[ CTATTI ]

H.B. 3eaincska, H.JL. Iloragaea*, €.B. I'no6a, 1.10. llleBuenko

OCOBJMBOCTI 3AMICHOI TEPAIII BPOI’KEHOI JTUCO®YHKIIII
KOPU HAJTHUPKOBHUX 3AJI03 YV JITEH
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BCTYN

BpopkeHa AncyHKLiA KOpYU HaZHUPKOBUX 3an03
(BOKH3) — ue reHeTMYHO 3yMOBJIEHE 3aXBOPIOBaHHH,
WO NPOABMAAETbCA MOPYLUEHHAM CUHTE3Y FOPMOHIB
HagHWpPKoBMX 3an03 (H3) BHacninok aediynTy neBHUX
bepmeHTiB, AKi 6epyTb y HbOMY yuacTb. BuginawoTb 6
OCHOBHUX GOPM 3aXBOPIOBAHHA, KNiHIYHI NPOABU AKKX
3anexaTtb Bifl PiBHA YLWKOMXEHHA NaHLtora crepoigo-
reHesy. HainowmpeHiwow reHeTUYHO aHOMani€lo,
wo npusBoauTb Ao BJKH3, € nopyweHHA akKTUBHOCTI
bepmeHTy 21-rigpokcunasm (6nnsbko 90% ycix Bu-
nagKiB), TOMy HEOHaTaNIbHUIN CKPUHIHT, AKUI BNpoBaa-
eHo B YKpaiHi 2012 poky, CpAMOBAHO Ha JiarHOCTUKY
came uiei natonorii [1]. KpuTepiamn giarHOCTUKK
BOKH3 e nigBuweHHA piBHA 17-rigpoKcnMnporectepoHy
(17-OHP) y KpoBi, ABMLWa Bipunizauii 30BHILIHIX CTa-
TeBux opraHie (3CO) y nauieHTiB 060x cTaTen,
KNiHIYHI NpoABM CMHAPOMY BTpaTU Coni (3a Cinb-
yTpaTHOT dopmn).

Y KpaiHax, fe 6arato pokiB NpoBOAUTbLCS HEOHa-
TanNbHUN CKPUHIHT Ha BIOKH3, BuBYeHO u4acToTy
3aXBOPIOBAHOCTI Ha L MATONOrilo, WO CKNagae€ y
cepefHbOMY B €BPOMENCHbKI nonynauii 6a13bko
1:10000 - 1:12000 XUBWUX HOBOHAPOAXEHUX, a
YyacToTa reteposuroT y nonynAuii gopisHoe 1:60

[3, 19, 20, 25]. AKwo y anTnHU giarHoctoBaHo BKH3,
TO BOHa Ma€ OTPUMYBaTUX MOCTIMHY 3aMiCHY Tepaniio
npenapatamu rntokokoptukoigis (MK), a y pasi cinb-
yTpaTHOI GopMM — TaKOX i MiHepanoKopTuKoigaMu
(MK). B Ykpaini nikyBaHHAa BJKH3 npu3HauvaeTbca
3rifHO 3 NPOTOKOJIOM, 3aTBepAKeHUM Hakaszom MO3
YKpaiHu [2], Ae 3a3HauyeHO pekOMeHAOBaHi [03M Ta
cxemu npuinmaHHaA TK i MK, EHOOKpMHONOr Ha NoYaTKy
NiKYBaHHA XBOPOI AUTUHN MA€E OLiHUTU MOXIBI PU3K-
K1 nobiuyHnx edeKTiB Big NpUAMaHHA pisHUX BuaiB K.
YCi CMHTeTMYHI CTepoian NOZINATbCA 3a TPMBANICTIO
Jil Ha KOpOTKOZitoui, cepefHbOI TPMBANOCTI Ta TPMBani.
Tak, 3rigHO 3 KMiHIYHUMM NPAKTUYHUMM HAaCTaHOBaMMU
€BpONEencbKoro eHOQOKPMHHOro toBapuctea 2010 p.
[7], BOKM [UTMHA aKTUBHO POCTe, il HE MPU3HAYaloTb
'K TpuBanoi fii, OCKiNbKM BOHW 3HAaYHO MPUTHIYYIOTb
picT. 3a gaHumun nitepatypu [11, 21] npegHizonoH
NpUrHivye picty 15 pasis, a fekcameTasoH -y 80 pasis
aKTUBHiLUe, HiX rigpoKopTU30H (Tabn. 1).

