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IIpu xponiuniiic 20pmonanviitc Oexomnencauii nayienmis 3 6pooicenoio Jucynruicio xopu naonuprosux sanros (BJAKH3)
MONUCAUBUTL POIBUMOK YCKAAOHEHD Y 8UZILA0I NPOZPECYBANH GIPUNIZAUIT 3 PANHIM 3AKPUMMSAM 30H POCMY, PO3CUMKOM HENAI00s

Yy nauyienmie 060X cmameil, NOAGOI0 NYXAUN AECUOK Y XJIONUUKIG, WO MAIOMb 360POMHUL XAPAKMED 3G HOPMANI3Aui
2opmoHaiviozo cmamycy. Ceped disuam 6inowicmov (35%) maromo 111 cmynine eipunizayii 3a IIpadepom. Kopuzysarvha
Kaimoponiacmuka 6 Ykpaini nposedena uwe 43% odieuamxam 3 B/AKH3. Iioxio do namozenemuunozo iikyeanns nayicHmie
3 BAKH3 3 xapiomunom 46XX, sxi 3 pisnux npuuun 6UX08YIOMuCs Y 400G 2POMAOAHCHKIL cmami, nosunen Oymu

nepcoHigiKosanum.

Knouosi cnosa: epodicera oucymriis kopu HAOHUPKOGUX 34103, 0imiL, 20pMOHANLHA KOMNEHCAULS, GIPUTIZAULS, NYXAUNU AEUOK.

Beryn

po/keHa AUCHYHKIS KOPH HAJHUPKOBUX 3aJ103

(BAKH3), mo obymosiena nedekrom rena CYP21,
CYTIPOBO/IKYETBCS ~ 3HUKEHHSM  TIPOAYKII  KOPTU30JIY,
301JIbIIEHHSAM PIBHS  aJPEHOKOPTUKOTPOIIHOTO TOPMOHY
(AKTT) i, ax wacaifiok, TiepCTUMYJIAIIEIO0 CiITYACTOI 30HU
HaganpkoBux 3am03 (H3), cunTesom migBuienoi KiJTbKocTi
HAJHUPKOBUX aH/IPOTEHIB, 3 BipHJIi3alli€to 30BHINHIX cTaTe-
Bux opratiB (3CO) HOBOHAPOKEHHUX.

