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PIJKICHA ®OPMA T'IINEPILIA3II KOPU HAJTHUPKOBHUX 3AJ103

Ykpainucoxuil nayxogo-npaxmuynutl yenmp enOOKpUHHOL Xipypeil,
mpancnianmayii en0oKpunnux opeanis i mxanun MO3 Yxpainu, Kuis

Y BepecHi 2009 poKy A0 KiiHiK1 YKpaiHCbKOro Hay-
KOBO-MPAaKTUYHOrO LEeHTPY EeHOOKPWUHHOI Xipyprii,
TpaHCNNaHTauil eHGOKPUHHUX OpraHiB i TKaHuH MO3
Ykpainu (YHMUEX,TEOIT) 3BepHynaca xBopa K., 25
pOKiB, 3i CKapramun Ha BUpPaKeHy 3arasibHy ClabkicTb,
NiaBULLEHHA apTepianbHOro Tucky go 220-240/120-
130 Mm pT. CT., NepioANYHI HOCOBI KPOBOTEUi, rONOB-
HWU Ginb i BIACYTHICTb MEHCTPYaLil.

3 aHamHe3y BiOMO, WO 3aranbHy cnabkictb na-
Li€EHTKa BiA3Ha4yaE BNPOAOBX Malke BCbOro CBOro
XKUTTA, NPO MiABULEHHA TUCKY Ai3Hanaca Aekinbka
MicAUIB TOMY NiCIA BUKANKY KapeTu WBUAKOI AomMo-
MOT1 3 NpUBOARY CWIbHOI HOCOBOI KpoBoTeui. MeH-
CTpyauii y AiBUMHM Hikonn He 6yno. [ekinbka pokis
TOMY BOHa 3BepTanaca [0 NikapiB 3a MicLuem npoxu-
BaHHA (Yepkacbka 061.) Ana obCTekeHHA 3 NpuBoay
ameHopei. lMicna goobcTexkeHHA (pe3ynbTaT BiACYTHI)
6yno npu3HayeHo NiKyBaHHA, Ha T/i AKOro noyanuca
MEHCTPYanibHOMOAiIOHI BUAineHHA. Yepe3 pekinbka
MiCALIB NaLiEHTKA CAaMOCTIHO MPUNMHWAA NiKYyBaHHA
Ta He 3BepTanaca Ao nikapis axk o 2009 poky.

Y cepnHi 2009 poKy nauieHTKy 6yn0 06CTeXeHo B
OOHIN 3 meanyHux yctaHoB KueBa: BM3Hauyanum 3a-
rasibHi MeTaHePUHU Cedi, BiNnbHUN KOPTX30n 4060BOI
cevi, afpeHOKOPTMKOTPOMHMIA FOPMOH, anbAOCTEPOH
(Tabn. 1), npoBenu KoMN'toTepHY TOMOrpadito opraHis
YepeBHOIT NOPOXKHMHN Ta 3a04YEePEBNHHOIO NPOCTOPY.

3a paHMMK Komn'toTepHoi Tomorpadii y nisii Hag-
HUPKOBI 3an03i BU3HayeHo 0b6'eMHe YTBOpPeHHA 35X
X 17%30 MM Ta y NpaBiii — YTBOPEHHA 8X5 MM LWiNbHi-
cTio +25+36 OH (puc. 1).

I3 nonepegHim fiarHo3om «Ty6epKybo3 HagHUP-
KOBUX 3a503» XBOpy Oyno HanpaBieHO Ha KOHCYMb-
Tauito o ¢pTusiatpa.

Ha momeHT rocnitanisauii o kninikn YHIILEX,
TEOIT xBopa npunmana eHananpwn y gosi 20 mMr Ha
fo0Oy Ta JoKCa303UH 4 Mr Ha poby, riipoKopTU3OH
20 Mr Ha Jo0y.

B iHLIOMY aHaMHe3 KMTTA He OOTAXKEHUN. 3 POANH-
HOro aHamHe3y BiJoMO, Lo 6aTbKM NaLieHTKUN € ABOIO-
piaHMMM 6paTom i cecTpoto.