OuntnHa 3 BOKH3, Aka oTpumye natoreHeTnyHe
NiKyBaHHA, MOCTIHO NepebyBa€ Ha MeXi MK pusu-
KOM OTpPMMaHHA HefocCTaTHbol fo3u K, wo npusso-
OUTb OO XPOHIYHOI rinepnpoayKuii aHOpOreHis, i
nepefosyBaHHA, WO Befe A0 ATPOreHHOro rinep-
kopTtnymsmy. OnAa nikysaHHa BIOKH3 xBopi maioTb

Tabnuysa 1
MopiBHANbHa XapaKTepuCcTUKa NpenapariB rMIOKOKOPTUKOIAIB [9, 21]
. MNepiop
TpuBanictb EkBiBaneHTHi I1pom3&1— Cynpecisa M|Hepiinom3p- HanisBNBefeHHsA
Mpenapat MK nanbHUN TUKOIAHMNIA . : Z
Al aosn, mr epexT pocty epexT (nna3sma, | GionoriuHwmin
XB.) (rog.)
LGl LED] 25 10 10 1,0 80-120 8
KopoTKoi aji (rinpoKopTN30H)
(8-12 ropn.)
Koptusony 20 08 08 08 80-120 8
auerar
CepepHboi MpepHizonoH 5 4 15 0,25 120-130 16-36
TpYBanocTi
(16-36 rog.) MeTtunnpegHisonox 4 5 7,5 04
Touganoi gii ~ DeTaMeTasoH 0,75 25 0 130-300
(36-34r0A)  nekcamerason 0,75 30 80 0 150-300 36-54
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OTpMMyBaTV TaKi 4031 NpenaparTis, AKi 3abe3neuyoTb
HOpPManbHUIN piBEHb KOpPTU30My B KpoBi. [lo6oBa
cekpeuia KOpTM30ay Yy 300POBOI NIOAUHM CKNajae
Bif 2,7 mr/m?/poby no 14 mr/m?/po6y [21, 23]. NauieH-
TaM i3 HepgocTaTHicTio H3 nig vyac npuimanHa K
HeoOXi4HO BPAxoBYyBaTW iHAMBIAYanbHi 0COGNMBOCTI
meTaboniamy 'K B opraHismi. CepefHA peKoMeHaoBa-
Ha Jo03a rigpoKOPTU30HY AnA 3amicHol Tepanii BAKH3
y piten cknagae 10-20 mr/m? [2, 21]. Oitn 3 pgiar-
HocToBaHoW Bnepwe BAKH3, HapTO HOBOHAPOLKEHI,
Ha nouaTky NikyBaHHA NoTpebyloTb Benvkmx fos K
ONA [OCATHEHHA KOMMeHcauil (3a NoKasHMKOM piBHA
aflpeHOKOPTUKOTpONHOro ropmoHy — AKTT). MNporte
TpmBane Npu3HayYeHHA BUCOKNX TepaneBTUYHUX [O3
K 3HauHO 36inblwye puU3NK NOGIUHUX edeKTiB npe-
naparie [18, 21]. fAIKwo AiarHo3 HegocTaTHOCTI H3 we
He BCTaHOBJIEHO, ane NaUi€HT MA€ BMpPaXKeHi KNiHiYHi
nposasu aediunTy ropmoHiB H3, To noynHatn nikyBa-
HHA MOXKIIMBO 3 MapeHTepanbHOro BBEAEHHA AeKca-
MEeTa30HY, OCKifIbKM Len CTepoif He BMIMBAE Ha
piBeHb KOPTMU30My Mnasmu Ta Ja€ MOXIMBICTb Nid-
TBEpPAXeHHA fJiarHo3ly HepocTaTtHocTi H3 Ha Thi
nikyBaHHA [24].