BHyTpimHboyTpoOHa TilepaHaporeHis y miofiis 3 Kapio-
tuiom 46XY Moke TPU3BOAUTH J0 MaKpPOTEHiTOCOMil —
30iBIIEHHST B PO3Mipax CTaTEBOrO 4jeHa 3a HOPMaJbHUX
po3amipiB sievok. Crynine Bipusmizaiii 3CO y mioxiB 3 reHo-
turoM 46XX 3ajIe3KUTh Bil TEPMiHY TecTallii, B IKOMY IPO-
SABJIAIOTHCST (PEPMEHTHI MOPYIIEHHS CTepPOifoTeHe3y i moun-
HAETHCS CHUHTE3 BEJUKOI KijgbkocTi anaporeHiB [16]. Tak,
y pasi ¢hepMeHTHUX TOPYIIeHb, SKi BUHUKIN 10 8—12 TuxHs
BHYTPiIHbOYyTpoOHOTO po3BUTKY, 3CO (dopmyoThes 3a
YOJIOBIYMM THUIIOM 3 IIOBHOIO iHBEPCIEIO CTaTi, MPOTATOM
12-20 tuxHiB GOpPMYETHCS YPOTEHITANIBHUI CUHYC 1 KJIiTe-
pomeradis, micas 20—24 tuxkHs — saiie rineprpodis KiriTo-
pa [3]. Hamani, 3a moranoi ropMoHaJbHOI KOMIIEHCAIII],
narienT 060x crateil 3 BJIKH3 MatoTh posiBu Tiliepanapo-
TeHil, Ika TPU3BOUTH CITOYATKY /10 TPUCKOPEHHS (hi3UIHOTO
I cTaTeBOro PO3BUTKY JiTel, a Hajadi — /10 IepeadyacHoro
3aKPUTTS 30H POCTY Ta 3MEHIIEHHS OYiKyBaHOTO KiHIIEBOTO
3pOCTY JiTeH, TOPYLICHHS CTATEBOTO PO3BUTKY Ta Oe3Imiyis
[9,22,28]. ¥V xsnomuukis 3 BJIKH3 3 HecBoeuacHo BcTaHOBIIE-
HUM J1iarHO30M a00 HeajeKBaTHOK TOPMOHAIBHOK KOMIIEH-
Calli€l0 € PU3KMK PO3BUTKY OAHO- 4u ABOOIYHUX 10OPOsIKic-
Hux myxaus sedok (Testicular Adrenal Rest Tumor (TART))
ta/abo kampundikaris y uux. Bunnknenus TART oGymo-
BJIEHO TUM, 1[0 B PAaHHbOMY eMOPIOHAJILHOMY TEPiofi po3-
Butok H3 1 seuok BigGyBa€ThCst OHOYACHO, 1 YACTUHA TKAHK-
nr H3 moske sammmmtics B sseukax [10]. Val ta cuisast. [27]
3HANTITN B eMOPIOHATBHUX 1 3PINX TKAHWHAX SIEYOK MUTITEH
HOBI KJITHUHH, SIKi MaiOTh BjaacTuUBOCTI 1 kiituH Jledijira,
1 aJpeHasoBoi TKaHWHU Ta BiANOBIAIOTb HA CTUMYJISIIIO
AKTT i xopioniunoro ronazorporiny. [lix vac nexommencartii
BJAKH3 pisens AKTT 3poctae, 1mo moxke MPU3BOIUTH /10
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possutky TART y xnonuwmkis. Haitvacrime TART dop-
MYIOTBCSI B $I€UYKaX, OJIHAK OIMCaHI PiJAKICHI BUIAAKU
snaxopkeHHst TART y medinti, ciM'THOMY KaHATHKY, CITHIH-
HOMO3KOBOMY KaHaJli, TKaHnHax mpomesknnan [10]. 3a mite-
parypuumu ganumu, yactotra TART kommBaerscst Bin 0 10
95%, 3ajlesKHO BiJl SIKOCTI IX [iarHOCTUKHU Yy XJIOMYHUKIB
3 BAKH3 [4,6,11,14,17,21,23,27]. BwmeBkasani MTyXJUHA
y XJomumkiB 3 kmacnmuHoio dopmoio BJIKH3 moxyTsh
BUSBJISITU Y Billi Bizt 2 110 18 pokiBs. SIk 1paBusio, Bouu 106posi-
KiCHi, TpoTe y pasi MPOrpecHBHOrO 30iJIbIIECHHS PO3MIpIB
MOKYTb TMPU3BECTH 0 OOCTPYKILI CiM SIBUBIIHUX MPOTOKIB,
TOTAJILHOTO (PIOPO3Y CIIEPMATOrEHHOIO EITENi0 i PO3BUTKY
6esrutipns [4,6,10]. Ilatorenes TART ocrarouHo He 3'sicoBa-
HUil. Y TKaHMHAX IyXJUH OYJIO BUSIBIEHO PELENTOPH 0
AKTT i awnriorensuny II [12,24,25], TomMy 3pocTaHHIO
i PO3BUTKY IIyXJUH SIEYOK MOKE CIPUSTH HE TITBKU ITijI-
sutienHs piBas AKTT, aste it piBus anriorensuny 11, mo crio-
crepiraetbes y nanientis 3 BJIKH3 i mekomnencoBanum
nedinuroMm amproctepony [26]. Y 28-35% marientis
3 BAKH3 3a panumu Y3/l BugBagioTh KaabludikaTh
B TECTUKYJISPHIiil TKaHWHI, COHOrpahiYHUMU O3HAKAMK KX
€ Tinepexorenni BkioYeHHs Big 1 10 3 MM, sKi y pasi 3Hau-
HOTO TIONIMPEHHS] MOXKYTb 3MEHIIYBaTH 0OCST CriepMaTo-
regHoro emiterifo [7,10]. [lexonmm MokIMBe MOETHAHHS
TART i xanpIduKaTiB y OZHOTO i TOTO CaMOro HMallie€HTa.

3asyaku 3anoyatkoBanomy B 2012 porti B Ykpaini neona-
taabromy ckpuninry (HC) na BAKH3 [2], namu 6y1o cTBO-
peHo Gasy manux manientis 3 BKH3, obymosienow nedi-
nuutom 21-rizpokcunasu, Bikom Big 0 mo 18 pokis. Aunamis
JAHUX JIO3BOJIUB OIIHUTH (Di3UYHUIN, CTaTeBUN PO3BUTOK
JiTeit, BUSIBUTH Y HUX YCKJIA[HEHHS XBOPOOU.

