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IIpencTaBaeHo KIMHNYECKO HAGMIONIeHMe TUIIPIIIa3UU KOPbI HAJIIIOYeYHIKOB (COMbTepAIoNell (pOPMBI) ¥ HOBOPOXKIEH-
HOro pe6enka. OCOOEHHOCTBIO JAHHOTO C/y4as ABJIACTCA OCTOKHEHHOE TedeHNe 3TOro 3ab0/IeBaHMA Ha pOHe TMITOKCUYEeCKOTO
TOpaykKeHVs IIeHTPaIbHOI HEePBHOI CHCTEMBI I HEOHATANTbHOMN JKeNTyX!. B HacToAmee BpeMs ed4eHMe 3TOTO BPOX/IEHHOTO
3a0071eBaHMA JO/DKHO HAYMHATBCSA C IEPBbIX HeJie/lb )KM3HM U BK/IIOYATh IIOTTHOLIEHHYI0 TOPMOHA/IbHYIO M MH(QY3MOHHYIO Tepa-
0. B jaHHOM Ha6MIONEHNY OTMEYeHO KIMHIYECKOe YIydllIeHne COCTOSHNA pebEHKa.
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A case of hyperplasia of the adrenal cortex
in the newborn child
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Clinical observation of a hyperplasia of the adrenal cortex in the newborn is presented. Main feature of this observation is the
complicated course of this disease in the newborn against hypoxemic defeat of the central nervous system and neonatal jaundice.
Now treatment of this congenital disease has to begin with the first week of life and includes complete hormonal and infusion
therapy. In this observation child’s clinical improvement is noted.
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CIIYYAN TUITEPTIA3MM KOPBI HAATIOYEYHMKOB Y HOBOPOXKIEHHOTI'O PEBEHKA

BpO)KI[éHHaH TUIEPIIa3us KOPbl Ha/IMOYeYHMKOB
(BTKH) 6511a BriepBble onmcana B 1865 ., Korja nra-
nbsackmit anatoM L.D.Crecchioo mycas nmaryeHTa My>kCKOro
10T, KOTOPBIN yMep NpM ABIEHUAX «afVHAMUU U PBOTHI».
ITpy BCKpbITUY Y HETO ObIIM 0OHAPY>KEHbI BHY TPEHHIIE JKEeH-
ckne nonosble opranbl. BIKH (agpeHoreHuTanbHblil CHH-
[POM) — TPYIIIa Ay TOCOMHO-PEIIeCCUBHBIX HACTIECTBEHHBIX
3a0071eBaHMIil, 00YC/IOB/IEHHBIX TeHETUIECKUMH JieeKTaMu
(bepMeHTOB ¥ TPAaHCHIOPTHBIX O€/IKOB cTepouorenesa. Ilpu-
4nHOI Beex kmHmdecknx ¢popm BIKH saBnsaerca maromorys
Ie€HOB, KOAMPYIOINX (epMeHTbI CTepOnjOreHe3a I TPAHC-
HOPTHBIE 6E/IKM TOPMOHOB KOPbI HaJIIOYeYHMUKOB. [JTaBHBIM
3BEHOM ITaTOTeHe3a AB/AETCsA HapylleHue CUHTe3a KOPTU30-
7a, feduIuT KOTOPOro MO MPUHIUITY OOPATHOI CBA3K CTHU-
mymupyet cekpenyio AKTI, uTo mpuBOINUT K IUIepIIasun
KOpbI HaJTIOYEYHNKOB M YCUTIEHMIO cTepousiorenesa. Ilpu-
4€M BO3PACTaeT YPOBEHb HE TONBKO T€X CTEPONJIOB, KOTOPbIE
006pasyloTcs Ha 9Tanax, IpefUIeCTBYOINX 3a0/I0KIPOBaH-
HOMY, HO U TeX, IIyTh CHHTe3a KOTOPhIX MUHYET 3a0/I0KMPO-
BaHHbII1 otan [1,2]. IIpu muornx ¢popmax BI'KH ycunmsaert-
CA CeKpelMsA U aHAPOTeHOB Ha/INOYeYHMKOB, YTO IPUBOJUT
K BUpMIM3anuy GONbHBIX EHCKOro mona. Ilostomy paHee
BI'KH HaspiBanyu BpPOX/IEHHBIM aJp€HOT€HMUTA/bHBIM CUH-
IPOMOM.