YactoTta npunmanHa 'K Ma€e Bennke 3Ha4YeHHA ana
3a6e3neyeHHs CTaio HOPMaslbHOTO PiBHS KOPTU30Y B
KpOBi Ta 3anobiraHHs nepefo3yBaHHIO NpenaparTis. Y
HU3Li gocnigkeHb [13, 17, 10] poBeaeHo, Wo GinbLu
¢isionoriyuHMm gnsa opraHiamy € npuiiMaHHa [O060BOI
[03U TigPOKOPTU30HY ABiYi abo Tpuui Ha Joby, HixX
OOHOKpPaTHO, WO 3abe3neuye fOTPUMaHHA Heobxia-
HOro piBHA KOPTU30My B CMPOBATLi 1 BiporigHe 3HU-
YKEHHA BMBEEHHA KopTuM3o0Jy i3 ceveto. Lle obymosne-
HO TUM, WO MiC/IA OQHOPA30BOro BBEAEHHA BEINKOI
[031 npenapaTty KOPTUKOCTEPOIA3B'A3YOUNIA FobY-
NiH 3B'A3Y€ KOPTU30/, AKLWO NOro piBeHb NepeBuLLye
25 mkr/gn [5], piBeHb BiNbHOrO KOPTM30MYy LWBUAKO
3pOCTaE, Ta BoAHoOYaC 36iNblIYETbCA WBUAKICTb Oro
binbTpauii HMpKamu. Y NigniTKiB 3HaYHO NiABULLYETHCA
KnipeHc KopTtusony [15], Tomy y Takmx xBopux Ans
3anobiraHHA AeKomneHcaLlii 3aXBopOBaHHA HEOOXiAHO
36inbLlUyBaTK KPATHICTb NpuiiMaHHA npenapatis [K go
4-5 pa3iB Ha poOy, a He nigBuwyBaTh iX [03Y, AKa
3rigHO i3 CyYyacHUMM pekOMeHAauiAMM MaE He nepe-
BuwyBaTh 15-17 mr/m?/poby [7].

MeToio Tepanii MK € fOCArHEHHA HOpPManbHUX
NOKa3HUKIB eneKkTponiTiB KpoBi. Cepes CUHTETUYHMX
npenapatis MK 3a3Bunyali BUKOPUCTOBYIOTb ¢pryapo-
KOPTM3OH. [1nA nmoyaTKOBOro nikyBaHHA npenapa-
Tamm MK BigCyTHiN CTaHOapTHUM PO3pPaxyHOK [O3MU
Ha nnowy noBepxHi Tina abo Ha macy Tina [21].
HoBoHapopxeHi notpebytotb binblmx o3 MK (go
0,15-0,3 mr/po6y) BHacnifok d¢isionoriyHoi pe3suc-
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TEHTHOCTI JO anbAOCTEPOHY Yy paHHboMy Biui. [nA
cTapwwux giten gosn MK € HmKYMMU Ta CTAaHOBAATb
0,05-0,15 mr/po6y. Bigomo, o 3a MiHepanokopTu-
KoigHUM edekTom 20 Mr TigpOKOPTM3OHY € eKBiBa-
neHTHUMK 0,1 Mr GnyapoKopTM3OHY, NpoTe edek-
TUBHICTb MK MOXe 3HMXyBaTnCA, AKWO MaLi€EHT He
OTPUMYE 3 XKeto JOCTaTHbOI KifIbKOCTi Xnopuay HaTpito.
HoBoHapomkeHi fiTn MOXyTb JOAAaTKOBO NOTpebyBa-
TW BXMBaHHA 1-2 r xiopuay HaTpito Ha poby. IHopi 3
BikoM nauieHTn 3 BOKH3 cratoTb uytnusiwmmn go gii
MK 3aBasKu 3pocTaHHI0 akTUB-HOCTI 11-B-rinpokcuncTe
poigaerigporeHasn. KOHTpoNb ageKkBaTHOCTI Tepanil
npenapatamm MK 34icHIOIOTb 3@ NOKa3HMKamMu ap-
TepiaflbHOrO TUCKY, akKTUBHOCTI PEeHiHy nnasmu, ge-
rinpoeniaHgpocTepoHy cynbdaty [21].