MarepiaJ i MeTOIU AOCTiAKEHHS

Basa manux xopux 3 BJIKH3, o6ymosienoio aedirm-
ToM 21-rifpoKkcniasn, CTBOpeHa 3 BUKOPUCTAHHAM JIaHUX
3BITIB 00JIACHUX AUTSYUX €HIOKPUHOJIOTIB, JAHUX T€HEeTHY-
HUX I[IEHTPIB YKpalHu Ta aHaiisy icTopiil XBopoOu HaiieHTis,
SKi TIepebyBasi Ha CTallioHapHOMY JIKYBaHHi y BiiJIEHHAX
Harmionasnpnoi autsdoi crermiamizoBanoi Jikapai (HIACJI)
«OXMATANT> 3a nepiog 2009-2014 pokis.
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Tabnuys 1

Posnogpain piteii 3a crarTio 3 pisHumu popmamum BOKH3, o6ymoBneHoi gediuntom 21-rigpokcunnasu

®opma BOKH3

B®

co HK®

xnonuj JiByara Xnonwj

aisyaTa Xnonuj aisyata

56 (16,9%) 74 (22,3%)

105 (31,6%)

87 (26,2%) - 10 (3%)

Jl7 OIiHKM KiCTKOBOTO BiKYy IPOBOAMIACS PEHTTEHO-
rpadisi KucTell pyk i MPOMEHEBO3all'SICTKOBUX CYIJIOOIB,
OTPUMaHi peHTreHorpamMu olliHBasucs 3a ataacom Greulich
and Pyle [13]. @izuunuii po3BUTOK AiTeil OMIHIOBABCA BiflIo-
Bi/IHO /10 TPOTOKOJY [1], B OCHOBY SIKOTO TTOKJIAZIEHO HOpMa-
tusr BOO3 (2007), crazito cTateBOro po3BUTKY O HIOBAJIN
3a Tanmepom [1], cryninp Bipumizanii 3CO giByaTok —
3a Ilpagepom [19]. YabrpasByKoBe AOCTi/PKEHHS SIEUOK
XJIOTIISM 1 OpraHiB MaJoro Tasy AiBYaTaM ITPOBOINJIOCH Bijl-
TTOBITHO JIJIST OIIHKM CTail CTaTeBOTO PO3BUTKY. Busnauenns
piBug 17-rizpokcinporecrepony (17-OHP) Ta aktusHOCTI
peniny mnazmu (APIT) npoBoaniocs metogom 1MA.

Crarucrtuuna 0o6po6Ka OTPUMAHUX PE3YJBTATIB TIPO-
BOJIMJIACST 32 JIOTIOMOTOIO CTaHJAPTHUX METOIB CTATUCTUY-
HOT'O aHaJli3y 3 BUKOPUCTAHHSIM IIPOrPAMHOTO 3a0e31eueHHsI
I IepcoHasbHoTo KoMl torepa: Microsoft Excel i Statisti-
ca 6.0. lna npezcraBieHHss OTPUMAHUX JIAHUX BUKOPUCTO-
BYBAJIUCSI METOJM OITMCOBOI CTATUCTHKU. BUKOHaHa mepe-
BipKa Bi/IMOBITHOCTI PO3IVIAHYTUX 3MIHHUX HOPMAaJIbHOMY
posnoziny 3a kpurepiem Koamoropoa—Cwmipaosa. Posrio-
JILJT IOCTI Ky BaHOI O3HAKK BBAsKAJIM HOPMAJIBHUM 32 YMOBU
p>0,05. /lami anamizyBaaucs 3a IOTTOMOTOIO TapaMEeTPIIHIX
i HemapamMeTpuuHMX MeToJiB crarucTuku. OIliHIOBagACh
4acTOoTa HAgBHOCTI BUIIAJIKIB Y Bi/ICOTKAX, PE3YJIbTaTh TIPE/I-
cTaBJieHi K cepenHe 3HaueHHs (M)*cTanzapTHe BiIXuieH-
Hs1 (SD). [lig mopiBHSAHHS ABOX BUOGIPOK 3acToCyBaju
t-xkpurepiit CthroieHTa (TTapaMeTPUYHUI MeTO/1) i KpUTEpiit
Manna—Yitui (HemapamMeTpUudHU METOT), PI3HUIIIO BBAXKA-
Jiu Biporiamoio 3a ymosu p<0,05.

Pesyibrati H0CHI3KEHHS Ta iX 0OrOBOPEHHS

Jlo 6asu manux mamientis 3 BJIKH3, obymosieroio
nedimuTom 21-rigpokcniasn, ysiitmiao 332 miteit — 161
xusonuuk i 171 giBunnka (tadu. 1). Y 5 (1,5%) niBuat 3 Buco-
kM cryrenem Bipuaizanii 3CO 3a Ilpagepom [19] npm
HAPOJUKEHHI 3aXBOPIOBAHHS HE OYJIO JiarHOCTOBAHO, BOHU
OyJin 3apeecTpoBaHi B 4OJIOBIYOI cTarti, i ixHi 6aTbKu BiaMO-
BUWJIMICSI Bifi 3MiHM TPOMASTHCHKOI CTaTi HA KiHOWY uepe3
MOYKJIMBICTD COIAMbHIX MPOBGIEM.

