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Kniouogi cnosa: nosonapodaicenuil,
oucghynkyin Kopu HAOHUPHUKIE.

Pe3ztome. Y cmammi npedcmagneni 0aui 02110y nimepamypu ma
KITHIYHUL 8UNAOOK HOBOHAPOOIHCEHO20 3 OUCHYHKYIEID KOPU HAOHUD-

Huxig. Jani pexomenoayii w000 nioxodie 00 panHvoi 0iacHOCMUKU
ma MmaKmuKu 6e0eH s X60PUXx.

OnHuM 13 MeTabOoJIIYHUX 3aXBOPIOBAHb, IKE MOXKE
OyTH MPUYMHOIO KPUTUYHOI CHTYaIlil B HEOHATAIb-
HOMY TIepiofli, € BpOIKEeHa TUCHYHKIIIST KOpU Hal-
HupHUKiB (BAKH) (agpeHo-reHiTaIbHII CHHAPOM,
BPOJIKEHA TiMepIiasis KOpH HaJHUPKOBHUX 3aJ103).
st mpobnema € moTeHUiiiHO HEOE3MEUHOIO A
HOBOHAPOJKEHUX Yepe3 BiICYTHICTh TOTAIHHOTO
ckpuninry Ha B/IKH i HacTopokeHOCTi 1010 IIbOTO
3aXBOPIOBAHHS Y JIiKapiB.

BpomxeHa rinepruiazist KOpu HAHUPKOBUX 3aJ103
00’€IHy€E TPyIy MOHOTEHHHMX 3aXBOPIOBaHb 3 ayTO-
COMHO-PEIIECUBHUM TUTIOM YCIaIKyBaHHsI, B OCHOBI
SIKHX JIe)KaTh 1e(eKTH (PepMEHTIB 00 TPAHCTIOPTHUX
OLIKiB, sIKi O€pyTh Yy4acTh B IIpoliecax HaIHUPHUKO-
BOTO cTepoigoreresy [1-3].

Crepoinorenes — xackaj 010XiMiYHMX peakiiif
B HaJHUPKOBHUX 3aJ103aX, SAKUW Oepe movyaTox 3
XOJIECTEPHHY 1 3aBEpUIYETHCSl yTBOPEHHSM MiHepa-
JIOKOPTUKOI/IB (QJIbIOCTEPOH ), TIIFOKOKOPTHKOIIIB
(TiZpoKopTH30H, KOPTUKOCTEPOH, 11-merigpo- i
11-1€30KCHKOPTHUKOCTEPOH) Ta CTATEBUX TOPMOHIB
(aHIPOCTEH 1101, €CTPOTEH, IPOreCTEPOH).

Haituacrima ¢popma BI'KH — nedinur pepmenty
21-rizpokcunasm, sika craHoBUTh 90-95 % ycix Bapi-
aHTIB aJIPCHOTCHITAJIBHOTO CHHpOMY [2]. 3a naHu-
MU HEOHATaJbHOT'O CKPUHIHTY, KU IPOBOASTHCS
B pi3HUX KpaiHaX, MOMYJIsIiifHa YacToTa 3aXBOPIO-
BaHOCTI Ha Kiacu4Hi GopM miel marosorii Bapitoe
Big 1:10000 mo 1:18 000 mireit. OcobGnuBO BUCOKA
4acToTa bOTO 3aXBOPIOBaHHS BUSBIICHA Y JBOX TIO-
MyJISLisSX: B ecKiMociB 3axigHoi Anscku (1:280) ta
cepen xxuteniB octpoa Jla PynsoHn B [Hailickkomy
okeani (1:2100) [3].