Y XBOpUWX i3 HEBYACHO BCTAHOBJIEHUM [HiarHO30M
BIOKH3 abo HeapekBaTHMM Yy AMTAYOMY BiLi JliKyBaH-
HAM MOXYTb BUHWKaTU ABO6GPOsKiICHI abo 3nm0AKiCHI
nyxnuHu H3 i aeyok (y xnonuukis). MowmpeHicTb nyx-
NIMH A€YOK i3 dparmeHTiB TKaHUHU H3 pgocArae 3a
nitepatypHumn gaHnmn Big 0% o 94% 3anexHo Bif
AKOCTI AiarHOCTMKK natonorii B nonynauii [7]. 3a3Ha-
YeHi NyXIMHW y XJIOMNYKMKIB i3 KnacnuyHowo ¢dopmoto
BOKH3 peectpytoTb y pisHOMY BiLi — Big 2 Ao 18 po-
KiB. Y 6inbwocTi BUNagKiB wi NyxnavHM [OOPOSKICHI,
ane ix NporpecyBaHHA MOXe NPu3BeCcTn JO 0O6CTPyK-
uii cim’ABMBIAHMX NpPOTOKIB, TOoTanbHOro ¢ibpo3sy
crnepmMaToreHHoro enitenito Ta Po3BUTKY HenmigHOCTI
[6, 12, 22]. Lle obymoBntoe HeoOXiAHICTb NpoOBeeHHA
Y3[ Aeyok ycim xnonumkam i3 BOKH3 npuHanmHi
1 pa3 Ha pik.

MATEPIAJ1 1 METOOU

B enpokpuHonoriuHomy BiggineHHi HACJ
«OXMATOWT» npoTtarom 2013 poky 6yno npose-
OeHo cKpuHiHrose Y3][] aeyok 8 xnonumkam i3 BAKH3
i3 MeTOl BM3HAYEHHA YacTOTM MYXJUH AEYOK i3
¢parmeHTiB TKaHuMHM H3. CepepfHin Bik xnonuukis
cknas 9,7 [3,9; 14,5] poky, TpmBanictb BAKH3 - Big
10 mic. o 6 pokiB.

TakoX MpoBefeHO PeTPOCneKTUBHUM aHani3 29
icTopilt xBopobu paitel i3 BAKH3 i3 3aBepLieHum npo-
Lecom pocTy (i3 3aKpuUTUMM 30HamMK pocTy). Cepesl HUX
6yno 14 xnonuukiB i 15 AiBunmHOK. CepepnHili BiK
HiBUMHOK cknas 15,8 [14,4; 17,2] poKy, XNONUnKIiB —
14,1 [13,8; 16,9] poky. CinbyTpatHy ¢opmy BIAKH3
mManu 17 nauieHTiB (y T.4. 10 xnonywukis), npocty
BipunbHy — 6 nauieHTIiB (i3 HUX 4 XNOMUMKK), Mi3HIO
HeknacnyHy ¢Gopmy 3apeecTpoBaHO y 6 [HiBUMHOK.
KoHTponbHy rpyny cknanu 39 3[0poBux fiTen: 22
Xnonynkm cepeaHboro Biky 14,5 [13,1; 17,0] poky Ta 17
[iBYMHOK Bikom 15,2 [13,6; 17,7] poky.
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PE3YJIbTATU TA OBITrOBOPEHHA

Y 8 obcTexeHUX XNOoNYuKiB cepefHili piBeHb
17-OHP cknapaB 38,1 [7,9; 64,3] Hr/Mn (HOpMaTUBHI
3HaueHHA 0,7-1,7 Hr/mn). Tig Yac uinboBOro npo.e-
oeHHA Y3[] s€4oK y 2 XnonuukiB (TOOGTO Yy KOXHOro
yeTBepToro) 6yno BUABMEHO 3MiHU EXOCTPYKTypu
000X FAEYOK Yy BUMNAAI TiNnepexoreHHNX BKIOYEHb
po3mipom 2-5 MM, AKi BignoBigalTb MOYATKOBIN
cTagii nyxnavHu. PaHiwe gitAam He nposoamnocb Y3[
AEYOK, | Nulle 3aBAAKM UinecnpAaMoBaHOMYy ob6cCTe-
MEeHHI0 Yy H1X O6yno BUABNEHO NaTOJONiYHi 3MiHW. [iTen
6yN0 NPOKOHCYNbTOBAHO YPOJSIOrOM, MPOBEAEHO KO-
peKuito 3amicHOi ropmoHanbHoi Tepanii BOKH3, peko-
MeH[10BaHO ANHAMIUHEe CNoCTepeXeHHsA 1 060B'sI3KOBe
OOTPUMaHHA KomneHcauii xsopobu. Mpobnema nyx-
NNH AevokK y piten i3 BOKH3 Bumarae noganbworo
JOCNIgXKeHHA 3 OrNAAY Ha NOTEHUINHO Hebe3neyHi ix
Hacnigku.