Knuuudeckne mposBleHNs U MeTabonmyeckye Hapy-
mennst BTKH MHOrooOpasHel U 3aBUCST OT XapakTepa U
TSDKeCTH geduuyra GepMeHTa, OT TOTo, KaKiie MIMEHHO KOp-
TUKOCTEpOU/Ibl TPUCYTCTBYIOT B OpraHM3Me B HEOCTaTKe
Wi B u36bITKe. KnmHmdeckye mposiB/ieHNsT OIPeNesioTcs
TaKKe I10710M 6OJIbHOTO, BUIOM 6/I0Ka B CHHTe3e TOPMOHOB,
TSDKECTBIO TeHETNYeCKNUX JieeKTOB, HalM4yMeM IOMO- VN
TeTepO3UTOTHOTO COCTOSAHMA. [I/i1 IOCTAaHOBKM J[IMarHO3a,
MOMUMO KIMHMYECKOI CYMIITOMATUKY, HEOOXOIMMO OIIpe-
fenieHye KOPTUKOCTEPOUIOB B CBIBOPOTKE KPOBM UMM B
Mode,0lpefieNieHNe 9MeKTPOINTOB KPOBY (BK/TOYas yPOBEHDb
/10K03bl, pH kpoBn), Y3V HailIO4eYHNKOB 1 OPTaHOB MaJIo-
ro Tasa, MCCIefjoBaHMe KapUOTHIIA, KOHCYNbTAINA TeHeTKa
v THeKosora (i meBodeK).

ITonHoe o6cCefioBaHMe U KOHCEPBATMBHOE JIeYeHMe Jie-
teit ¢ BIKH fomkHO HauMHAThCA TPaKTUIECKU Cpasy mocrie
POXKIEHMA, BKII0YasA TOPMOHANbHYIO (ITIOKO- ¥ MITHEpaso-
KOPTUKOMJIBI) U MHQY3MOHHYIO Tepamuio [3,4,5].

IMaunnble KTMHUYECKOro Hadmomenna BIKH

Pe6énox popuncst 16.11.2016 r. OT >KeHIIMHBI 27 JIeT,
CTpajiaiollell BEreTOCOCYAUCTON AMUCTOHMEN 10 Kapjyasib-
HOMY TUIIY, MMOIIMEN, C OTATOUIEHHBIM aKyIIE€PCKO-TMHE-
KOJIOTMYeCK/M aHaMHe30M, OT 3-Ii He6IarompuATHO IIPO-
tekamomeir 6epementoctu (I — pe6éHok ymep B 3,5 Mec. OT
nHeBMoHNY, 11 - cbIH 3R0poB, III - HacTosAmas): B I MonOBK-
He — KOJbIUT, 6akTepuypus, B 13 Hep. mo Y3V obHapyxe-
Ha peTpoxopuanbHas reMatoma, Bo II momoBune(s 32 Hep,.)
recTalyMoOHHas Koarymonarus, B 36 Hei. — OPBV 6es temme-
parypsl. Popnsr 111, cpounble, yepes ecTeCTBEHHbIE POJIOBbIE
myt. Macca npu poxxpgennn —3350r, poct —50 cM, onjeHKa
1o mkaje Amrap — 8-8 6am10B. Pe6EHOK popuiics B yOB/IET-
BOPUTENBHOM COCTOSIHUY, K TPYAIU IPUIOXKEH Ha 1-e CyTKu,
nony4an GoToTepanmio Mo HOBOAY YMEPEHHON TPaH3UTOP-
HOJI1 KeJTYX!M, BBIIIMCAaH M3 POANOMA B YAOBJIETBOPUTEND-

2 N

HOM COCTOSIHMM Ha 5-€ CyTKM C [JuarHO30M «JIBycTOpOoHHMII
KPUIITOPXU3M, IUIIOCIA/Ns, CTBO/IOBast (OpMa, IUIIONIA3Hs
MomoHKM. AT'C?». Pe6€HOK BaKIIMHMPOBAH OT remarura B u
Ty6epKynésa. [Ipu BBINNCKe AaHBI PeKOMEHALNU KOHCYIIb-
TalyM JEeTCKOTO XMPYPra, TeHeTHK], a TaKXe IPUéM ypco-
(hasbKa U3-3a COXPAHSIOLIEIICS KEMTTYXN.