13 332 pireit 3 BAKH3 Bipusbny dopmy (BD) giarnoc-
tosano y 130 (39,2%) mireii, cinpyrparny dopmy (CD) —
y 192 (57,8%) muturm i nekmaacuuny dopmy (HKD) —
y 10 piBuat (3%) (tabum. 1).

Haii6iapma kinpkicts misyar 3 BJIKH3 maiors 111 cry-
MiHb Bipuiisarttii (puc.).

Y misgar 3 III-V ctynenem Bipuumizarii 3a [Ipagepom
y CTaHi TpHBaJOl TOPMOHAJIBHOI KOMIIEHCAllll HMPOBOJSATDH
Xipypriuny kopekiriio anomainbuo chopmoBanux 3CO.
Tpaauuiiino Kopekitis Oya aBoerarntolo: I eran — KaiTopo-
mracTuKa y Biri 1o 3—5 pokis, II etam — inTpoiommacTiuka
(dbopmyBanHs BXoAy B IMixBY) y myGepraTHomy tepiogi abo
Hepezt MoYaTKoOM craTeBoro KuTTd. CborojHi B CBITI BifcyT-
HS €/1IMHA yMKa 1110/10 ONTUMaJIBLHOTO TEPMiHY €TalliB orepa-
TUBHOTO JiKyBaHH: [1,9], HeMae 4iTKOI BKa3iBKM PO TePMiH
IIPOBE/IEHHSI ONIEePaTHUBHOTO JIIKyBaHHA. DBibimicTh aBTOpPiB
[1,9] pekomenayioTh paHHIO KJIITOPOILIACTUKY Yy Billi /10
TPHOX POKIB, KOJM Yy JIBUMHKHU ITIOYMHAE (POpPMyBaTHUCS
[ICUXOJIOTIYHE YCBITOMIEHH cebe B 5KiHOYOI cTaTi. 3a ocTaH-
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HimMu jannmi | 18], y pasi BUCOKOTO CTyIeHs Bipuiisaltii po3-
TJISAT0ThCS TTepeBaru paHHboi MOBHOI pekoHCTpyKIii 3CO,
OCKILJIbKM IIKipa KJiTOpa MOxe OyTH BUKOPUCTAHA JIsi
PEKOHCTPYKILii TXBU i (GOpMyBaHHS MaJuX CTaTEBHUX Iy0.
Kpim Toro, mig wac HeoHaTaabHOTO TIEPiOAy BIJIMB Marte-
PUHCHKUX €CTPOTEHIB POOUTH OijIbII HPYKHOK TKAHUHY
IIiXBU 1 IIOJIETUIy€E BariHa/JIbHY PeKOHCTPYKILito [18]. Y namiit
6a3i pmarux 52 3 121 gisumnm 3 I11-V crynenem Bipuizaitii
6ymra mpoBesieHa KiiToporracTuka. CepeaHiil BiK [iBYaTOK,
y SKOMY TIPOBELEHO 3a3HauyeHe OIlepaTUBHE JIIKyBaHHS,
cksaB 3,6+2,64 poky [1,12].

Yei mamientn 3 BJAKH3 i kapiotunom 46XX npu na-
poKeHHi MaloTh o3Haku Bipuizaitii 3CO pi3HOTO CTyTeHs.
3araTpbHONPUNWHATOI € AyMKa, mo yci aitm 3 BAKH3
i kapiorunom 46XX mosunHi 6yTH 3apeecTpoBaHi y JKiHOUIN
CTaTi, OCKIJIbKM 3aBJASKM IPU3HAYEHHIO MATOr€HETHYHOTO
JIIKyBaHHSI Ta IIPOBEAEHHIO KOPUTYBAJIBHUX IJIACTUYHUX
orepariil marmieHTH MOKYTh OYTH afaliTOBaHi y MPUPOAHIN
reHeTHYHill craTi: MaTu (eMiHHUIT BUTIISAN, HOPMAJbHY
cekcyasibHy opieHTaltio Ta 6yru dhepruabaumu. [Ipore Benn-
Ke 3HAUYeHHs MAIOTh [OYATOK BIUIMBY BHYTPIIIHBOYTPOOHOT
riTmepaHpoTeHii Ta PiBEHb aHIPOTEHIB, IO MPSIMO KOPEJTIoE
3l cTymeHem Bipuiizanii npu Hapomxenui [9,16,22,28].
Ha xanb, HENMOOJMHOKUMHU € BUIAAKU, KOJHU iBYaTKa
3 BJIKH3 3 Bucokum crynenem Bipumizamii (IV-V cryme-
HEM) TIOMUJIKOBO PEECTPYIOTHCS SIK XJIOMUUKU. Y CydacHIii
JitepaTypi MicTuThcs oOMexeHa iH(bopMallis 1moa0 0cob-
JIMBOCTEN ajanTaifii y MiJJITKOBOMY Ta JOpPOCJIOMY Billi
xopux 3 BJ/IKH3 i xapiotumom 46XX, gki samummmiamncs
3apEECTPOBAHUMHU Yy YOJOBIUili TPOMAASHCHKIN CTaTi
[5,15,20]. [Mesiki moCHiIHUKM BBAKAIOTH, IO Ta CTATh, SIKY
OyJI0 BCTAaHOBJIEHO TIpU HapojxkenHi y autunn 3 BJIKH3
3 aHoMaubHoI0 Oy0B010 3CO, TOBHHHA OYTH BU3HAYAIBHOIO
IijI Yac MOJAJbIIOr0 CTaTeBOTO PO3BUTKY Ta CEKCYaJbHOI
opienTarii [8].