Mig yac KNiHiYHOro O06CTEXXEeHHs 3BepTasNio Ha cebe
yBary nOTEMHIHHA WKiPHWX MOKPUBIB, Maike BiACYTHE
BTOPWHHE OBOJMOCIHHA, HEAOPO3BMHEHHA MOJIOYHUX
3a103, 3HWKeHa Maca Tina (IMT 17,5 Kr/m2), nocTinHo
niasuweHnn aptepianbHun Tuck (AT 180-220/110-
120 MM pT. CT.). 3a AAHUMU FIHEKOJNIOTiIYHOIrO OOCTEXKEH-
HA 30BHILLHI CTaTeBi OpraHy rinomnaacTMyHi, MmaTka 3a
po3mipamu Bignosigae 10-11-piuHOMY BiKY, AEYHVKN
He nanbnyTbCA.

Y npoBefeHux nabopaTtopHMX TecTax aHOMasb-
HUM GYB NuLLE pPiBEHb Kanito B KPOBI, O KONMBABCA Y
mMexax 3,3-3,7 MMOSb/f, TOPMOHasbHI AOCNIAKEHHA
He gy6ntoBanu.

Tabnuusa 1
Pe3ynbTaTy ropMmoHanbHOro o6cTeXKeHHsA NalieHTKN
MokasHnk Pesynbrar HopmanbHi 3HaueHHsA
BinbHWIA KopTr30n f060BOI ceui, MKr/goby 13,8 53-403
ALPEHOKOPTUKOTPOMHWIA TOPMOH, Nr/mn 173,9 8,3-57,8
AnbpocTepoH, Nr/mn 469,5 70-300
3aranbHi MeTaHedpUHN Y OOOBIl ceui, MKr/[o0y 94,1 25-312
MporecTepoH, Hr/mn 10,43 0,1-0,3
OCI, MMO/mn 64,6 3,85-8,78
JIT, MMO/mn 21,27 2,39-6,6
Ectpagion, nr/mn 13 21-251
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KNIHIYHI CNOCTEPEXEHHA

Puc. 1. Komn’lomepHa momozpama opzaHis 4epegHoi NOPOXHUHU MAd 3d04epes8UHHO20 NPOCMOpPY NAYIEHMKU
(06’emHe ymeopeHHs y nigili HAOHUPKOBIU 3a/103i 8KA3AHO CMPINIKOIO).

Ha nigctaBi HaABHOCTI O3HaK HAgHMPKOBOI HeJo-
CTaTHOCTI Ha TNi apTepianbHOI rinepTeH3ii Ta nepBUHHOI
aMeHopeTl nauieHTLi 6yno BCTAaHOBNEHO AiarHO3 BPOA-
XKeHoI rinepnnasii Kopy HagHUPKOBUX 3ano3, aediunT
17-anbda-rigpokcmnasm.

3 ornAgy Ha BiACYTHICTb MOMITHOI peaKuUii Ha po3-
noyaTe nikyBaHHA (riAPOKOPTU30H, CMiPOHONAKTOH,
aMIoauMiH) i cTabinbHO BUCOKI LMdpY apTepiaibHOro
TUCKY OYno MPUIHATO PilLeHHA NMPO JTAaNnapoCKomiyHe
BMAaNIeHHA NiBOi HAaAHMPKOBOI 3an03n 3 06’'€EMHUM
YTBOPEHHAM NoHag 3 cmy giameTpi. OnepaTnBHe BTPY-
YaHHA NPOWWIO YyCNiWwHO. 3a AaHMMK MNaTOriCcToNo-

riYHOro JOCNIgKEeHHA NiATBEPOXKeHO BY3NOBY rinep-
nnasito KopyM HagHUPKOBKX 3ano3 (puc. 2). NMpnsHave-
HO NiKyBaHHs: FigpoKopTn3oH 20 Mr Ha Ao6y, ClipoHo-
naktoH 100 Mr Ha fo6y, ecTporeH-NporecTUHN 3a cxe-
MO}0.

