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Llenb — npoaHannanpoatb ropMoHabHblil CTaTyc y AeTeil YKpanHbl C BPOXAEHHON ANCHYHKLMEN KOpbl HAANOYE4YHNKOB, KOTOPbIE HAXOAATCA Ha Tepanuu
pa3HbIMU BUAAMN TMOKOKOPTUKONAOB; BbISBUTL BO3PACTHbIE OCOOEHHOCTW NOAX0AA K 3aMECTUTENbHON Tepanui aTO NaTonornm.

MaumnenTbl u metoabl. Cosfana 6as3a AaHHbIX NauueHToB B Bo3pacte 0-17 NeT ¢ BPOXAEHHOW AMCKYHKLMER KOpbl HAANO4YeYHUKOB, 06YCNOBEHHON
pecouuntom 21-rugpokcunasbl. ONpoLLeHbl NALNEHTbI U UX POAUTENY MO NOBOZY BbIMOMHEHUS PEKOMEHAALINA BPaia B OTHOLLIEHUM COBNIOAEHNS JO3MPOBAHUSA
1 KPaTHOCTM npuema npenapatos. [0My4eHHble pe3ynbTaTbl CTATUCTMYECKM 06paboTaHbl C MOMOLLbIO CTaHAAPTHBIX METOAOB CTAaTWUCTUYECKOrO aHann3a
C UCNONb30BAHNEM NPOrPAMMHOro o6ecneyqeHns ans nepcoHanbHoro kKomnbtotepa: Microsoft Excel u Statistica 6.0. Vicnonb3oBaHbl MeTofbl 0NUCaTENbHOI
CTATUCTMKN. BbiNonHeHa npoBepka COOTBETCTBUS PACCMATPMBAEMbIX MEPEMEHHbIX HOPMalbHOMY pacnpefeneHunio no kputepuio Konmoroposa—CmMunpHoBa.
Pacnpegnenenue uccnefyemoro npu3Haka cyutanocb HopmanbHbiM npu p>0,05. [aHHble npoaHanu3npoBaHbl C NOMOLLbIO NapameTpuyeckmx
1 HenapameTpu4eckmx MeTOAOB CTAaTMCTMKW. OLeHeHa 4acToTa Hanuyus Cry4aeB B MPOLEHTaX, MpeACTaBneHbl Pe3ynbTaTbl Kak CPeAHee 3HaueHue
(M) + ctaHpapTHoe oTKnoHeHue (SD). [ing cpaBHeHWs ABYX BbIGOPOK C HOPMaNbHbIM 1 HEHOPManbHbIM pacnpeaeneqem npumeHen t-kputepuii CtblofeHTa
(napameTpuyeckuin MeTod) u Kputepuii MaHHa—YuTHW (HenapameTpu4eckuii METOA), COOTBETCTBEHHO, Pa3HULA cyuTanach BeposaTHom npu p<0,05.
PesynbTatbl. YCTaHOBMEHO, 4TO MO4TM 50% [feTeil C BPOXAEHHOW AMCCHYHKUMENR KOpbl HAANOYeYHMKOB MONYHAOT HEafeKBATHYI 3aMeCTUTENbHYIO
ropMoHanbHyto Tepanuio, 35% nauneHToB umetoT yposeHb 17-OHP, Gonee 4em Ha (+)3C NpeBbILAIOLNA HOPMATUBHbIE 3Ha4YeHMs. [lokasaHbl nyTn
ONTUMM3ALNN TOPMOHAMBHOI Tepannui pasHbIX )OPM BPOXKAEHHON ANCHYHKLMM KOPbI HAAMOYEYHUKOB BCEACTBIE Aecouunta 21-rugpokcunassl.

BbiBoabl. [offepKaHne HopManbHO KOMMNEHCaLM BPOXAEHHON ANCHYHKLMA KOPbI HAANOYEYHUKOB Y ieTel ABNSETCS HENPOCTON 3afadeil, Tak Kak BCera
VMEETCH PUCK MEXAY Nepeso3npoBKON W HEAOCTATOYHOM 030/ TOPMOHOB M3-32 NAGUILHOCTU 06MEHHbIX MPOLECCOB Y AETEN B Nepuof akTUBHOro pocra
1 passuTna. Heo6X0AMMO NPOBOAUTL PasbACHUTENbHYID PaboTy CPeAn POAWUTENed W NOAPOCTKOB C BPOXAEHHON AVCHYHKLMEN KOpbl HaANO4Ye4HNKOB
Ans cobmiofieHns PEeKOMEHLOBAHHbIX [03 W CXeM npuema ropMOHanbHbIX MpenapatoB, CBOEBPEMEHHO MOHUTOPUPOBATb FOPMOHANbHbIA CTaTyC
INS YNyyLWeHns KOMNEeHCcaLmn BPOXXAEHHO ANCKYHKLMEN KOpbl HAAMOYEYHUKOB 1 NPeLynpexaeHns pa3BuTIAS OCNOXHEHWIA 3a60neBaHms.

Kniouesble cnoBa: BpOXaeHHast AUCHYHKLNS KOPbI HAAMOYEYHUKOB, 1eTH, FOPMOHabHas komneHcauus, 17-OHP, rmoKOKOPTUKONAbI, MUHEPANOKOPTUKONBI.