HaHupkoBi 3ai1031 MOYMHAIOTH aKTUBHO (PYHKIIi-
OHYBATH 1€ BHYTPIIHEOYTPOOHO, TUTHHA HAPOIXKY-
€THCS BXKE 13 KITIHIYHUMU MIPOSIBAMU 3aXBOPIOBAHHS,
a came: 1epiUTOM OIHUX TOPMOHIB i HAJTUIIIKOM
HIIINX, 3aJISKHO BiJI piBHS OJOKYBaHHS CTEpoinore-

He3y. HenocrarHs akTHBHICTD KOXKHOTO 3 (hepMeHTiB
BeJIe /10 YHIKaJIbHOTO KOMIUIEKCY TOPMOHAIBHUX
MOpyILIEHb B OPTraHi3Mi, 3yMOBIIIOIOYH 3HAYHY Pi3-
HOMAaHITHICTh KIIIHIYHUX MPOSIBIB 3aXBOPIOBaHHS.
Ha croroani onrcano 5 ocHOBHUX (epMEHTHUX
nedexTis, ki cnpuurHioTs BJIKH:

— 21-riapokcunasu

— 11B — rigpokcunasu

— 170 — rigpokcunazu

— 3B — rigpoKCcUCTepOiAIeTiqporeHa3n

— StAR —nporeiny (20,22-necmonazn)

IMpu npomy, 6inbie 90 % ycix Bunaakis BJIKH
3yMoOBJIeHi aedinurom 2 1-rizpokcunazu. BraxaeTs-
cs1, mo 1-2 % HaceneHHs 3eMIli € TeTePO3UTOTHUMH
HOCIsSIMU JIe)EKTHUX TeHiB 2 1-riIpokcuiasy.

3ajexHo Bij posiBiB 3axBoproBanHs BJIKH pos-
PI3HSIOTH 3 KIIiHIUHI opMU:

1. Ipocra BipuisHa popma

— BpOKCHA (KJIACUYHA) — aKTUBHICTb — 2 1-Tij-

pokcuiasu MeHie 5 %;

— mi3Hs (myOepTaTHa, HEeKJIaCu4Ha) — aKTUBHICTD

21-riapokcunasu mentre 20-30 %.
2. CiasyTpaTHa popMa — aKTHBHICTH 2 1-rigpo-
kcuinasu mMentre 1 %.
3. Tineprensiiina ¢popma (gedexr 11 — rigpo-

KCHJIa3H 4u 170 — riipOKCHiIasm):

— BpOIKEHa (KIacu4Ha);

— Mi3HA (HEKJIaCU4YHa).

O Beix popm BJIKH xapakrepHo:

— 3HauHe 3HIDKEHHS CHHTE3Y TIIIOKOKOPTUKOI/IIB

(xopTH30ITYy, KOPTUKOCTEPOHY);

— KoMmrmeHcaropHe miapuiieHHs cekpertii AKTT;

— rinepuiasisi KOPKOBOTO APy HAJAHUPHUKIB;

— TINeprpoAyKIisi aHAPOTEHIB, SKi 3yMOBIIOIOTH

BipHITi3allito 30BHIMIHIX CTaTEeBUX OPTaHiB
y 0ci0 3 kapioturnom 46 XX.