Y Bigpinenni engoxpunosorii HACJT «OXMATAUT»
6ys0 obcTexeno yorupu nauientu 3 BJIKH3 3 kapiotunom
46X X, SIKUX NPU HAPOKEHHI OYJIO 3aPEECTPOBAHO Y YOJIO-
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Puc. Posnogin gisyat 3 BOKH3 3 pisHum cTyneHem Bipunizauii
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Tabnuys 2
XapakTtepuctuka gisyat 3 BAKH3, akux npu Hapoa)eHHi 6yno 3apeecTpoBaHo y Y00Biviii cTaTi
XBopi (p?)llz(u, BCTaHg:;eHHﬂ ggﬁ:g Klg:;;ﬁ ::glnc)r CTB)i,p"vllr-lb ::I:/%ﬂ?) rl:(IKyBaH;’:(
micaui) aiarHosy BiK (poku) nisauii
1 13,1 1 Mmic. Co 18 -1,5 V 55,6 + +
2 8,10 3 poku Bo 12 +2,2 V 37,2 + -
3 11,3 11 pokis Bo 18 +1 Il 78,3 - -
4 14 14 pokis Bo 18 -2,1 Il 138,1 - -
Ipumimxu: 1-HopMa pieusa 17-OHP: 0,07-1,7 ur/mu.; I'K — rimokokoptukoiny, MK — MiHEepaJIOKOPTHKOITH.
Tabruys 3

KniHiko-ropmoHasnbHi xapakTepucTukm 4otupbox xsonuie 3 BAKH3, y akux euaeneHo TART

XapaKTepucTuka XBOpUX Ne1 Ne2 Ne3 Ne4
Bik (poku, MicsLj) 3,5 11,6 145 12,6
3picT (SDS) +3,8 +1,1 -2,1 +1,6
KicTkoBWI1 BiK, poku 11 18 18 13,5
Cragia nybepTtaty 1] \Y 1]
$opma BAKH3 Co B® Bo Co
17-OHP", Hr/mn 88,4 153,5 236 36,5
API?, Hr/n 100,9 8,1 13,9 70,8
Ctagis TART (3a Y3[ sie4ok) 1 1 2
. rMIOKOKOPTUKOIAN + + +
JlikyBaHHA - =
MiHepanokopTuKoign - - +
Ob6cTexeHHs 17-OHP, Hr/Mn 0,48 - - 1,6
Yepes 4 Mic. AP, Hr/n 15,2 - - 34,4
Eliic:a?&em“ Cragia TART (3a Y3[ sie4ok) HopMa - - HopMa

Ipumimiu. *~ wopma piens 17-OHP: 0,07—-1,7 ur/su; *—HopMa pirast APIL, 3i6panHoro y BepTHKaTBHOMY MOJIOKEHHI Tista: 7,54—42,3 ur/i.

Biuiii crati (tabu. 2). Batbku nanienta Nel BizmoBuaucs Bix
peecTpaitii AUTUHYM Yy JKiHOYiil cTaTi, Xo4a JiarHO3 IUTUHI
6yJ10 BCTAaHOBJIEHO Y Billi oHOro Micsug. [Tarienty Ne2 ziar-
HO3 BCTAHOBJICHO Yy Billi TPHOX POKIB, i 6aThbKHU BIIMOBUJIKCS
Bi/l 3MIHM CTaTi Ha KiHOUY y 3B'SI3KYy 3 II3HBOIO /1iarHOCTHU-
KOIO, BUCOKUM CTyIE€HeM BipuJIi3allii Ta COIiaJbHUMU TPO-
OsieMaM, TTOB'g3aHnMU 31 3MiHo10 cTati. [TarienT Ne3 i Ned —
pinni cectpu, gxkum giarno3 B/IKH3 Bcranomieno Jniie
y Bini 11,3 poky i 14 pokis BimosiaHo, i, xoua 6yzosa 3CO
ux jaiteii Biamosinana sumre 111 ctymnento Bipuoisaiii, Bonu
3POCTAJIN | BUXOBYBAJIKCH SIK XJIOTYUKH 32 PIllICHHsM 6aTh-
KiB, a Ha/laJli caMi MAIi€HTH TPUHHSJIN PIillleHHS 3aJIUTITATH-
¢4y 4OJIOBiUiil cTaTi.