BBeneHue

pokaeHHAsT AMCHYHKINS KOPBl HAMOUYEYHUKOB

(B/IKH) — remnerndeckoe 3abosieBaHme € ayTo-
COMHO-PeIleCCUBHBIM THUIIOM HacJle[loBaHUs, IIPU KOTOPOM
CHIDKAeTCsl aKTUBHOCTh (PEePMEHTOB CTepomoreHesa
B HAJNOYEYHUKAX  BCJEJNCTBUE  MYyTallM¥  TEHOB,
KOAMPYIOUTNX 3TH (hepMeHTHI. B pesyibTare cHIKaeTcst po-
IYKIWST KOPTH30J1a, MO MPUHITHITY 06PaTHOI CBSI3U yBEJIH-
YuBaeTcsl ypOBeHb aJAPEHOKOPTHUKOTPOITHOTO TOPMOHA
(AKTT) 1 cunTe3 HAMTOUETHNKOBBIX aHPOTEHOB, UYTO MIPHU-
BOAUT K BHUPHUJIM3AINU HAPYKHBIX ITOJOBBIX OPraHOB
(HIIO) HOBOpOXIEHHBIX.

JIMarHOCTUYECKUM TOPMOHATBHBIM MapPKEPOM JIJist HAarh0-
nee dacroit opmer BJIKH, obycioieHHON aedunurom
21-ruppokcmnassl (95% Bcex ciayuaes B/IKH), sBasercs
17-runpokcuriporectpon (17-OHP). 3T1o crepoui HaxoAuTCst
B IETIOYKe CTEPOMIOTEeHe3a BhITe (hepMEHTHOTO 60K, ITO
00yCIaBIUBAET €r0 3HAYUTETLHOE TIOBBIIIEHIE TPU HATHYHN
nedexra rena CYP21, kogupytoniero ak THBHOCTD 2 1-rupok-
cunassl. Onpenenenne yposas 17-OHP nmosoxxeno B ocHOBY
HeoHaTasbHOoTo ckpuHuHra Ha BJIKH, kotopsrii Hawat
B Ykpause B 2012 1. [2].

Ifenv paGoThl — TPOAHATM3UPOBATH TOPMOHATIBHBIIA CTa-
tyc gereit Ykpannsl ¢ B/IKH, kotopsie HaxonsaTcsa Ha Tepa-
nuu pasHbIMU BujaMu riaokokopTukonsoB (I'K); BeiaBuTh
BO3PACTHbIE OCOOEHHOCTH MOAXO0/A K 3AMECTUTETbHOIT Tepa-
mun BJIKH.
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Ma‘repuanbl n MeToadbl uccrniegoBaHusda

Hamu 6blta cosmana 6asza maHHBIX nanuentoB ¢ BJIKH
B Bozpacte or 0 mo 18 mer, obycioBiACHHON AeUIIUITOM
21-rupoKcunaspl, 4YTO I03BOJIMJIO OIEHUTH COCTOSHUE
TOPMOHAJTBHON KOMIIEHCAITMN 3THUX JeTell. basa maHHbBIX
€O3/IaBaJiach C UCHOJIb30BAHNEM OTYETOB 0OJACTHBIX JIETCKUX
9H/IOKPUHOJIOTOB, MH(MOPMAINKN U3 TeHEeTHYeCKNX I[eHTPOB
YipauHbl 1 aHaIu3a UCTOPHiA GOJIE3HHU TAIUEHTOB, KOTOPHIE
HaXOAMJINCh Ha CTAllMOHAPHOM JIEYEeHUH B OTJeJIeHUsIX
HamnonambHo#t IETCKOH Cennagn3upoBaHHON OOTLHUITBI
(HACB) «OXMAT/IET» 3a nepuox 2009-2014 rr.