Ha 6-e cyrku >xusum (22.11.2016 T.) U3 reHeTUYeCKO
naboparopun I1I nonydena mudopMaLus O MOTOKUTENb-
HOM pe3y/IbTaTe aHaaM3a KPOBY peOEHKAa Ha TeHeTMYeCKMUIt
CKPMHUHI, KOTOPBIl BBIABM/I IIpEBbILIEHNE MOKa3aTe/lsd IOo
ATC 6oree, uem B 10 pas (392,98 Hmmosnb/1, pu HOpMe 32
HMMOJIB/TT). DTOT IOTOXUTENbHBI Pe3y/IbTaT Ha HAC/ef-
CTBeHHbIe 00je3HN o6MeHa (IOBBINIEH ypoBeHb 17-T'OII)
SIBUICA IMIPUYMHON 9KCTPEHHOI rocnuTanusanny pe6éuka B
OITH HUMATII pyst o6¢cefoBanms 1 yTOYHEHNsI fuarnosa.B
OT/Ie/IeHNN COCTOsHUE peGéHKa ObIIO paclieHeHO KaK Cpef-
Hell TAOKeCTU M3-3a HaMM4MA SKeATYXU M HEBPOJIOTMYECKOIA
CUMIITOMAaTHKM. Macca Tena pe6EHKa Ha 6-e CYTKM XKMU3HU
2973 r (moteps 377 1, T.e. 11,5%). Koxa u cnmmsucTble MK-
TepUYHble, TYProp COXPaHEH, COCTOSAHME NUTAHMA IOHU-
>xeHHOe. KopMu/Ics IpyiHBIM MOJIOKOM, COCa/l AaKTUBHO, HO
6pIcTpo ycraBas. IledeHb + 1,5 cM, ceneséHKa He MaIbINPO-
Banach. [lynoynas panka 1oy reMopparm4eckoil KOpo4Kkoii.
Hepponorumyeckmii craryc: peakuus Ha OCMOTP CHIDKEHa,
MBIIIEYHBII TOHYC AYICTOHIYEH 110 TUIIePTOHNYECKOMY TUILY,
CYXOXWIbHbIe pedieKChl paBHOMepHble, pedIeKChl CIu-
Ha/IbHOTO aBTOMATU3Ma BBI3bIBA/IICh, OPA/IbHbIE ABTOMATU3-
MBI CHIKEHBI, 0TMeYaslach MPaMOPHOCTb KOJKHBIX IOKPOBOB.
Co CTOpOHBI MOYEIIONIOBON CUCTEMBI: TUIIOIIA3M I MOLIOHKMY,
IIBYCTOPOHHUIT KpUOTOPXM3M, cTBonioas ¢popma.C 7-8 cy-
TOK >KU3HU Y pe6EHKa MOABUINCH CPBITMBAHMSA, yYallleHue U
PasXIDKeHMe CTY/Ia, IOTeps OT IePBOHAYAIbHOI MacChl Tesla
11,5%.

IIpoBenenHoe
Ppesy/nbTaThl:

OAK 1 OAM - 6e3 maTonornu.

O6muit bunupy6us — 225 mxmons/1, IIb — 17,8, AJIT -
10,2 ACT -21.

KpoBp Ha ropMoHanbHOe mccnenoBanue or 25.11.2016 r.:
17-rugpoxcunporectepon — 10,8 Hr/mm, JI'DA-cymbdar —
2,2 MKr/m11, TecTocTepoH —39,9, KopTuson - 364 HMONb/I,
AKTT — 209 or/mm; ot 19.12.2016 1.: 17-rufpokcumporecTe-
poH -7,2 Hr/m1, TectocTepoH -3,1, AKTT - 50,4 nr/mm.

IHK-mguarnocruka MH(l)eKLU/H?[: BIIL, IIMB, B9B, ypea-
IJIa3MaHe OOHaPy)KeHbl

HCI: runoxcudeckn-uieMudecKyie M3MeHeH)s IapeH-
XMMBI TOJIOBHOTO MO3Ta, IPM3HaKy ero Hespenoctu. Crnpasa
B IIPOEKIMM Te/la 6OKOBOTO JKeMyouKa JIOLMPYeTCs IICEBO-
KICTa Pa3MepoM 2 MM.

Y3/ 6prouHoil OMOCTH: HATOTIOINYL OPTAHOB OPIOLIHON
HOJIOCTY 1 TI0YeK He 0OHAPY>KeHO.