Y 75 % niteit 3 nediturom 2 1-riipoKcuiia3u cro-

CTEpITraloThCs Pi3Hi MPOSBU MiHEPAIOKOPTHKOITHOT
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HepocTaTHOCTI. JledinuT anpIoCTepOHY 3yMOBITIOE
3MEHIIEHHS peadcopOIlii HATpito Ta MiBUINCHHS
peabcopOuii kaniro HUpKaMu, o MaHiecTye mpo-
IPECYIOYHMMHU MOPYIIEHHSIMH 0OMiHY pEYOBHH — T'iMO-
HaTPIEMIEIO, TIMEPKATIEMIET0, AITUA030M 1 EKCHKO30M.
BipunbHa Ta cinbyTparHa pOpMH BHHUKAIOTH 3
O/IHAKOBOIO YACTOTOIO Y XJIOMYHUKIB Ta JIBYATOK, IPO-
Te HMOBIPHICTH PaHHBOI A1ATHOCTUKH y JIBYATOK €
3HAUYHO BUIIOIO, OCKIJIBKH BIUIMB aHAPOTECHIB Y HUX
crpusie GopMyBaHHIO HECTIPaBKHBOTO repMadpoIu-
TU3MY. 3a HaIBHOCTI KJIIHIKW CHHIIPOMY BTPAaTH COJli
Ta 3MiH 31 CTOPOHH TeHiTaJill y JiBYaTOK IiarHo3
HE BUKJIMKA€E TpyAHOLIiB. [IpoTe, HasBHICTH BUCOKOTO
crynens Bipwrizanii (IV uu V) y Takux niteit Mmoxe
OyTH cepilo3HOI0 TPOOJIEeMOIO JUIS IIarHOCTUKH,
00 BOHHU YacTO BBaXKAIOTHCS XJIOMUUKAMH. Y TaKUX
«XJIOTMYUKIB» CyMyTHIM A1arHO30M € «JBOOIUHMIA
KPHUIITOPXi3M», [0 HACTIPABA1 € aHOPXIi€I0, OCKUTBKU
i AiTH MaroTh Kapiotun 46XX. BHyTpimHi cratesi
OpraHd y TaKuX AiBUaTOK cpopMoOBaHi aJeKBaTHO.
VY XJIOMMYKKIB HAJUTUIIOK aHPOTeHIB HE TPH3BOAUTD
710 SIBHUX aHOMaJlil 3 OOKy 30BHILIHIX CTaTeBUX
OpTaHiB JIMIIE JO0 BiTHOCHOI MaKpOTeHITOCOMIi.
CrinbHUM JUIs AiTel 000X CTaTel € KOMIIEHCATOPHA
rinepnpoaykuis AKTI rinodizomM 3 KIiHIYHEMH
O3HaKaMH MPOTPECYIOUOi rinepmirMeHTanii mKipu
a00 okpeMux ii AUITHOK (COCKIB, KanuTku) [1-4].
Cinbytparna popma BJIKH mposiBnsieTsest Bipo-
JOBX NEPIINX JHIB 1 THXKHIB MiCIs HAPOMKECHHS
JIUTHHY, SIK HACTIIOK AeilUTy ajJbI0CTepPOHY, BU-
paKEHUM CHHIPOMOM BTPATH COJi: CIIOYaTKy MPO-
IPECYIOTh 03HAKH rinepkainiemii (Opanukapais i mo-
PYLICHHS CEepLEBOrO PUTMY aX 10 3yIIUHKHU Ceplis),
110 MOYKHA BUSIBUTH y 010XiMiYHOMY aHaii3i KpoBi
Ta 3a nauuMu EKT. [TocTynoBo HapocTatoTh 03HaKU
rinmoHarpiemii Ta rinepHarpiitypii: 3puryBanssi, Oo-
BaHHS, PiJKi BUTIOPOXXHEHHSI, O0J1i B 5KMBOTI [1-2].
O3Haky 3HEBOJHEHHS MPOTPECYIOTh, AUTHHA
LIBUJIKO BTpavyae B Maci, HApOCTAa€ KIiHIKa TOCTPOi
HaJHUPHHUKOBOI HEIOCTATHOCTI — 3HWKEHHS apTepi-
QJIIBHOTO THCKY, MJISIBE CMOKTaHHS, aluHaMis, Tiro-
pedaekcis, TOpyIeHHs! MIKPOIMPKYJSLIT («MapMy-
POBICTBY, LliaHO3 LIKIpH), CEPLIEBO-CYTNHHUM KOJIATC
1 KapaioreHHUH MOK. J{epinuT NIIOKOKOPTUKOIIB —
MOTYKHUX KOHTPIHCY/IAPHUX TOPMOHIB MPOSIBIAETHCS
riIonIikeMicro. Y TakUX BHMAAKaX BiJ CBOCYACHOCTI
JIarHOCTHKY W aJIeKBaTHOCTI JIIKYBaHHS 3aJICKUTh
JKUTTS JUTHHY. Bapto mam’sitary, 1o miaraos BJIKH —
KJTIHIYHUH 1 JIIKyBaHHSI CJTiJl PO3MOYMHATH 0 OTPUMAaH-
H$l pe3yAbTaTiB J1a00paTOpHOTO MiTBEepAKeHHs [2, 3].