CocTossHUE TOPMOHAJIBHOM KOMIEHCAIINH MHaIl[MeHTOB
oreHnBasioch 1Mo ypoBHIO 17-OHP u akTtuBHOCTH peHMHA
miasmbl (APID). Hopmarusnueie 3nauenus 17-OHP u APII
COOTBETCTBOBAIN [TaHHBIM KJIMHUYECKUX JTabopaTOpuUii,
B KOTOPBIX MPOBOAUIOCH OOCIEA0BAHUE, U COCTABJISLIN: [IJIsA
17-OHP — 0,07-1,7 ur/mu, APII — 7,54—-42,3 ur/n. Y nereit
70 1 roja sKM3HM KpHUTEpHeM KOMIIEHCAIMH CUYUTAJICS yPO-
Benb 17-OHP, koropsiii He npesbitian 10 ur/mir. Bee nokasa-
temn 17-OHP 6butit pasfesierbl Ha rpymms B 1-if rpymie
17-OHP npessiian BepxHioio rpanuity Hopmsl ot (+)16 1o
()20, Bo 2-i1 rpymme 17-OHP coctasmsan (+)2 — (+)3c
u B 3-ii rpymmie 17-OHP cooTBeTcTBOBAT MOKa3aTessaM, bosee
yeM Ha (+)30 npesbimaBimnM HopMmy. VceaenoBanue ypoBHS
17-OHP u APII npoBoaniocs MeTo0M NMMYHO(MEPMEHTHO-
ro anaymsa APII — ¢ 3a60poM KPOBH B BEPTUKAJIBHOM MOJIO-
SKeHUH GOJIBHOTO.
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Tabnuuya 1
PacnpepeneHue peten ¢ BPOXAEHHOW aUCcPyHKLUMEn KOpbl HAANOYE4YHUKOB
rno noJjly u BoO3pacTy Nno AaHHbIM peecTpa
Mon Bcero neteit | - BOSpaCTP;II:I-Ie rpynnbi o .
- 161 17 43 45 26 30
(48,5%) (5,1%) (13,0%) (13,6%) (7,8%) (9,0%)
171 5 46 47 33 40
Resoku (51,5%) (1,5%) (13,9%) (14,2%) (9,9%) (12,0%)
Bcero 332 22(6,6%) 89(26,9%) 92(27,8%) 59(17,7%) 70(21%)
Tabuya 2
PacnpepneneHue petei no nony ¢ pasHbiMmm popmamu BPOXAEHHON ANCHYHKLUN
KOpbl HAANOYEe4YHUKOB, 00YCNOBNEHHOI aeduuuTom 21-rugpokcunasbl
®opmbl BOKH
BUpUIbHas conbTepsowas Nno3aHsAA Heknaccuyeckas
MaInb4vKm [EBOYKM Manb4vKu [E€BOYKM MaInb4vKm [EBOYKM
56 (16,9%) 74 (22,3%) 105 (31,6%) 87 (26,2%) - 10 (3%)

Taxske GBUIM OMPOIIEHBI TAIUEHTHI U UX POAUTENH IO
MOBOJIY BBINOJHEHUS PEKOMEH/JANNIT Bpaya B OTHOIICHUN
COBTIOEHIIST TO3UPOBAHUS 1 KPATHOCTH TTPUEMA TTPETIapaTosB.

Craructudeckass 06paGoTKa TMOJIYYEHHBIX PE3YJIBTATOB
MIPOBO/IUJIACH C TTOMOIIBIO CTAHIAPTHBIX METO/IOB CTATHCTH-
YECKOTO aHAJIM3a C MCIIOJAb30BAHIEM MTPOrPAMMHOTO obectie-
yeHWs I MEPCOHATBHOrO KoMmmbloTepa: Microsoft Excel
u Statistica 6.0. [l mpencTaBiIeHUs MOJTYYEHHBIX TaHHBIX
UCIIOIb30BAJINCh  METO/bl  OIMCATEJbHON CTaTUCTHKU.
BolnosiHsIach IPOBEPKA COOTBETCTBUS PACCMATPUBACMBIX
HepeMeHHbIX HOPMAJIBHOMY pacIpefleJIeHnIo M0 KPUTEPUIo
KoamoropoBa—CmuproBa. Pacmipenenenne mccaemyeMoro
MpU3HAKA CYMTATIOCh HOPMa/IbHBIM 11pu p>0,05. [JanHble aHa-
JIM3UPOBAJIMCH C TIOMOIIBIO TTAPAMETPUYCCKUX M HElapame-
TPUUYECKUX METO/0B craTucTuKu. OIleHnBajJach 4acTora
HAJIMYMs CJIyYyaeB B INPOIEHTAX, Pe3YJIbTaThl IIPE/ICTABJIECHDI
Kak cpenHee 3HaueHue (M) *+ cranmapTHoe otkiIoHeHme (SD).
Jl1st cpaBHEHUS [IBYX BBIOOPOK ¢ HOPMAJIBHBIM 1 HEHOPMAJTh-
HBIM pacrpesiesienrieM npuMmensics t-kpurepuii CTbiozieHTa
(mapamerpuueckuil Metosn) M Kpurepuii MaHHa—YUTHHI
(HemapaMeTpUIecKUil MeTOT ), COOTBETCTBEHHO, PA3HUIIA CUH-
Tasach BepositHoit ipu p<0,05.

Pe3yanaTb| nccnepgoeaHnsa U ux 06cy)Kp,eHV|e
B 6asy mannbix nanuentos ¢ BJIKH, ob6ycioBieHHON
nebunurom 21-rugpokcuiasbl, Boman 332 pebeHKa:
161 maspumk n 171 geBouka (tabm. 1). ¥ 7 (2,1%) neBouex ¢
Bbicokoii crerenbio Bupuimnsaiun HITO mno Ilpazgepy [12]
npu poskaeHur 3abojieBaHue He [IMArHOCTHPOBAHO. ITH
HapyIIeHNsT IMETH MECTO B MY3KCKOM T10JI€, HO UX POANUTENN

[ ($lo<(+)2c [ (+)2-30 [] >(+)3c

35%

50%

15%

Puc. 1. Konv4yecTBo NaumeHTOB C BPOXKAEHHOW AMCHYHKUMEN
KOpbI HAANOYEYHIKOB C pa3HbiMu nokazatensamu 17-0HP cooTBeT-
CTBEHHO CUIrMaJibHbIM OTKOHEHUAM

ISSN 1992-5891 MEPUHATONOINA W MEAVATPUA 1(61) /2015

OTKA3aJINCh OT CMEHBI IPAKJAHCKOTO I10JIa HA JKEHCKUI
13-32 TIOTEHITMAJIBHDBIX HOCJIEAYIONINX 32 9TUM COIUAIbHBIX
mpobJteM.