9x0-KI' — OTKpBITOE OBa/IbHOE OKHO, COKpaTUTeIbHas
CIIOCOOHOCTD JIEBOTO XKENMYA0YKa COXPaHEeHa.

OKI - cuHycoBas TaxMapuTMIiA, HellonHas 6710Kaja mpa-
BOJI HOXKU ITy4ka Ica, runeprpodus MmoKappa IpaBoro
JKETyJouKa.

Y3W eHCKMX IOTOBbIX OPraHOB — HA/IMYME MATKH, Pas-
Mepbl KOTOPOJ1 COOTBETCTBYET BO3PACTHON HOpMe, PEKOMEH-
JI0BaHO IIOBTOPHOE 00C/IeffoBaHMe Yepes 3-6 Mec. /IS BU3ya-
JIU3ALNUA AMYHUKOB.

O6CH€I[OBaHI/Ie BBIABIIIO  ClIEAyIOIINIE
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KoHcynbranys HeBposora: MIIeMus MO3Ta CpefiHell cTe-
TI€HY, OCTPbIN NepUOL, CUH/IPOM BETeTO-BUCIepalIbHBIX JIUC-
byHKIMiL.

KoHcynbranysa oKyIucTa: aHIMonaTns ceTyarku I cremne-
HIL 060MX I71a3.

Koncynbranmsa supoxkpunonora or 29.11.2016 r.:. mo-
Jy4eHHble JAHHble TOPMOHOB KPOBM BBIABJIAIOT BBICOKUE
mudpsr AKTT, rtecrocrepona, 17-OH-mporecrepona, 4to
CBUJIETENIbCTBYET B I10/Ib3Y BPOXKIAEHHOI IUIIE€PIIIA3MI KOPbI
HaJIIOYeYHUKOB, BUPMIbHON (OopMbI? PeKOMeHIOBaH MpUéM
kopreda 1,25 mr x 2 pasa B aeHs (7 n 22 vac).Koncynbrarys
sHgoKkpuHosora ot 09.12.2016 r.: manpHeliiee HabIOfEHIE
3a peOEHKOM, BBLABUBIIEE OTCYTCTBME IPMOABKM B Macce,
usMeHeH1e nokasareneit KOC (rumepkanemys, TUTIOHATpH-
eMIis1, TUIIOXJIOpPeMIs), CBUJETeNbCTBYIOT B noab3y BI'KH,
comnbrepsonieil GopMBI; LieecoobpasHo JobaBIeHne K KOp-
tedy (1,25 Mr x 3 pasa B aeHb) koprunedda (1/3 Tabn x 2
pasa B menb B 10 u 17 wac). KoHcynbpramus sHEOKpUHOIOTra
ot 12.12.2016 r.: mokaszarenu KOC no-npe>xHeMy BBIABIAIOT
TUINEPKATMEMUIO ¥ TUTIOHATPUEMIIO; PEKOMEHI0BAHO YBe/IN-
JeHue 103bl KopTuHedda B 10 yac 1o ¥ Tabml. 1o KOHTPO-
7IeM 971eKTPOIUTOB KpoBU. KOHCY/IbTAINA SHTOKPUHOIOTA OT
15.12.2016 r.: o pe3ynbraram anekrpomntos (K-7,3, Na 138),
nosa KoptuHedda yBenudeHa — o ¥ tabm. 2 pasa B fgesb (10
u 17 9ac) Moji KOHTPOJIEM 3TIEKTPOINTOB KPOBIL.

Koncynpranmsa renetmka or 24.11.2016 r.: guarsos -
BPOXXAEHHAS AMCPYHKINS KOPBI HA/JIIOYEYHNKOB, I/IsL YTOU-
HeHU: T071a B3AT I0/I0BOJ XpOMAaTHH;PEeKOMEH/[OBAH aHa/IN3
kposy Ha MyTauuio B rene CYP210H npu BJIKH.Koncynb-
taums reHeruka ot 02.12.2016 r.. xapmorun 46 XX (mon
sxeHckumit). KoHcynpranus reseruka ot 09.12.2016 r.: mpu
MIPOBEJEHUN MOJIEKY/IIPHO-T€HETMYECKOTO aHa/lINu3a B TeHe
CYP210H BpisiBN€Ha MyTaLMsl B FOMOSUTOTHOM COCTOSIHUM,
obHapy)eHa XMMepHasd KOHCTPYKIMA 1-TO THUIIA, JUArHO3
BI'KH noprBepxaéH.