[Tig wac nposenenns Y3/ OMT y narientiB Ne2, Ne3
i No4 BusiBJIeHO MaTKy Ta SICYHUKH, SIKi OyJIM IilOIIa30BaHi Ha
TJ1i XPOHIYHOI rinepaHporeHii, ane OyB HasBHUM €HIOMETPiii
1o 2 mM. [armient Nel i N2, siki oTpuMyBasi 3aMicHy TOPMO-
HaJIBHY Tepariiio, MaJiu 301IbIeHHA MOJOYHUX 327103 3 8 POKiB.
IMamienra Nel 3 CD B/IKH3 6yso mpoorepoBano y Billi
10 pokiB (eKkcTUpIIAIlisl MATKH, SIEYHUKIB, BUIATCHHS 3aJ1031-
CTOI TKAaHMHM MOJIOYHMX 3a/103). TPbOM iHIINM HalieHTaMm
3anJIaHOBaHe IPOBE/ICHHS AaHAJIOriYHOTO ONEPaTUBHOTIO
srpydanasg B HIACJI «<OXMAT/IUT». Buacainox Toro, 1o
JiTH He OTPUMYBAIM AJEKBATHOI 3aMicHOI Tepamii, y HUX
BUHUKJIM KJIHIYHI O3HAKN HECTIPABKHBOTO TIEPEYACHOTO CTa-
teBoro po3sutky (IICP) 3 panuiM 3akputTsM 30H pPOCTY
Ta HU3BKUM IIPOTHO30M O4iKyBaHOT'O KiHI[EBOTO POCTY.

JluckyrabGeqbHUM ChOTOJAHI 3aJUIIAETHCS ITMTAHHS
JIOIIJIBHOCT] TIPU3HAYCHHS TTATOTEHETUYHOTO TOPMOHAJIBHO-
rO JIKYBaHHS 10 MPOBEACHHS KOPUTYBAJIBHUX XipyPridyHUX
Brpyvanb faiuatam 3 BO B/IKH3, skux BupiiieHo BUXOBY-
BaTU y YOJIOBIUiii cTaTi. 3 04HOTO OOKY, 3a BiACYTHOCTI JIiKY-
BaHHS TAKUX XBOPUX HA[HUPKOBI aHJPOTEHU 3aJINNIAIOTHCS
€IMHUM J[)KepPeJIoM YOJIOBIYNX TOPMOHIB 1 1al0Th MOKJIMBICTh
CTATEBOTO PO3BUTKY 32 OOPAHOIO CTATTIO, X04a 33 IIUX YMOB
icHye pu3uK (HOPMYBaHHS aJleHOMH Tirmodisa Ha TJIi TOCTIl-
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Hoi rineprupoaykiii AKTT BHac1iIoK XpOHIYHOI JIEKOMIICH-
camii XxBopo6u, Hebesneka poO3BUTKY TOCTPOi HEIOCTATHOCTI
H3 mixg yac TSKKUX CTPECOBUX CHUTYaIlill, a TaKOXK 3MeH-
HIEHHS KiHIIEBOTO POCTY 3a PaXyHOK Tepe4acHOTO 3aKPUTTSI
30H pocty. 3 iHIIOrO GOKY, y pasi J0CSATHEHHST TOPMOHAIBHOT
KOMITEHCAIlii 10 TPOBe/IeH s lepeMiHi3yI0u0ro XipyprivHoro
JiKyBaHHS (BUAQJTIEHHS SIEUHNUKIB Ta MATKN ), Y IIUX TMAI[i€HTIB
BiZOYBAETHCST 3MEHIIEHHST PIBHSI HaAHUPKOBUX aHIPOTEHIB,
110 TPU3BOJAUTH JI0 TOSABM O3HAK (heMinizamii Ta Moxe
BUKJIMKATHU TICUXOJIOTIUHI TIPOOJIEMH Y AUTHHH, 1[0 BUXOBY-
€TbCA y 4YoJoBiuiil crati. Tomy MM BBakaemo, MO THAXiA
no sikyBanHs KoxkuHoi aumtuau 3 BJIKH3 moBunen Oyrtu
nepconidikoBanum. Ipore qutuna 3 BO BJAKH3 3i 3Hau-
HuM 36iabimennsM pisasa AKTT, osHakamMu HaBiTH TOMipHOT
nemocratHocTi H3 (aprepianpHa rinoToHis, ameToHypis i
Yyac iHTEPKYPEHTHUX 3aXBOPIOBAHb) TOBUHHA OTPUMYBATU
I'K y minimMazibHOI 1031 y ocTiiiHOMY pesknmi abo TITbKH i/
yac IpHUETHAHHS TOCTPUX CYIYTHIX 3aXBOPIOBaHb. Takum
ynaoM, xBopuM 3 BJ/IKH3 i kapiotumom 46XX, skux
3a PI3HUX TPUYNH OYJI0 BUPIIIEHO BUXOBYBATH Y YOJIOBIUiii
craTi, [ 3an00iraHHsT PO3BUTKY TOCTPOI HENOCTATHOCTI
H3, nepesyacHoT0 3aKpUTTS 30H POCTY Ta MOSIBU BTOPUHHIX
CTaTeBUX O3HAK 3a JKIHOUMM THUIIOM, IIPONOHYETHCS IIPO-
BOAWTH BHJAJEHHS MaTKM Ta SE€YHUKIB y Bimi 8—9 pokis
3 KiCTKOBUM BikOM He MeHIe 11-12 poxkis.