Bee nern ¢ BJIKH 6buin pasgesneHbl Ha 5 BO3PACTHBIX
rpymm: B rpymmy [ Bommm 22 (6,6%) peberika B Bo3pacte
no 1 roma, B rpymmy II — 89 (26,8%) mereit B BO3pacte
1-3roma, B rpyrmy 111 — 92 (27,7%) peberika B Bogpacte 4—7 e,
B rpymmy IV — 59 (17,8%) nereii B Boszpacte 8—11 uer,
B rpymny V — 70 (21,1%) nanunenros 12—17 ser (taba. 1).

U3 332 pereii ¢ B/IKH Bupusbnas popma (BD) guarmo-
cruposana y 130 (39,2%), combrepsiionias popma (CD) —
y 192 (57,8%) peberka n mMO3aHsII HeKIaccudeckas hopma
(ITH®D) — y 10 (3%) neBouek (Tabu. 2).

B 1esiom 1o Ykpaunse B cCOCTOSTHUM KOMIIEHCAIIMHA TOPMO-
HAJIbHOTO CTATYCa HAXO/SATCS TOJIBKO MOJOBIHA BCEX MallleH-
toB ¢ BJIKH, a y 35% naiuenros yposetb 17-OHP npessi-
maet 3 6 (puc. 1).

AHamn3 cOCTOSHUSI KOMIIEHCAIIUN TIallMeHTOB Pa3HBIX
BO3PACTHBIX TPYIIT IOKA3AJ, YTO HU B O/IHOI U3 HUX CPe/IHIEe
nokazatenn 17-OHP ne BXxomar B pedepeHTHBIE TPAHUITHI
HopMbl. CaMblil BBICOKUI TIPOIEHT JeTell € MOKa3aTessiMu
17-OHP 6ouee (+)30 HabaomA€TCS CPEN MATTMEHTOB TPYIIIT
II u V (1aba. 3).

Kpurepun komnencanuu B/IKH y nereii 1o 1 roxa oriu-
YaloTCsT OT MAIMEHTOB OoJiee CTapImero Bospacta. B cBszu
C BbICOKOﬁ NHTEHCUBHOCTbBIO U Jla6I/IJIbIIOCTbIO 06Melll]bIX
MIPOIIECCOB Y JleTeil BO3PACTHOI TPyIIbl | He pekoMeHyeTcst
nobuBaThCsT ueabHON KommeHcaruu yposus 17-OHP,
U TOPMOHAJIBHO KOMIIEHCUPOBAHHBIM CUMTAETCsl PeOEHOK
C HOPMQJIbHBIMU TeMIlaMi (HU3UYECKOTO PA3BUTHS, OTCYT-
crBueM mnporpeccupoBanust Bupmiausaiun HIIO [4] mpm
yposHe 17-OHP e 6Gosee 10 ur/mi. TTocre 1 roma kusau
B/IKH cuuTtaeTcsi KOMIIEHCUPOBAHHOU y JieTell C ypOBHEM
17-OHP, xoTOpbIil COOTBETCTBYET HOPMATHBAM KITMHIYECKUX
mabopatopuii, B KOTOPBIX TPOBOAUIOCH 0OCIEIOBAHIE,
u coctasisier 0,07—1,7 ur/mi. [loaTomy B Bo3pacTHoll rpyI-
ne I, korza MeHsieTcst KpUTepHii KOMIICHCAIUK 110 YPOBHIO
17-OHP na 6ojiee HUBKWIi, OCTAETCS BBICOKMM IIPOIEHT
MAIMEHTOB, Y KOTOPBIX ellle He JJOCTUTHYTHI 1[eJIeBble TI0Ka3a-
tesm 17-OHP. B BospactHoit rpyniie V BBICOKHUIT y/eIbHBII
BEC HEKOMIIEHCUPOBAHHBIX [AIIMEHTOB OOYCJIOBJIEH TEM, Y4TO
€ HAYaJIOM TI0JIOBOTO CO3PEBAHMS Y TTOJIPOCTKOB Ha (hOHE TOP-
MOHAJIHOW TI€PEeCTPONKM OpraHu3ma (OopMHPYIOTCS IOBe-
JieHYeCKre OCOOEHHOCTH, 3AKJIIYAIONINECS B OTPUIAHUN
60JIC3HHU, HETATUBHM3ME 10 OTHOIIEHHIO K PEKOMEH/AIMSIM
Bpaya ¥ T.IL., & TAKKe IIPOUCXOAUT UHTEHCUDUKAIMS GHOXHU-
MHUYECKUX TIPOIIECCOB, B TOM YHUCJIE M HOBBIIIEHNE KIMPEHCa
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Tabnuya 3

YpenbHbI BEC NAaLUEHTOB C BPOXAEHHON ANCOYHKLMEN KOPbI HAAMOYEYHMKOB Pa3HbiX BO3PACTHbIX Fpynn
c pasHbiM ypoBHeM 17-OHP (B curmanbHbIX OTKJIOHEHUSX OT HOPMbI)

