNTOMATH-
KW, HEAOHOLUEHHOCTU, He3pernocTn. Ha ocMoTp pearvpyeT BANO, ABuraTenibHag akTUBHOCTb CHUXe-
Ha. dmnsnonormyeckme pednekcobl C pyk KpaTKOBPEMEHHbIE, MblLLEYHAsa OUCTOHUS, ¢ NpeobnagaHnem
rMNOTOHUN, KOXXHble NOKPOBbI 6reaHo-po30Bble, Apsdnblie, MOPLUNHUCTBIE C MPAMOPHbLIM PUCYHKOM.
MepuropanbHbIi LMaHO3 U akpoLumaHo3. CrimauncTble NonocTh pTa YmcTble. MNynoyHbI OCTaToK B CKOG-
Ke. AyCKynbTaTMBHO Haf NerkMmmn ocnabneHHoe abixaHue, BTSKeHue rpyamHbl n mexpebdepuin. ToHbI
cepaua npurnywweHsl, putMudHble. YCC — 130-140 ya/muH. 2XKUBOT MArkuin, nogs3ayT, Nnepuctanstu-
Ka BbicnywmBaetcs. NeveHb U ceneseHka He yBenu4yeHa, BbIxoguT Ha 1 cMm 13-noa kpasa pebepHom
Ayrn, ceneseHka He nanbnupyeTcs.

Hapy>xHble NonoBble opraHbl Mo XEeHCKOMY Tuny, runeptpodus knutopa. C 6-7 CyTOK XU3HU Y
pebEéHKa NOABUNNCH CPbITMBaAHUA MO TUMY «(POHTAHOMY, yYalleHe U padXmKeHne cTyna, noteps
OT nepBoHavanbHon Mmaccel Tena 14%. HasHavyeHO 30HAOBOE MUKPOCTPYMHOE KOPMISIEHWE CMECHIO
«NutrilonlMenTtulactpo», HO y pebeHka coxpaHsanach Yactasi pBoTa.

Bbin ycTaHOBNEH LeHTpanbHbI BEHO3HbIN KaTeTep Ans NpoBeaeHUs MHY3MOHHOW Tepanuu.
Mocne BBegeHust AokopmMa pebeHoK cTan cpbirMBaTh NOCIE KaX4oro KOpMIieHMs!, NNOXo cocan, no-
aBunmcb noHockl. Cmeck «NutrilonlMentullactpo» 6bina 3ameHeHa Ha «NeocateLCPy», ynyJdwweHns
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He Obino. [danee 6binn onpoboBaHbl ewwe aAse cMmecu, pebeHok npogoskan cpbirmeath. B Bo3pacte
16 gHen pebeHok cTan BaAnbIM, MHOro cnan. lNMosiBunuce Yactasi peota (OOHTAHOM, XUOKUIA CTyn 2
pasa B CYTKMW.

Ha 06.04.2024 r. ocMOTpeH HeoHaTasnbHbIM XUPYProM 1 UCKIKOYEH NMUOPOCTEHOS.

PebeHok B AuHamMuKe HECKONbKO pa3 Oblfl OCMOTPEH HEBPOMATONIONOM M MOCTaBMEH Crieayto-
wnn grnarHo3: MNocnegcteus BYW. CnHgpom yrHeteHna LIHC v Bereto-BucLepanbHbiX ANCHOYHKLUA.
M®H.

KoHcynbrauus reHetnka ot 20.04.2024 r.: anarHo3 — BpOXOEHHAs OANCHYHKLUMS KOPbl HAAMo-
YeyHuKoB (AgpeHoreHuTanbHbI CUHOPOM), PEKOMEHOOBAH aHanM3 KPOBW Ha FOPMOHbI: anbgocTe-
POH, KOPTU30S1, PEHUH; MUKpOanemMeHTbl: Kanuin, Hatpun, Xnop. PekomeHOoBaHO KOHCYNbTaLMS 3H-
AOKpUHoMora.