BpopxeHa rinepnnasia Kopu HagHMPKOBUX 3a503
(BI'KH) — e aBTOCOMHO-peLCBHE MOPYLIEHHA CUH-
Te3y pepMeHTIB, HEOOXiAHNX ANA NPOAYKLIi cTepoifis,
nepLu 3a BCe KOPTU30NY. 3HMKEHHA CeKpeLii KopTu3o-
ny ctumynioe cekpeuito AKTI, wo, y csoto uvepry,
CTUMYIIIOE NPOAYKUit0 iHCyniHOMOAIGHOro YMHHUKA
pocty 2 (IYP-2) i rinepTpodito HagHUPKOBUX 3an03.

KniHiyHa eHgOKpUHONOriA Ta eH,El,OKpVIHHa_
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Puc. 2. [lamozicmonoeziyHuli makponpenapam sudasaeHor
71igoT HAOHUPKOBOT 3a/103U i3 6i/lbUWIO0 AOEHOMOIO HA PO3pi3i.

MNigsuweHnn piseHb AKTT cTumynioe cuHTes ycix
cTepoinis: «ao» i «nicna» GpepmeHTaTUBHOro 6GNOKY
(puc. 3, 4). JlikyBaHHA 3a [OMOMOrOK €eK30reHHUX
rMIOKOKOPTUKOIZIB NPMBOANTD A0 3MEHLUEHHA pPiBHA
AKTT Ta cynpecii HagmipHOI NpoayKUii cTepoigis.

[lo 90% Bunagkis BIKH cynpoBomxytoTbca aedi-
umMTom 21-riApOoKCKIasK, YyacTtoTa AKOro 3anexHo Bif
nonynAyii konmeaetbcA Big 1 Ha 300 go 1 Ha 15 000
oci6. dediunt 11B-rinpokcnnasmn BUHMKAE He vacTille,
HiX B ofHOMY BMnaaky Ha 100 000 HaceneHHs. JediunTt

KIMIHIYHI CMTOCTEPEXEHHA

170-rigpoKkcnnasn TpannaeTbca we pigwe. Tak, y ni-
TepaTypi onucaHo He 6inbwe 3a 130 reHeTUYHO
nigTBEpOKEHNX BUNAAKIB TAXKKOI popmu BIKH.

HepocTaTtHicTb 17a-rigpokcunasu — ue pigkicHe
reHeTMYHo obymoBIieHe nopylueHHA BiocnHTe3y cTe-
poigis, Wwo npoasnaeTbca BIKH, sHMXeHo cekpelieto
rMIIOKOKOPTUKOIAIB | CTaTeBUX CTepOiaiB i 36inbleHoto
ceKkpeLji€o MiHepanokopTUKoigis. Taki 3MiHN BUKNKa-
l0Tb iHpaHTUNI3M B 0OCi6 i3 KapioTvnom 46XX i nopy-
LIEHHA CTaTEBOro Po3BUTKY B 0Cib i3 46XY. HaamipHa
NpoAayKuia MiHepasnoKOPTMKOIAIB NPU3BOANTL [0
apTepianbHOI rinepTeHsii Ta rinokaniemii pisHoro cry-
neHAa. XBopoba 3a3BMYail AiarHOCTyeTbcA Nig yac
06CTEXEHHs Y 3B'A3KY i3 3aTprMMKolo nybepTarty, Big-
CYTHICTIO BTOPUHHMUX CTATEBUX O3HaK i MEPBMHHOIO
aMeHOpeEl0.