O0>(+)3c O(+)2-3c O(+)1o-<(+)20

Pue. 2. YoenbHblii BEC NALMEHTOB C BPOXAEHHON ANCHYHKLMEN
KOpbl Haano4Ye4yHUKoB ¢ nokazatenamu 17-OHP, oueHeHHbIMU
N0 CUrManbHbIM OTK/IOHEHUAM, Ha Tepanuu pasHbIMK TTHOKOKOP-
Tukoungamu (%)

20 -

g

0 T T 1
NPeHn30M10H rMAPOKOPTU3OH [eKcaMeTa3oH

CpepHuii ypoBeHs! 7-OHP, Hr/mn

Pue. 3. YposeHb 17-OHP (Hr/mn) y AeTein ¢ BpOXKAEHHON AncyHKLN-
/i KOpbl HAANOYE4YHUKOB Ha JIEYEHNUI Pa3HbIMI FOKOKOPTUKOMAAMM

KOPTU30J1a, 9TO TpeGyeT yBenndenus kparnocty npuema 'K
U, B YaCTHOCTH, THIPOKOPTU30HA, NHOT/IA JI0 4—5 pa3 B CYTKH
[6, 7, 10, 12, 14]. IlpeanoxeHHBIN PEXUM Tepally 4acTo
UTHOPUPYETCs NOAPOCTKAaMU. Tak, corylacHO JaHHBIM OIIpoca
narentoB ¢ B/IKH B Bospacte 11-18 set, okoso 43% 13 Hux
CaMOCTOSITEJbHO YMEHBINAIOT KPATHOCTD IIPUEMa THAPOKOP-
TH30Ha 70 1-2 pa3 B CyTKH, HECMOTPSI Ha PEKOMEHAINN

BoapacTHas rpynna n CrteneHb OTKIIOHEHUS OT HOpMbI YpoBHA 17-OHP
(1o -<(+)2 0 ()20 -(+)3 0 >(+)30

| 20 55,0 25,0 20,0

Il 81 45,7 21 33,3

1} 74 60,8 18,9 20,3

[\ 41 48,8 19,5 31,7

V 48 41,7 16,6 4,7
DH/IOKPUHOJIOTA, YTO MPUBOAUT K MOBBIIIEHUIO Y HUX YPOBHS

100 % 17-OHP.

B coBpemMeHHOU KIMHWYECKOHW MpaKTHUKE JJiS JIEUeHUS
25,3 .
80 4 89 a5 1 333 B/IKH pekomenmyercs JHCHONIB30BATD 'K KOPOTKOI
’ ’ (THIPOKOPTHU30H) U CPeiHeil TPOAOIIKUTETHHOCTH JAEeHCTBUS
60 - 14,9 16,7 (npenausonon) [1, 3, 4, 5, 13]. TUIOKOKOPTUKOU/IBI JTUTEID-
HOTO JIefcTBUS (JleKCaMeTa30H) HAa3HAYAIOTCS TOJIBKO Taliy-
40 €HTaM C 3aKPBITBIMKU 30HaMU pocTa. Pexomenjyembie 10361
NPEHU30J0HA IS 3aMECTUTEbHON Tepanuu OOJbHbBIX
20 65.8 50 50 ¢ BJIKH, cormnacto niporokodaty [1], cocraisiior 2,5—5 mr/m2
MOBEPXHOCTHU TeJjia B CYyTKU, THAPOKOPTH30HA — 7—20 Mr/M2.
0 . , ’ CorylacHo Hamieil 6ase JaHHBIX, TPEIHU30JOH OJIyYaJn
MPEOHU30NOH  MMAPOKOPTU3OH  [eKCaMeTasoH 92 (27,7%) pebeHka B cpeiHeil CyTO4YHOII  z03e

5,2£2,2 [1,25-10,86] mr/m2, ruapoxopruson — 226 (68,1%)
nereii B foze 16,2+7,5 [3,0-50,0] mr/mM2 B cyTKH, eKkcameTa-
300 — 6 (1,8%) mompoctrkos B mo3e 0,17+0,08 [0,08-0,25]
mr/M2 B cyTiE (Tabir. 5).

OT mpoBesieHrsI TATOTeHETUYECKON TePAITUU OTKA3AIUCH
pomurenu 6 (1,8%) nereii: 1 manbunka ¢ BO BJIKH, 2 neso-
yek ¢ [TH®, a tak ke 3 naunentok ¢ BD ¢ sxenckuMm renoru-
MOM ¥ MY>KCKUM (DEHOTHUIIOM, KOTOPbIE IIPU POKIEHUH ObLIN
3apEruCcTPUPOBAHBI B MY’KCKOM TI0JI€ 1 OTKA3aJIUCh OT CMEHBI
moJia Ha JKeHckKui, moaromy teparnuio ['K we momywamu st
PEJIOTBPAICHUsT PA3BUTHSI BTOPUYHBIX TIOJIOBBIX TIPU3HAKOB
110 JKEHCKOMY THITY ¥ COXPaHEeHUsI BBICOKOTO YPOBHS aH/[POTe-
HOB HQ/[IIOUEYHUKOB, 00ECTIeUNBAIOIIEr0 MYKCKON (heHOTHII,
BBIOPAHHbII POAUTENAMU 15 PeOEHKa.