3a gaHMMKU peTpoCneKTUBHOro aHanisy icrtopin
xBopob 29 pitenn i3 BAKH3 cepepHili piBeHb 17-OHP y
OiBUMHOK cKknagaB 51,42 [0,54; 129,171 Hr/mn, y
xnonuukis - 63,52 [0,09; 135,54] Hr/mn (Hopma gna
obox ctatenn 0,7-1,7 Hr/mn, p<0,001). CepepnHin
KiHueBun 3picT giBunHok i3 BJAKH3 craHoBumB 152,8
[140,6; 165,1] cm, xnonumkis — 160 [146,5; 173,5] cm,
WO He BIOPI3HAETbCA Bif, 3pOCTY LiTeN i3 KOHTPOJIb-
HOT rpynu BignoBigHOro BiKy Ta cTaTi (Tabn. 2). Ane
NMOPIBHAHHA KiHUeBOoro 3pocty pgiten i3 BAKH3 i3
OiTbMU KOHTPOJSbHOT TPynu, AKi Mann 3akpuTi 30HU
ocndikauii (KictkoBuin Bik 17-18 poKiB), Nokasano

BipOrigHO HWMX4YMIA 3pICT MaLi€HTIB
(tabn. 3).

OTXe paHi, OoTpMMaHi y JaHOMY OOCHIAXeHHI,
36iratoTbca 3 AaHMMK JliTepatypu, BiANoOBiAHO Ao
AKux gopocni xBopi 3 BAKH3, aki He 6ynu komneH-
COBaHUMM y nepiof akTUBHOMO POCTY, MaloTb KiHLe-
BUI 3PICT MEHLUUI, HiXK Y nonynauii — mamke Ha 14 cm
Y YOJIOBIKIB i Ha 8 cM Yy XiHOK [14, 16].

3a paHumu nitepatypu, AiTW NiAAITKOBOro BiKy 3
HEKOMIMEHCOBaHOo XBOPOOO MaloTb BiporigHO BU-
WM, HIX y 3aranbHin nonynadii, IMT, piBHi nenTuHy Ta
iHcyniny [7, 8, 26, 27]. Llopocni nauieHTn 3 BOKH3, aki
He [OOCArM CTIMKOI KOMMNeHcauii, MatTb rinep-
XOofieCTeprHeMIto, iHCYNiHOPEe3NCTEeHTHICTb, OcTeore-
Hito abo ocTeonopo3 i Pi3HOMaHITHI MOpPYLIEHHS
depTunbHocti [4]. Lle 0o6brpyHTOBYyE HEOOXigHICTb
BUYacHoOI giarHoctnku BAKH3 y giten Ta agekBaTHOI
KoMMeHcauii MeTaboniyHUX i FOPMOHaNbHUX NOpPY-
WeHb xBopobu. MpoTe 3a Hawwumu gaHumu, IMT B
obcTexeHnx AiBumHok i3 BJKH3 BiporigHo He Bia-
Pi3HABCA, @ Y XJIONYUKiB OyB BipOrifHO BULLMM, HiXK Y
AiTe KOHTPONbHOI rpynK BiANOBIAHOIT cTaTi (Tabn. 4).