Untoxpom P450c17 — depMeHTHUI KOMMEKC,
NPUCYTHIN y KniTuHax Jlengira, ponikynax A€UYHUKIB i
NYyYKOBIN Ta CiITYACTIN 30HaX HafHNPKOBMX 3ano3. BiH
Katanisye 17-rigpokcunasHy Tta 17,20-nia3Hy akTuB-
HicTb. P450c17 € npogyktom reHa CYP17A1, noro
Pi3HOMaHITHI MyTaUil BUKNMKaOTb YacTKOBY (pi3HOro
cTyneHsn) abo UiNKoBUTY HeAROCTaTHICTb 17-rigpokcu-
nasu ta 17,20-nia3n. 17-anbda-rigpokcmnasa Heobxia-
Ha OnA nepeTBOpeHHA 17-rigpoKCUNpPerHeHosIoHy Ta
nporectepoHy Ha 17-rigpokcunporectepoH (puc. 3).
OTXe, uen pepMeHT BNIMBAE Ha CMHTE3 AK KOPTM301Y,
TaK i cTtaTeBMX cTepoifiB. HM3bKi piBHI KopTusony
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Puc. 3. HopmaneHuli cuHme3s 20pMOHi8 HAOHUPKOBUX 3a/103.
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Puc. 4. lMopyweHuli cuHme3 20pMOHi8 HAOHUPKOBUX 3as103 y pasi degpiyumy 17-anvgha-2iopokcinasu
(610K cuHmMe3y kopmu3osy U aHOPOCMeHOIOHY 3i 3HAYHO NiOBUWEHUM CUHMEe30M aslb00CMEPOHY).

niasuwyoTb piBeHb AKTI, AKun, y CBOK Yepry, CTu-
MYJIIOE CUHTE3 YCiX CTepOIfiB, WO 3Haxo4ATbCA nepes
bepmeHTHMM 6/I0KOM — MPOrecTepoHy, NPerHeHono-
HY, 4€30KCMKOPTUKOCTEPOHY, KOPTUKOCTEPOHY.

YpaxeHi [iBUNMHKM HApPOOXKYIOTbCA 3 HOPMAasbHO
PO3BMHYTUMW CTaTEBUMW OPraHamu, XIOMuYmKu — 3
HefopPO3BMNHYTMMM, WO OOYMOBNEHO HELOCTaTHLOI
NpoAyKUi€ TeCTocTepoHy. [liarHO3 HanvacTilwe BCTa-
HOBJIIOIOTb Y MiANITKOBOMY Billi, KONu BUABMAKTb
BiACYTHICTb PO3BUTKY BTOPVHHUX CTaTE€BUX O3HaK.

Monpun pediunt KOpTU30NY BUNAAKM KIiHIYHO
BMpPaXKeHOoi HeJoCTaTHOCTI HAaAHUPKOBKX 3ano3 abo
aflpeHanoBOro Kpmsy Mamxke He TpannaloTbCA, WO
MOACHIOETbCA MEBHOI [TIOKOKOPTUKOIAHOK aKTUB-
HICTIO KOPTUKOCTEPOHY, PiBEHb AKOro 3a AaHol na-
Tonorii iHkonu nigeuwyeTbca y 50-100 pasis.

3a JaHVMKM CyYacHOI CBITOBOI NliTepaTypw, BUNaaKku
HepocCTaTHOCTI 17-anbda-rigpoKcunasm 3a3smyan giar-
HOCTYIOTbCA Y AUTMHCTBI abo y nignitkosomy BiLli nig
yac 06CTeXeHHs 3 NPUBOAY 3aTPUMKM CTaTEBOrO PO3-
BUTKyY. [1pOTe HaBiTb Y PO3BUHEHMX KpalHax Tpanna-
I0TbCA BUMNAAKM Mi3HbOI JiarHOCTUKN L€l BPOAMKEHOI
naTonoril.

3010TM CTaHZAPTOM NiKyBaHHA TakUX NaLiEHTIB €
3aMiCHa cTepoifHa Tepania rigpoKOPTU3OHOM Yy CTaH-
JapTHUX pgo3ax (10-30 mr Ha foby) Ta cTaTeBMMM rop-
MOHaMK. XfIonuYmKam, AKi BUXOBYBaNMCA AK OiBUNHKN,
BMKOHYIOTb XipypriyHe BUAaneHHA AE€YOK i3 YUepeBHOIl
NMOPOXHUHW ANs 3anobiraHHs iX mManirHisauii. 3a3Bu-
yam 3aMiCHa Tepania CNPUAE 3HKEHHIO CUHTe3y
MiHepanoKOPTUKOILIB i NpMBOAUTb [0 HOpManisauil
apTepianbHOro TUCKY Ta PiBHA Kanilo y KPOBI.