AHann3 cTerneHr TOPMOHAIBLHONW KOMIIEHCAIUN TIal[HeH-
ToB ¢ B/IKH na tepanuu pasusivmu Bugamu I'K mokasas, uto
B TPYIIIE [IETEl, TTOIyYaioONNX TUAPOKOPTU30H, BBIIIE KOJIM-
4ecTBO TeX, y Koro nokazatesu 17-OHP npesbrmator (+)30,
a Takske Boiie ypoBenb 17-OHP, yem y neteit, Haxogsammxcs
Ha Tepanuy MPeIHI30J0HOM U JeKcamerasoHom (puc. 2, 3,
Tabu. 4). IT0 MOKET ObITh 0OBACHEHO HECKOJbKUMU TIPUYH-
Hamu. Bo-TiepBbIX, cpeHsst f03a TMPeIHI300Ha, 10 HAINM
JAHHBIM, Y 3THX IAIUEHTOB COCTABJISET B cpepHeM 5,2+22
[1,25-10,86] Mr/m2, 4Tto MpeBBIIAET PEKOMEHIyeMble HOP-
Mmartussl [1, 4, 5, 13]. Bo-BTOPBIX, IOCKOJIBKY THAPOKOPTU3OH
SIBJISIETCSI TIPerapaToM KOPOTKOTO JEHCTBUs U, KaK HPaBUJIO,
€T0 CYTOUHYTO /103y PEKOMEH/LYIOT Pa3/iesisiTh Ha 3—5 MPUEMOB
[1, 3, 4, 7, 8], uTo cosmaer onpezneeHHbIe Hey0OCTBA /IS
MAIUEHTOB, 0COGEHHO TIOIPOCTKOB, M YaCTO MPUBOJUT K IIPO-

Tabnuua 4
Moka3aTtenu 17-0OHP (Hr/mn) y aeTteii c BpoXXaeHHO ancoyHKumnen
KOPbl HAANOYE€4YHMUKOB Ha JIeYeHNM Pa3HbIMU IMIOKOKOPTUKOMAAMM
Mpenapat
2 npegHU30NoH TMAPOKOPTU3OH AeKcaMeTa3oH
CpepnHsaga cyToyHasa gosa (Mr/m°) 5222 16,2¢7,5 0,17£0,08
[1,25; 10,86] [3,0; 50,0] [0,08; 0,25]
KonnyecTBo geTeii ¢ (+)10 - <(+)20 65,8 50 50
pasHbIMK MokasaTenamu (+)2 - (+)30 149 16,7
17-OHP (%) > (+)30 253 35,1 33,3
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Puc. 4. CpepHue nokasatenu ypoBHsa 17-OHP (Hr/mn) y geteii ¢ conb-
TepsatoLLein (hOPMOIA BPOXKAEHHON ANCYHKLMN KOPbl HAAMOYEYHU-
KOB Ha Tepanuu rujpoOKOPTU3OHOM ¥ NPEAHN30SI0HOM

myckaMm rpuema mperapara. [Ipu cpaBHUTENbHOM aHaIn3e
yposust 17-OHP y nmanuenros ¢ CO u BO B/IKH, koropsie
MOJIY4aIoT THAPOKOPTU3OH U TIPEIHU30JI0H, BIsSIBJIEHA aHATIO-
TAYHasg 3aKOHOMepHOCTh: ypoBeHb 17-OHP y mammentos,
MOJIYYAIONINX TPEJHNU30JI0H, HUXKe, YeM B TPYIIe JeTeii,
MOJIYYAOIINX TEPATUIO THAPOKOPTU3OHOM (pHC. 4, 5).

B cxemy seuenus gereit ¢ CO B/IKH Bxomsr, kpome TK,
Takxke Mutnepasokoprukoubl (MK). 3BectHo, uTO B 1iepuo-
Jie HOBOPOYKIEHHOCTH CYIIECTBYeT (GU3NOJOTUIeCKast Pe3u-
CTEHTHOCTD K aJIbJIOCTEPOHY, TOATOMY /IS IOCTUIKEHNST OIITH-
maabhoi Kommencaun BJIKH tpebytorcst Gosee BbIcOKME
10361 MK, ¢ Bozpactom sxe ymenbimaercst morpebuocts B MK,
MHOT/IA JI0 OJIHON uX oTMeHsI |5, 10, 13].

[To mamum ganubim, u3 192 narmentos ¢ CD B/IKH mpe-
napat MK — cduyapokopruson noayuaior 178 (92,7%) nereii
B cpenreii noze 0,075+0,05 [0,025-0,3] mr/cyT.