IAna nPUKNAAY HABOAMMO KJIIHIYHUIA BUNAAOK

3 NMPAKTUKWN.

Xsopwii C. (Ne ictopii xBopoOu 12946) moctynus
y TepHOMiNBCEKY 00NAaCHY ANUTSYY KITIHIYHY JIIKAPHIO

Ha ApYry 100y XKUTTS y BiAIieHHs iHTEHCUBHOI Te-
partii HOBOHapOIKEHHX 3 J1arHO30M: BaXkka opma
ypaxenHns: LIHC, rinokcuyHO-TeMopariyHoro rexHe-
3y, HAOPSIK TOJIOBHOTO MO3KY, CYAOMHHI CHHIPOM,
CHUHJIPOM TIpUTHIYEeHHS, TOCTpuii niepiog. CHHApPOM
nuxanbHuX posnanis, JH I ct. Mana maca momo
TeCTaIliifHOTO BiKY.

3 aHaMHe3y BiJIOMO, 1110 UTHUHA Bif | BaritHOCTI
y 18-piunoi maTepi, sika mpoTikaia Ha (OHI XpOHiU-
Horo mienonedpury, qudy3Horo 300y I ct., mpodys-
HUX HOCOBHX KPOBOTEY, MPEEKIIAMIICII cepeTHbOro
ctynens. HeomHopasoBo JikyBajach CTal[iOHapHO
y BinaineHHi nartoinorii BaritHux. [loxoru nepmi,
y TepmiHi 39-40 THXKHIB recTamii mIIsXoM Kecap-
CBKOTO po3THHY. Maca npu HapomxkeHHi 2200 T, 1o-
BxkMHa 48 cM, OIliHKa 3a mKaiow Anrap 7/7 Ganis.
Ha npyry noOy >KMTTS y AUTUHU 3’IBHJIMCH TOHi-
KO-KJIOHIUHI CYyJJOMH, IPUCTYIIH allHOE, B 3B’SI3KY
3 MM BUi3HOIO TPAHCIOPTHOIO Opuranoro ii Oyno
TOCHITaNi30BaHO Y BiJAiNeHHs iIHTEHCUBHOI Tepamii
obnacHoi nuTs401 KiIiHivHOI mikapHi. Ha MoMeHT
rocmitamizanii cTaH IUTUHU PO3LIHEHO SK TSXK-
KU 332 paXyHOK HEBPOJOTiYHOT CHMITOMATHKH,
IUXaJbHUX Ta MeTaboniyHuX nopymens. Ha ¢oni
rinoToHii, rinopeduiekcii coctepirajauck reHepalti-
30BaHi TOHIKO-KJIOHIYHI CYJJOMH, IPUCTYIIH AITHOE,
o noTpedysano nposeaeuns [IBJI, ska TpuBana
6 nHiB. HisUIbHICTE ceplis pUTMIYHA, TOHH Ociade-
Hi, B l1I-IV Mixkpe6ip’i 31iBa — rpyOHii CHCTONIYHUHA
mym, UCC B mexax 154-175/3a xBununy. Peduiekcn
HOBOHAPOJKEHOT'0 Pi3KO MPUTHIYEHI, TONYBaHHS
Yyepes 30H/.