MauieHTKka nepebyBa€ nig CnocTepexeHHAM Yy
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kniHiui YHMLEX, TEOIT Bxe 5 pokiB. Binbynoca 3HauHe
3HMKEHHA apTepianbHOro TUCKY, HAaTOMICTb Ha Thi
NPUAMaHHA TiQPOKOPTMU3OHY, CNiPOHOMAKTOHY Ta aM-
noanniHy.

BpaxoBytoun cTyniHb rinepnnasii NiBoi HaAHNPKO-
BOIT 321031, MOXHa BBaaTu, L0 NoAibHi naTonorivHi
3MiHK Bigbynuca 1 y npasin 3ano3i. IMoBipHO, Taka
CUTyaLia He BUHMKNA 6, AK6W 3amicHe nikyBaHHA 6yno
po3noyaTo BYACHO. AgpeHanekTomia He € MeToAoM
BMOOPY B NiKyBaHHI TakUX MaUi€HTIB, ane B gaHOMY
BMnagky Oyna HeoOXxigHOO npouenypoto y 3B'A3KY 3
HEMOX/BICTI0 aA€KBAaTHOIO KOHTPOJI0 apTepiaribHOro
TUCKy. [BoGiyHa ajpeHanekTomia AWCKyTyBanacs,
npoTte 6yNo NPUNHATO pilleHHA NPO noeTarnHe BUAa-
NEHHA HaAHUPKOBKX 3aJ103 3a TaKOI MOTPeOdU.

OT)Xe, OCHOBHOI MPUYMNHOK TiNeproHagoTpon-
HOro rinoroHagv3Mmy y naui€HTiB 3 apTepiasbHOO
rinepTeHsi€lo € BpoAXKeHa rinepnnasia Kopu HagHUp-
KOBMX 3an03 i3 gediyntom 17-anbda-rigpokcmnnasu,
AKa, HEe3BaXKalouM Ha CBOIO HU3bKY 4YaCTOTYy, HE Mae€
BUKMOYATLCA 3 anroputMy AndepeHUinHoi fiarHoc-
TUKW, afpke BYaCHO po3nouyaTa 3amicHa Tepania 6yae
HarNiNWMM MeTOLOM KOHTPOJSII0 apTepiaibHOro TUCKY
Ta rinokaniemil y Takmx nauieHTis i npvBeae [0 3HaUYHO-
ro NOKpaLaHHA AKOCTI TX KUTTA.
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PE3IOME
Pepkana ¢popma runepnnasum Kopbl
HaANoO4Ye4YHNKOB
M.C. YepeHobko, T.10. KO38eHkKo, A.A. Toekali

B ctatbe onucaH KNVMHMYECKUIM ciiyvyan pepkown
bopMbl BPOXKAEHHOWN FMepnnasumn Kopbl Hagrnoyey-
HUKOB — geduumnTa 17-anbda-ruapokcmnasbl, OCHOB-
HbIMW XapaKTepuUCTMKaMy KOTOPOW ABAAIOTCA apTe-
puanbHaa runepTeH3na Ha GOoHe HafMnoYeUYHUKOBOW
HeJOoCTaTOYHOCTU 1 rMnoroHaamn3sma. MpueBegeHbl faH-
Hble nuTepaTypbl KacaTeNnbHO AMAarHOCTUKN N METOAOB
neyeHVA gaHHoro 3aboneBaHus.

KnioueBble cnoBa: BpoOX[eHHaa runepniasus
Kopbl HagnoyeyHrkos, aednunt 17-anbda-rmgpokcu-
nasbl, rMnepanbhoCTePOHM3M, TMNOrOHaAN3M, Hagno-
YeyHMKOBasA HeJOCTaTOYHOCTb.

SUMMARY

Rare form of adrenal hyperplasia
M. Cherenko, T. Yuzvenko, O. Tovkay

The article deals with the rare case of congenital
adrenal hyperplasia — 17-alpha-hydroxylase deficiency.
The main symptoms of this condition are arterial
hypertension in the presence of adrenal deficiency
and hypohonadism. Methods of diagnosis and
treatment of this condition are listed.

Key words: congenital adrenal hyperplasia, 17-
alpha-hydroxylase deficiency, hyperaldosteronism,
hypohonadism, adrenal deficiency.
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