BukopuctaHHAa MK go3Bonae ocarti KomneHcauii
XBOPOOU i3 3aCTOCYBaHHAM MiHiMaNbHO edeKTUBHUX
o3 K, 3i 3MeHLIEHHAM PO3BUTKY CUCTEMHUX edeKTIB
K. Tomy ana pobopy apgekBaTHOI 3amicHOI Tepanii
HeobOXigHO BMABNATK y piTen i3 BAKH3 npuxoBaHun,
6e3 ABHUX KNiHiYHKX NposBis, aediunt MK.

Mig Hawmm cnocTepexeHHAM nepebyBanu 7
nauieHTiB i3 cinbyTpatHolo dopmoto BAKH3: 4 xnon-

i3 BOKH3

Tabnuys 2

3picT piTei i3 BpogKeHO0 ANCPYHKLiEI0 KOPY HAAHNPKOBUX 3aM03
NOpPiBHAHO 3 TaKMM 3J40POBUX AiTell aHaNnoriyYHoro BiKy Ta cTaTi

Xnonuukn AiBUMHKMN
Moxasuuk xBopi Ha BAKH3 | KkoHTponbHa rpyna xBopi Ha BAKH3 | koHTponbHa rpyna
(n=14) (n=22) P (n=15) (n=17) P
. 14,1 14,5 15,8 15,2
Bik, poku [13,8; 16,9] [13,1;17,0] e [144;17,2] [136;17,7] 063
. 160 158,1 152,8 157,2
3picr, cum [146,5; 173,5] 150316591 %21 [1406;165,1] [150,4; 164,1] o
Tabnuusa 3
3picT gitelh i3 BpogKeHOO ANCPYHKL i€ KOPY HAAHNPKOBUX 3a5103 NOPIBHAHO
3 TaKUM fiiTell KOHTPOJNbHOI rpynu, AKi MaloTb aHaOriYHMIA KiCTKOBUIA BiK
Xnonumkn AiBUnHKMN
Moxasuuk xBopi Ha BAKH3 | koHTponbHa rpyna xBopi Ha BAKH3 | koHTponbHa rpyna
(n=14) (n=13) P (n=15) (n=11) P
KicTkoBui 17,0 17,1 07 16,8 16,5 078
BiK, pOKM [16,0; 18,0] [16,5; 18,0] ! [16,0; 18,0] [15,8; 18,0] !
. 160,2 176,2 152,8 163,1
3pict, cm [146,5; 173,5] [164,5; 183,4] 0,02 [140,4; 165,1] [152,6; 170,4] 0.03
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Tabnuus 4

Maca Tina giten i3 BpogxeHot AnchyHKL €0 KOpU HAAHNPKOBKX 3a/103 NOPIBHAHO 3 TAaKOI 340POBUX AiTen
KOHTPOJIbHOI rpynu aHanoriyHoro BiKy i cTaTi

Xnonumkun DiBUnHKN
Mokashuk xBopi Ha BOKH3 | KkoHTponbHa rpyna xBopi Ha BAKH3 | koHTponbHa rpyna
(n=14) (n=22) P (n=15) (n=17) P

. 14,1 14,5 15,8 15,2
Bik, pokwm [13.8: 16,9] [13.1: 17,0] R [14,4;17,2] [13,6;17,7] 063

229 18,3 21,5 20,2

2 ’ ’ ’ ’

IMT, K/ (188 270] (15,8 20,8] 002 117625 [17,3;23,1] 029

unku, Bikom 12,3 [5,8; 16,8] poky, i 3 AiBUNHKM, BiKOM
10,65 [4,2; 17,1] poky. Lli xBopi oTpumysanu ¢nygpo-
KOPTM30H A0 BiKy 1-4 pokiB, MOTiM, 3aBAAKMN CTano
HOPMaJIbHMM MOKa3HMKaM Kasilo Ta HaTpilo y KPOBi,
npenapat im 6yno BigmiHeHO. Yci nauieHTU manu
3HayHe nepesBuLLeHHaA piBHA 17-OHP, HopmanbHi piBHi
Kanio Ta HaTpilo B KPOBi. Y uMx JiTen He BAaBanocsa
JOCArT! KoMneHcaLlii XBopobu Ha TNni MakcUmarbHOT
TepaneBTUYHOI A03U Ta aJeKBATHOI KPaTHOCTI npuin-
MaHHs TK. MNauieHTam 6yno npoBefeHO JOCNiAKEHHSA
AKTUBHOCTI peHiHy nnasmu (API1), noKasHUKM AKOro B
yCiX 006CTEXEeHUX NepeBuilLyBaB HOPMATUBHI 3HAYeH-
HA, Lo CTasIo MiACTaBoto ANA fiarHOCTYBaHHA AediunTy
MK i npu3HaueHHA NiKyBaHHA GNyapOKOPTU3OHOM
nig koHTponem AP i 17-OHP (tabn. 5).