KoHcynbTrauus aHgokpuHonora ot 26.04.2024 r.: nonyyeHHble JaHHble FTOPMOHOB KPOBU BbIAB-
naT Bbicokue undpbl AKTT, TectoctepoHa, 17-OH-nporectepoHa, 4To CBMAETENBLCTBYET B NOMNb3y
BPOXOEHHOW rMnepnsiaamm Kopbl Haano4Ye4YHUKOB, BUPUITbHON (POpMbI? PekoMeHOoBaH Npuém Kop-
Teda 1,25 mr x 2 pasa B AeHb (7 n 22 yac). Mo pesynsratam anektponutos (K- 5,5, Na — 128), nosa
KopTuHedda yBenuyeHa —2 pasa B geHb (10 n 17 yac) nog KOHTPONEM 3NEKTPOSNTUTOB KPOBW.

KoHcynbTauusa geTtckoro ruHekosnora: anobbl Ha HenpaBWilbHOE CTPOEHME HapYyXXHbIX MOMo-
BbIX OPraHoB, OHW CPOPMUPOBaHbLI MO MYXCKOMY TUMY, BblPaXXEH ypOoreHuTarnbHbId CUMHYC B Buae
MOLLIOHKW, KITUTOP YBENWYEH B BUAE NEHUCA C BblpaKEHHOWN ronoBKon. PekomeHaoBaHO Ha3HayYeHne
rMIOKOKOPTUKONAHOW Tepanun nog HabniogeHnem sHOoKpUHosora.

Ta6bnuua-1
OuHaMmuka nsameHeHUM nokKasaTenemn odLero aHann3sa KpoBu

Jdara | Hbr/a | wn | Jpur | Jeit | oz | o/a | c/a | Mon. | mmdp | Tp | CO
10712 | 10%9 109 | Iu
M/4
4-iijgene | 165 | 095 | 52 | 125 | 4 | 1 |46 |10 | 41 | 287 | 4
KI3HH 195 0,95- 5,6 11,5 39 2,8 | 42,5 ] 10,5 | 42,6 301 2,7
1,15
9-15 163 | 0.89 | 3.9 | 1L5 6 | 18 | 35 3 46 | 210 | 6
lleHb 188 | 0.95-1 54 11,2 4.1 2,5 |1 369 | 10,5 | 479 309 4.0
KH3HI
IIpn 168 | 093 | 3.6 9.8 3 3 | 34 7 41 | 271 | 3
BEIIIICKE 120 0,95- 3.8 6,5- 0,5- | 0,5- | 15- | 2-12 | 40-76 | 300 4-8
43 nneii 1,15 5.6 13,5 7 45

MpumevaHue: B uncnutene 3HadeHnst 60NbHOro, B 3HaMeHaTene — KOHTPO/b.

B kadecTBe KOHTpOns ncnonb3oBanucb gaHHble H.I. lWabanosa, 2016 1. (T.2, c. 187-188).

CbIBOpPOTOYHbIN aHanua ot 26.04.2024 roa:

KopTtunson — 588 Hmonb/n (Hopma 80£20 Hmonb/n); AnbaectepoH — 1100,0 nr/mn (Hopma 20
nr/mn); PennH — 16,60 nr/mn (Hopma 4.5-45,5 nr/mn); Kanun — 5,50 mmon/n; Hatpuin — 128 mmon/n;
Xnop — 95 mmon/n;

HCI: rmnokcnyeckn-niweMmnyeckme N3MeHeHus1 NapeHXxnMbl rofIOBHOMO Mo3ra, NMpu3Haku ero
He3penocTu.

Y3/ 6ptoLHON NOMOCTU: NaTONOrMmM OpraHoB OPHOLLIHOM MOMIOCTM Y NOYEK HE OBHApPYXEHO.

Y3W >xeHCKMX NOoBbIX OPraHOB — HaNn4Me MaTtku, pa3amepbl KOTOPOW COOTBETCTBYET BO3pacT-
HOW HOpME, peKOMeHA0BaHO NOBTOPHOE 0bcreaoBaHme Yyepes 6-9 mecsueB 4nda BU3yanusauum and-
HWKOB.