3 metoto BusBienus yckiamnenb B/IKH3 y xmomiis
y Bigainenni engoxpunHosorii HICJI «<OXMATANTy namu
6ys0 o6cTeskeHo 26 XBOPUX Y cepeiHboMy Billi 8,4 poOKy,
14 3 nux masu CD, 12 — BD [2,6,21,24]. Y 4 (15,4%) miteit —
aBox narientis 3 BD i gox 3 CD (Tabi. 3) — 3a 101M10MOroio
V31 6yno BusBaeno TART I-II crynens (3a kiacudika-
nieto Claahsen-van der Grinten) [7].

Bucoxki nokazuuku pisas 17-OHP, APII, npuckopenus
nyGepTaTy Ta BUNEPEKEHHS KiCTKOBOTO BIKY CBIAYMIIN IIPO
Bi/ICYTHICTh KOMTIEHCAIl] Y X XBOPUX BHACTI/IOK HeaseK-
BaTHOI 3aMiCHOI TOpMOHaJIbHOI Teparii. [Ticis obcTexeHHs
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HiTsiM OyJI0 TIPOBEIEHO KOPEKIIio Teparlil perapaTamu TJio-
KOKOPTHMKOIIiB 1 Minepanmokoptukoigis. IlosTopre ob6cre-
JKEeHHsI, siKe OYJI0 IPOBEIEHO Yepes YOTHPH MICSIIl NalliEHTaM
Net i Ne3, Busznauusno nopmasnizaimiio piBust 17-OHP, a Y 3/]
SI€EYOK He BUSABUJIO Y HUX MATONOTIYHUX 3MiH. OTpruMani f1ani
nigarBep/KkyioTh 3BopoTHicTh TART y xsonmis 3 B/JIKH3
Ha TJIi CTaJ0l TOPMOHAJIBHOI KOMIIeHcallil.

BucuoBku

1. Haii6inbma xinbkicts aisuar 3 BJAKH3 B Ykpaini
(35%) maiotb o3uaku Bipurizariii 111 crymens 3a [Ipagepom.

2. Beboro y 43% Bumnazkax xisuatam 3 BJIKH3 B Ykpai-
Hi OyJ10 IPOBENEHO KJITOPOIIACTUKY B CEPEIHbOMY Billi
3,6£2,64 poky.

3. Iligxoxn /10 TOPMOHAJIBHOTO JIKyBaHHS JiTeit
3 BJAKH3 3 kapiotunom 46XX, gkux 3a pi3HUX TPUYUH

JIITEPATYPA

3aJTUTIIJIN BUXOBYBATHCH Y YOJIOBIUiil TPOMASTHCHKIN CTaTi,
NOBUHHI OyTu 11epCOHi(iKOBaHUM 1 3a/esKaTh Bijl NPOSIBIB
y HuX HegocTarHocti H3.

4. OnTuMajipHUM TepMiHOM TIpoBefieHHs edemi-
Hi3youoro Xipypriunoro JikyBawHs xBopuM 3 B/IKH3
i kapiotuniom 46, XX, gKi 3aJUMIAIOTHCS 3aPEECTPOBAHUMUI
Yy TPOMAJSIHCHKIN YOJIOBIUill cTaTi, MPOMOHYETHCS BBA)KATU
Bik 8—9 pokiB i kicTkoBUii Bik He mentr 10—12 pokis.