Yepes 2 micAui nokasHmKn y Kposi 17-OHP Ta APT1
BiporigHO 3HM3MAUCA, i NiKyBaHHA GnyapoKOpTU30-
HOM LM navieHTam 6yno nNpoaoBXKeHoO.

BVUCHOBKU
1. HeobxigHo BusBnATU npuxoBaHuin gediunt MKy
xBopux Ha BJKH3 ana oGrpyHTyBaHHs MpusHa-
yeHHA npenapatie MK i MoOXnnBocCTi gocAartu

3. Y nikyBaHHi giten i3 BOKH3 y nepiopg ix akTuBHOro
pocCTy AouinbHO BMKopuctoByBatn K KopoTKoi
abo cepepHoi Aii Ta BpaxoByBaTW iHAUBIAYasNbHi
ocobnuBocTi metabonisamy MK ana 3anobiraHHA
X nepefo3yBaHHIO Ta MOAIMWEHHA NPOrHO3y
3pOCTy.

4, [liTm 3 TpMBaNO HEKOMMEHCOBAHOW XBOPOHOIO
MalOTb HVPKYNIM KiHLEBUI 3PIiCT BHACNIQOK paH-
HbOIO 3aKPUTTA 30H POCTY.
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PE3IOME

Oco6eHHOCTN 3aMeCcTUTEeNbHOI Tepanuun
BpoXAeHHo ANCcPYHKLNN KOPbI
HaZNoO4Ye4YHVKOB Yy fieTell
H.b. 3enuHckas, H.J1. [lozadaesa,
E.B. Tno6a, U.10. LLleg4yeHKko

B ctaTbe npepctaBnieHbl AaHHble nMTepaTypbl U
COOCTBEHHbIE MO BOMPOCAM HeafeKBaTHONW Tepanuu
JeTen C BpoXAeHHOW ANCYHKLUMEN KOpbl Haanovey-
HukoB (BAKH). Jloka3aHa He0OXOAUMOCTb BbIsIBNEHUSA
CKpbITOro geduuymta MUHEPANOKOPTUKOMAOB ANA
NMOMyYEeHNA CTOMKOM KOMMEHCaUun rOPMOHasbHbIX
nokasartenen 6e3 nepefo3vpPoOBKU TIOKOKOPTUKOU-
OB, a Takxe npoBefeHua Y3 Anyek BceM mManbuu-
kam ¢ BOKH gna cBoeBpemMeHHOro BbIAABNEHUA Ony-
XoJier TeCTUKYNAPHOW TKaHW. [ToaTBep»KaeHo paHHee
3aKpbITVEe 30H POCTa NPW XPOHUYECKON AeKOoMMNeHCa-
L1n 3aboneBaHus.

KnioueBble cnoBa: B[IKH, netn, 3agepkka pocTa,
AedbuuMT MUHEPANIOKOPTUKOMAOB, OMNYyXOSb TeCTUKY-
NAPHOW TKaHMW.
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N
SUMMARY

Pecularities of congenital adrenal hyperplasia
replacement therapy in children
N. Zelinskaya, N. Pogadaeva,
E.Globa, I. Shevchenko

The article presents literature and own data on
inadequate treatment of children with congenital
adrenal hyperplasia (CAH). The necessity to identify
hidden mineralocorticoid deficiency for stable
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compensation in hormonal parameters without an
overdose of glucocorticoids , as well as testicular
ultrasound of all boys with CAH for early detection of
tumors of testicular tissue was proved. early Closure of
the growth zones in chronic disease decompensation
was confirmed.

Key words: CAH, children, growth retardation,
mineralocorticoid deficiency, tumor of testicular
tissue.
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