[Tox HammMm HabJIOJEHUEM HaXOAMAUCh 9 TalMeHTOB
¢ CO BIKH: 5 Maib4uMKOB, CPeQHMII BO3PAcT KOTOPHIX
coctasun 11,9 [4,9; 16,8] nmer m 4 neBoukm B BO3pacre
10,1 [3,9; 17,1] net. dtn nanmentsr noxyuamn 'K u MK ¢
MOMEHTA yCTAHOBJIEHUS AMarno3a mo Bospacrta 1,5-4,5 mer.
3areM B CBSI3U CO CTOIKO HOPMAJBHBIMM ITOKA3aTeJISIMI
Kasmst u Hatpust npueM MK aHA0KpHHOMIOraMEI OBLT OTMEHEH.
Bce aTu naruenTh UMen 3HAYUTETbHOE MTOBBIIECHIE YPOBHS

Puc. 5. Nokazatenn 17-0OHP (Hr/mn) y geteii ¢ BUpunbHOW hopmoii
BPOXAEHHOW AUCKYHKLUUM KOPbl HAAMOYEYHWKOB HA Tepanuu
TMAPOKOPTU3OHOM W MPEAHN30I0HOM

17-OHP, nHecMoTpst Ha MaKCHUMaJIbHYIO TepalleBTUYECKYIO
no3y I'K m ontmmanpHylo KpatHocTh uX Tpuema. llocie
uccaenosanust yposus 17-OHP u APII y Bcex atux nereit
BBISICHIJIOCE, YTO TIOKA3ATEJN TIOCJIE/IHETO Y BCEX MAIMEHTOB
MIPEBBINIAIN HOPMATUBHBIE 3HAUYEHUS. JTO MO3BOJIMIIO TOJI-
TBepAUTh Hanmmuue y jereil pedurmra MK u HazHauutob
nonorauTensHO K 'K darynpoxopruson. IloBTopHoe uccie-
nosanne APIT u 17-OHP mnpoBoauioch depe3 2 mecsiia,
KoTopoe mokasano, 9yto yposHu 17-OHP u APII snaunTems-
HO cHusuKCh (Tabu. 5) u jsedenne MK atum nanmentam
OBLIIO IPOIOJIFKEHO.

B orimune ot CD, y nereit ¢ BO B/IKH uacro npucyt-
CTBYIOT MYTAallU{, IIPU KOTOPBIX COXPAHAETCA BO3ZMOKHOCTD
CHHTE3a B HaJIIOYEYHNKAX HEOOJBIIOTO KOJMUYECTBA Allb0-
CTepoHa, MMOITOMY KIMHWYECKUX IPOSBIEHUI MOTEPU COJN
y Hux Het. OHAKO TIPU YMEHbIIEHUU B PAIMOHE ITUX MAlli-
€HTOB KOJIMYECTBA TIOBAPEHHO COJIU MOTYT TIOSIBUTHCS CHM-
nrombl gedurnra MK n noseicutes yposens APII [10, 13,
15]. 3anomosputs gedunur MK y marmentos ¢ BO B/IKH
PY HOPMAJIBHBIX MOKA3aTeNSIX KA U HATPHUs KPOBH BO3-
MOKHO 110 TAaKOMY KJIMHUYECKOMY TPH3HAKY, Kak 0OJblIas
MOTPEGHOCTD B COIEHON TTHIIIE.

B ornenenun sunoxpunosornn HJCB «Oxmarmers Haxo-
JAJI0CHh Ha obcsiefioBanny 3 pebEHKa ¢ BIIEPBbIE BBISBJICHHON
B® BIKH 2 JIeBOYKM B BO3pacTe 5 MecsIeB
u 1 rox 10 mecsiieB, a Takxke 1 MaJbuWK B BO3pacre 5 Jjier
4 Mecs1a, y KOTOPBIX TIPOSIBICHUS THIIEPAHAPOTEHUH COIIPO-

Tabruya 5

AunHamuka nokasateneit 17-OHP n akTMBHOCTU peHuHa nia3mbl 40 U NMocsie NPUMEHEHU MUHEepPasioKOPTUKOMUA0B

17-OHP, Hr/Mn AP, HI/n
A — nauueHTbI MNauueHThbI
HOpMa Ao neyeHusa Yyepes 2 mec. HOpMa ao yepes 2 Mec.
MK nevyenusa MK nevyenusa MK nevyenusa MK
Manbumnkm 36,2 106" 126,2 437"
(n=5) 0.07-1,7 [11,1:126,8] 3,3: 18,8] 7,54-42,3 [100,9: 145,9] [28.7: 53 6]
[eBoukn 29,1 9,2 1171 458"
(n=4) 0.07-1,7 [11,5: 462] 5,8 12,8] 7.54-42,3 [100,6:136,5] 21,4 671]

IIpuneyanue: * — TOCTOBEPHOCTH pasTHUHMs MOKA3aTels 10 U depe3 2 Mec. jeuenus MK (kpurepuit Marnza—Yutan, p<0,05).
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BOJK/IAJINCH OTIEPEKEHNEM KOCTHOTO BO3PACTa, ITTOBBIINIEHIEM
ypoBHs 17-OHP mpn HOpManbHBIX MOKA3aTeIsAX Kajws
n narpust B kposu. Vcenenosanne APII y aTux sereii nokasaso
ux 3uauntesnbHoe mnosbienne — 120,6 [87,3; 145,2] ur/n
(HopMa Juist zieteil oGoux 1osios 7,54—42,3 Hr/in npu 3abope
KPOBH B BEPTUKATBHOM TMOJIOKEHNH TeJia pebeHKa), 4To TI03BO-
Jinio moATBepanTh Aehuniut MK 1 HazHAUUTD TOTIOJTHUTETBHO
Kk npernapatam TK durypokoptuson. Yepes 5 MecsIIieB JiedeHst
nokazaresm 17-OHP y atux meteit HOpMaIm30BaInch Ha /103€
ruppokoptusona 10,1 mMr/m2 (cpemHre /103bI THIPOKOPTH30HA
1o Gase gaHHbIX cocTapisgior 16,2+7,5 [3,0-50,0] mr/m2). Ipu
MONTBEPKACHUUN JIeDUIIUTA ATbIOCTEPOHA PA3HOU CTeleHn
BBIPAKEHHOCTH HasHaueHue Iy [POKOPTH30HA ITT03BOJISIET
TIOJIYYNTD a/IeKBATHYIO TOPMOHATBHYTO KOMITEHCAITNIO Ha (hoHe
MUHUMaIBHO addexTnBHbIX /103 ['K, 4ro ymeHnbmaer puck
Pa3BUTHUSA NX CHCTEMHBIX TT0O0UHBIX 3(PEKTOB.