[aHHOM nauuneHTKe B Bo3pacTe 32 AHEeW Hadata 3amecTuTenbHas ropMoHarnbHas Tepanus
rmapokopTmM3oHoMm (koptedd) n3 pacdeta 20 mr/m2 (07 4 — 1,25 mr, 22 4 — 1,25 mMr) n pnyapokopTu-
30HOM (kopTuHedd) (08 4y —— 0,025 mr, 18 4 — 0,025 mr). Ha dooHe npoBogMMon Tepannumn oTMeveHa
nonoXxutenbHaa gMHaMuKa, yrny4ywnncs anneTuT, ucyesna peora, pedeHok ctan npubaensTh B BECE.
HakaHyHe Bbinuckn y pebeHka macca Tena 2130 r., 3a 43 KONKO-OHEW, NpoBeAEHHbIX B OTAENEHNN
npunbasun 1330,0 .
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OkoHuaTenbHbIM agnarHo3: HacnegcrBeHHO — reHeTudeckoe 3abonesaHue.

PucyHok-1. HapyxHble reHutanumn geso4vku ¢ BAKH. Knutop neHucoobpasHbin. bonb-
LuMe nonoBble ryobl 06pa3yloT cKnag4yaTyr K MOLLUOHKY».

BpoxxaéHHasa gMcyHKLMS Kopbl Haano4YevyHKoB. BupunbHo — ConbTrepstowasn dopma.

PebeHok BbINMCbIBaeTCA B YOOBNETBOPUTENBHOM COCTOSIHMM Nog HabnogeHue yy4acTKoBOro
CeMenHOoro Bpaya u aHAoKpuHorora. PekoMmeHgoBaHO AMcnaHcepm3aunsa U KOHTPOSb: YPOBHEN Ka-
nuns, HaTpus, XJiopa cbiBOpoTkU,kopTHn3osna, AKTI nnasmel 8 n 20 4acoB, anb4oCTepPOHa, aKTUBHOCTb
peHnHa nna3mbl.OKIM (1 pa3 B rog).OnpegennTtb «KOCTHbINY» Bo3pacT (1 pa3 B rog).MPT ronoBHoro
mo3ra u MCKT HagnoyeyHumkoB (1 pas B roa). AHK anarHocTuka.

3aknioveHue. B cBA3M OTCYyTCTBMEM pe3ynbrata HeoHaTanbHOM0 CKPUHWHIA U HaCTOPOXKEH-
HOCTW HEOHaTONOroB Mo NOBOAY AAHHOro 3aboneBaHnst B ONMMCAHHOM KITMHUYECKOM HabntoaeHun
MMeeT MecTo no3gHAs noctaHoBka AuarHosda BIOKH supunbHO — conbrepsitowen gopmbl. OcHo-
Ba neveHuns BOKH — 3amectutenbHas rnoko- 1 MUHEPanoKopTUKOMaHasa Tepanus, No3sosistoLas
npeaynpeanTb OCTPbIN agpeHanoBbI KpU3, ONTUMU3NPOBATL hrsnyeckoe pasBuTme pebeHka.

Bknagbl aBTopoB: Bce aBTOpbI BHECHM CyLLECTBEHHbIN BKNag B pa3paboTky KOHUenuuu, npo-
BEAEHNE MCCNeaOBaHNA U MOArOTOBKY CTaTbM, MPoYnv n ogobpunu pmnHanbHyo BEpCUo nepea ny-
onukaumen.

KoHMNUKT nHTepecosB. ABTOpPbI AeKNapUPYIOT OTCYTCTBUE ABHbIX U NOTEHUMaNbHbIX KOHMMNK-
TOB MUHTEPECOB, CBA3AHHbIX C NyOnMKkaumnen HacTosiLen CTaTbM.

NcTOuHMK cbHaHCcMpoBaHUA. ABTOPbI 3aaBMAOT 06 OTCYTCTBMM BHELIHEro (OPMHAHCUPOBAHWS
npu NPoBeAEHUN UCCeaoBaHNS.
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