KoHcynbranms HeTcKoro TMHEeKOo/Iora: JKao0bl Ha Helpa-
BIJIBHOE CTPOEHIE HAPYXKHBIX IIOJIOBBIX OPTaHOB, OHM cop-
MUPOBAHBI IO MY>KCKOMY THUITY, BBIPDa)KEH YPOT€HUTa/IbHbII
CMHYC B BUJIe MOLIOHKY, KJIUTOP YBEeIMYeH B BUJe IeHuca C
BBIpa)KEHHOI! TOJIOBKOI. PekoMeH/J0BaHO Ha3HaUYeHMe [TTI0KO-
KOPTUKOVIHOI TepaIiy MOof, HaO/MIOfieHIIeM SHIOKPYHOJIOTA.

Taxyum 06pasoMm, Ha OCHOBAHMM IIPOBEJEHHOTO K/IMHU-
KO-71a60paTOPHOro 00C/IefOBaHNA YCTAHOBJIEH XXEeHCKIUIT TTOTT
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pebénka. 3a BpeMsi HaXOXK[JEHUsI U JIe9eHVsI B CTaI[OHape
JIleBOYKa an6aBI/ma B Macce 1025 1, )KenTyxa 1 CpbIrMBaHusA
UCYe3/M, OTMEYAIOCh BOCCTAHOBJIEHE PedIeKCOB, MbIIIey-
HOTO TOHYCA U IBUTaTe/IbHOI aKTMBHOCTY HOBOPOXK/IEHHOTO.
ITpoBeneHHoe nedeHue:B/B 10% rmokos3a (20 mi/kr) u
¢us.p-p (2:1), 10% ammHOBeH (30 mi), peambepus (25 m),
JIMHEKC, ypcodanbk, 30% ambKap, GoToTepanys, BOPOTHUK
IlTanIra.
Boinmcan uepes 29 fHeil /1eyeHMA B Y[JOBIETBOPUTENb-
HOM COCTOSIHUM C KJIMHUYECKUM AVArHO30M:
OcHoBHOII - Bpoxnénnas nMC(i)yHKuMH KOpBI HaJjI1o4ey-
HIIKOB, CO/bTepsitomasi Gpopma.
ComnyTcTBYIOMWIMIL:
1. HeonaTanbHas >KenTyXa CpeiHel CTENEeHM TAXKECTI
2. Mmemusa Mosra cpefHell CTeNeHM, OCTpbIil Iepuof,
cungpoM yraeTeHuss ITHC, rumepTeH3VOHHbIN CUH-
IpoM
3. OyHKIMOHMpYIOLIME
(000).
PexomenpmoBaHO:
- KopTecb no 1,25 mMr X 3 pasa B [ieHb 10, KOHTPOJIEM
TOPMOHOB KpPOBI;
- Koprunedpod 0,1 mo 1/2 tabn. x 2 pasa B [ieHb;
- Ilanroram mo 1 M1 X 1 pas B JileHb YTPOM B TeueHMe
Mecs1a;
- OnpKap 1o 4 Karmm X 2 pasa B ieHb 3a 30 MVH [0 efbl
B TE€UEHUE MeCALA;
- DBak-ceT 6261 110 1 camre 1 pa3 yTpoM c efioii B TeueHue
2 HeJleNb;
- TloBropHas rocnuTanusauus 4depes 1 Mecsl.
Pe3y/bTaThl HOBTOPHOI TOCIUTAIN3ALUN PeOEHKa depe3
MeCHI] ITOCTIe BBIIVICKY ITOATBEPAV/IN KIVHNYECKNIT IMarHo3
U BBIABM/IN AABHYIO ITOJIOXKUTENbHYIO JVIHAMUKY B TeU€HIIe 3a-
6omeBanMs Ha pOHe IPOBOAMUMOI TOPMOHATIBHOI TePaIIN.
Oc06eHHOCTDIO JAHHOTO CIIy4asl SIB/ISIETCSl PaHHs [ya-
THOCTMKA C PAHHUM IIOCTYIUIEHEM peGEHKa B CTALVIOHAD [0
MIOAB/IEHNA Pa3BEPHYTON KIMHUYECKON KapTUHBI U yTsXKe-
JIeHMsI OOIIEro COCTOSHMS.

¢)eTa}IbHI)Ie KOMMYHUKanmn

Bnazooaprocmu. Punancuposanue. Kondnuxm unmepe-
cos.
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