Ha 12 neHb )XUTTS TUTHHY TEpPEeBEACHO Y BiAli-
JICHHS TIATOJIOT1] HOBOHAPOIKEHUX. Y TPUMYBaJIACh
HEBPOJIOTIYHA CUMIITOMATHKA y BUIVISAL CHHAPOMY
MpUTHIYEHHS — 3HIDKEHA PyX0oBa aKTHUBHICTD, TiMo-
pedutekcis (BiacyTHil pediekc CMOKTaHHS), M’ 30Ba
TiMOTOHIS; Ha OIS pearysajia MiHiMaIbHOIO TpUMa-
COI0, TUXUM OomicHUM TutaueM. [IpuBeprana yBary
BiJICYTHICTb TpHOaBKK MacH Tina (Ha 12 100y KUTTI
HEe BiJHOBJICHA Bara Mpu HapOAKEHHI), MiJUIKip-
HO-)KMPOBa KJIITKOBMHA Pi3KO BUTOHYEHA, IIKIpHI
NOKPHUBH — IKTEPUYHI, i3 CIpO-36MJIMCTUM BiATiH-
KOM, BUPQ)KCHUM TIEPHOPANBHHUM 1 aKpOLiaHO30M,
Hespomnorom 3amiio3peHo eHnedatiT (crnacTHIHuA
TeTpamnapes, Oylb0apHHU CHHAPOM), OAHAK TPHU
71a00paTOPHO-IHCTPYMEHTAIHLHOMY AOCIHIIIKEHH]
(miarHocTruHa roMOanbHa myHkis, KT romosHoro
MO3KY) — HE I ITBEP/DKEHO. Y TUHAMII rmovacTimia-
7 3pUTYBaHHs, OMIOBaHHS «(OHTAHOMY, BiICYTHS
MO3UTHBHA JUHAMiKa B Maci MpH MOCTYIOBOMY
30ibIIeHH] 00’ €My XapuyBaHHs. 31 CTOPOHH TeHiTa-
JIii BCTAHOBJICHO HASIBHICTH 000X SI€YOK Y KAJIUTIII,
TiNepIirMeHTallis MIKIpU KaJTUTKH, BiTHOCHE MOJI0-
BXKCHHS CTaTeBOTO WwieHa (puc. 1).
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Puc. 2. 3miHn cTaTeBMX OpraHiB (rinepnirmeHTauis
KalINTKN, MaKpOreHiTocoMis)

Y OUTHHU CIIOCTEpIranucs 03HAKU MMOPYIIESHHS
TEPMOPETYIIALIT — JIETKa TIIOTepMisl, HE 3BaXKAIOUH
Ha gonarkose 3irpiBanus, YCC 150/xB. Y Oioxi-
MIYHOMY aHaji3i KpoBi Bepie Ha 12 100y KUTTS
3adikcoBaHo rinepkaniemiro (7,29 MMoin/). 3a na-
HuMH Y 3]l opraHiB 4epeBHOI MOPOKHUHUA PO3MIpH
HaIHUPKOBHX 341103 Ha 18 100y KUTTS CTAaHOBHIIH:
npaBuii 17,4x5,2 mwm, miuid 13,2x9 MM (30UTBIICHI
LI0/I0 BiKOBOT HOPMH).

3Bakaro4u Ha 0COONMBOCTI KITIHIYHOTO Mepediry
Ta OTPUMaHi pe3yJbTaTh — rinepKaieMisi, TinoHaTpi-
emis (112 mmonb/n), migBuiieHHs piBH 17-anbdha
rizpokcurnporectepony ao 17, 68 ur/mia (mpu HOpMmi
8 HI/MJT) y TUTHHH 3alliI03PCHUI aIpeHOICHITAIIb-

JNITEPATYPA

HUHW cUHIApPOM, ciibyTpaTHY Gopmy. PosmouaTo
3aMiCHY TOPMOHOTEPAITiIO: TIIFOKOKOPTHKOI TN — T1a-
peHTepaIbHO, MiHEPaJIOKOPTUKOINN — EHTEPaIbHO
nopsiZl 3 KOpEKIieto enekTponitiB. Ha Tpetiit neHb
MPU3HAYEHOI Teparii CTaH AUTHHHU 3HAYHO TIOKpa-
HIMBCS: BiTHOBUIIOCH CAMOCTIHHE CMOKTaHHS, HE TI0-
BTOPIOBAJIMCH OJIFOBaHHS, 3pUTYBaHHS, 3’ IBHUJIACH
MO3UTUBHA JUHAMiKa MAacH.

s yTOUHEHHSI 1iarHO3y Ta aJIeKBaTHOT KOpEK-
1ii JiKyBaHHS, IUTHHY CKEPOBAHO B YKpaiHCBKY
IUTsA4y crenianizoBany gikapto OXMATIUT, ne
MATBEPIHKEHO AiarHo3: BpompkeHa rineprumasis kopu
HaJHUPHUKIB, cimbyTparHa popma. Byno Binkopu-
rOBaHO TOPMOHO3aMICHY Teparriio, PeKOMEHI0BaHO
PO3IISIHYTH MUTAHHS LOAO COLiajIbHOT JOIIOMOTH.