5. Jlng pmiarnoctukun TART y xutomiiB 060B'SI3KOBUM
€ poseaennst Y 3/ sieuok oaun pas Ha pik.

6. TART y xuiomniiiB MatoTh 0OOepHEHMIT XapaKTep 32 yMOBU
TPUBAJIOI aJIeKBATHOI 3aMicHOi Tepamnii ropmonamu H3.

7. 3 MeTol0 BU3HAUEHHS a/eKBaTHOI 3aMicHOI Teparii
TTIOKOKOPTHKOI/ITaMU i MiHEPAJTOKOPTUKOITaM1 Ta podiiak-
TUKY YCKJIA[HEHb XBOPOOU, IOIIJIBHUM € JOCIIZKEHHS PIBHS
17-OHP Ta APII ycim namientam 3 BJIKH3.
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BpoxaeHHas ancdyHKLUS KOPbl HAAMNOYEYHUKOB Y AeTel BcneacTeme aedbuvunta pepmeHTa

21-rnppokcunasbl: KIIMHUYECKUE NPOSIBJIEHUS, OCJIOXXHEHUS N NOAXO0AbI K UX KOPPEeKLUmn

1Hb. 3ennnckas, 2HJ1. lMoragaesa, 1E.B. [no6a, 11.10. LLlesyeHko

1 YKpanHCKMIN Hay4HO-NPaKTUYECKUI LLEHTP SHOOKPUHHOW XUPYprum,

TpaHCMIaHTauMmn 3HAOKPUHHBIX OPraHoB 1 TkaHelt M3 YkpauHbl, . Knues

2 HaumoHanbHasa aetckas cneupannampoBanHas 6onbHuua «OXMATLET», r. Knes

Mpn XpoHM4ECKOW TOPMOHANbHON [EKOMMEeHCaun NauumeHToB C BPOXAEHHOW AUCYHKUMENn Kopbl HagnoveyHukos (BLKH) BO3MOXHO passutue
OCMOXHEHWA B BUAE NPOrPECCUPOBAHNA BUPUAN3ALMN C PAHHUM 3aKPbITUEM 30H POCTA, Pa3BUTUEM BECNNOANS Y NALMEHTOB 060MX NOMOB, NOSBAEHUEM
OMyX0Mel AMYeK Y ManbyuKoB, KOTOPbIE UMEIOT 06paTUMbIV XapakTep npyu HOpManuaauun ropMoHanbHOro craryca. Cpean Aesoyek 60NbWUHCTBO (35%)
umetot Il cteneHb supunusaumn no [pagepy. Koppurupyrowas knutoponnactuka B YkpanHe nposedeHa nuwb 43% pesovek ¢ BOKH. Mopxon
K NaToreHeTM4eckomy neyeHuto nauneHTos ¢ BAKH ¢ kapuotunom 46XX, KOTOpble N0 pasHbIM MPUYMHAM BOCMUTBLIBAKOTCS B MYXXCKOM rPaXAaHCKOM Mone,
LO/DKEH ObITb NEPCOHNULMPOBAHHBIM.

Knioyesble €noBa: BPOXAEHHAA ANCHYHKLMSA KOPbI HALMNOYEYHUKOB, AETW, BUPUAN3ALMS, OMYXONU AnYekK.

SOVREMENNAYA PEDIATRIYA.2015.4(68):123-127; doi10.15574/SP.2015.68.123

Congenital adrenal hyperplasia in children due to 21-hydroxylase deficiency:

clinical features, complications and approaches to their correction

1N. Zelinska, 2N. Pogadaeva, 1E. Globa1, 1. Shevchenko

1 Ukrainian Scientific and Practical Center of Endocrine Surgery, Transplantation

of endocrine organs and tissues of the Ministry of Health of Ukraine, Kiev

2 Natsion Children's Specialized Hospital «<Okhmatdet», Kiev

In patients with congenital adrenal hyperplasia (CAH) with chronical hormonal decompensation may develop such complications as progression of virilization
with an early closure of growth zones, infertility, the appearance of testicular adrenal rest tumors in boys, which can be cured with the normalization
of hormonal status. The majority of girls (63%) have the Ill and IV stage of virilization of Prader scale. Corrective clitoroplasty was held in Ukraine only
in 43% of girls with CAH. The approach to the pathogenetic treatment of patients with CAH with karyotype 46, XX, who are chosen to be brought up as a male
must be individualized.

Key words: congenital adrenal hyperplasia, children, hormone compencation, virilization, testicular adrenal rest testicular tumors.
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