TakuM YMHOM, aHaJTI3 JAHOTO KITIHIYHOTO BUIAJIKY
CBITYHUTH PO CKJIATHICTh CBOEYACHOI JiarHOCTUKU
BPOIKEHOI Tinepriasii Kopu HaJHUPKOBHUX 3aJ103
y HEOHATAJIbHOMY IEPi0i, OCKUIBKHA KIIACHYHI KJTi-
HiKO0-JIa0OpaTOpHi 03HAKU (3pUrYBaHHSA, OJIIOBAHHS,
BiJICYTHICTh MpHOaBKH B Maci, €JIEKTPOIITHI MOPY-
LIEHHS1) BUSBJICHO HA TPETHOMY THIKHI XKUTTS IUTHHU.
BoaHouac, cnioctepiranucs aeski 0COOIUBOCTI, SIKi
YCKJIaAHIOBAJIHM I1arHOCTUYHUH MOIIYK, 30KpeMa,
y IUTHHU KOIHOTO pa3y He 3a¢ikcoBaHO OpaauKapaii,
He 3Ba)Kal04M Ha J1abopaTropHi MOKa3HUKH TilepKa-
nieMieMmii; piBeHb 17-TiQpOKCUIIPOrecTepoHy Ha TiIi
SICKpaBOi KITIHIYHOI CHMITOMATHKH IIle JI0 [TPH3HA-
YeHHSI TOpMOHOTepartii craHoBuB 17,68 (ipu HOpMi
0-8,0 ur/mit), TOOTO OYB TiABUINCHUI JIMIIE BABIYI,
1110 HE 30BCIM BIIMOBIA€ TiTEpaTypHUM JaHuM [2, 5].
Takox He OyII0 BUSBIICHO ITiJIBUIIIEHOTO PiBHS JIUTi-
JIPOETiaHAPOCTEPOHY-CYIIb(aT, SKuli OU CBITYMB PO
Ha/UIMIIOK aHJPOT€HIB HAHUPHUKOBOIO I'€HE3Y, 1110
tunoBo 1y BAKH [2]. Hamu Oyno momideHo npsiMmy
3aJICKHICTD B1JIHOBJIEHHS! CMOKTQJIBHOTO 1 KOBTaJIb-
HOTO pedIeKcy Mmicis Npu3HaYeHHs aeKBATHOT 103U
MiHepayo- Ta IITFOKOKOPTUKOIAIB, IO PO3MIHEHO K
pe3ynbTaT BUpakeHOi TOTAIBHOT M’ SI30BOT TIiITOTOHIT
Ha (OHI rinoKasieMii Ta 3HEBOHCHHSI.
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Pe3iome. B crarbe npe/craBiieHs! JaHHbIE 0030pa JINTEPATypbl
1 KIIMHWYECKHH CITydail HOBOPOXKIEHHOTO C TUCHYHKIHEH KOPBI
HaJIITIOYEYHNKOB. [{aHbl peKOMEHIALK OTHOCHUTENIBHO ITOJIX0I0B
K paHHeH MarHOCTUKH M TAaKTUKH BEACHHUS OOJIbHBIX.

KnroueBble cjioBa: HOBOPOXKIEHHBIN, AUCHYHKIMS KOPBI
HaJIIIOYEIHUKOB.

CONGENITAL CORTEX ADRENAL
GLANDS DISFUNCTION IN THE PRACTICE
OF NEONATOLOGISTS
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Summary. The article presents a literature review and
clinical case of a newborn with a dysfunction of the adrenal
cortex. Given the recommendations on approaches to early
diagnosis and tactics management of patients.

Key words: newborn, dysfunction of the adrenal cortex.
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