[Tonnepxanne HopmambHOU koMmmencarun BJ/IKH
y ZleTell SIBJIgeTCs HEelIPOCTOll 3a/1auell, Tak Kak BCerja nMeet-
cd PUCK MEXKIY Tepelo3NUPOBKOI M HEIOCTATOYHOW 10301
FOPMOHOB M3-32 JIAOUJIBHOCTH OOMEHHBIX TIPOIECCOB Y JeTel
B IIEpUOJT aKTUBHOTO pocTa u pa3BuTus. Vcxons n3 ananmsa
6asbl JaHHbBIX TalreHToB YKpauHsl ¢ BIKH, MoxHO 3aK/i0-
YUTh, YTO HEOOXOANMO TIPOBOUTH PA3hACHUTETBHYIO PaboTy
cpeau poauteneil u noapoctkos ¢ BIIKH s cobmonenust
PEKOMEH/IOBAHHBIX /[03 M CXEM IIPHeMa TOPMOHAJIbHBIX Ipe-
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CTaH ropMOHasIbHOro CTaTycCy AiTel 3 BpOAXKEHO0 ANCOHYHKLIEI0 KOPU HAAHUPKOBUX 3a503,

oG6ymoeneHol aediuutom 21-rigpokcunasu

H.B. 3enixcekal, H.J1. Morapaesa2, €.B. Mob6al, .10. Lesyenko!, T.M. beryroBa2, 0.0. Xopowas2, B.b. ManaioHok?2

1YKpaiHCbKMIA HAYKOBO-MNPaKTUYHUIA LLEHTP eHAOKPUHHOI Xipyprii,

TpaHcnnaHTawii eHOOKPUHHMX opraHis i TkaHnH MO3 Ykpainu, m. Kuis, YkpaiHa

2HauioHanbHas aMTa4a cneujanizoBaHa nikapHsa «OxmatanT», M. Knis, YkpaiHa

MeTa — npoaHanisyBatit ropMOHanbHUIA cTatyc y Aitel YKpaiHn 3 BPOAKEHO ANCHYHKLIED KOPU HAAHPKOBKX 32103, AKi 3HaX0AATbCA Ha Tepanii pisHn-
MW BUAAMW TIIOKOKOPTUKOIAIB; PO3rsHYTI BiKOBI 0CO6AMBOCTI NigXo4y [0 3aMiCHOI Tepanii uiei natonorii.

MNauienTn Ta Mmetoaun. CTBOPeHO 6a3y faHuX nauieHTiB BikoM 0—17 pOKiB i3 BPOMKEHOK AMCHYHKLIEID KOPU HAZHMPKOBUX 3a503, 06YMOBNEHO AedhilnToM
21-rigpokcuna3u. OnUTaHo NaLieHTIB i iXHiX 6aTbKiB 3 NPMBOAY BUKOHAHHA PEKOMEHAALR Nikaps W00 LOTPUMAHHS [O3YBAHHS | KPATHOCTI NpuiloMy npena-
patis. OTpMMaHi peaynbTaTi CTaTUCTMYHO OMPALbOBaHi 32 JONOMOIOK CTaHAAPTHNX METOAIB CTAaTUCTUYHOIO aHanidy 3 BUKOPUCTAHHAM NPOrpamMHOro 3abeane-
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YeHHs Ang nepcoHanbHoro komn'totepa: Microsoft Excel i Statistica 6.0. BukopuctaHo MeToam onncoBoi cTaTMCTUKN. BUKoHaHO nepeBipky BiANoBIAHOCTi AaHMX
3MiHHUX HOPMaNbHOMY PO3NOAINY 3a kputepiem Konmoroposa—CMupHoBa. Po3nogin [ocnifKyBaHoi 03HaKK BBaxaBcst HopmansHum npu p>0,05. JaHi npo-
aHani30BaHo 32 AONOMOrOK NapameTPUYHNX i HenapaMeTpUYHUX METOIB cTaTUCTUKM. OLiHEHO YacTOTy HAABHOCTI BUNASKIB Y NPOLEHTaX, HaBEAEHO Pesynb-
TaTn K cepeaHe 3Ha4eHHs (M) + ctanfapTHe BigxuneHHs (SD). [1ns NOpiBHAHHA ABOX BWOIPOK i3 HOPMANbHUM i HEHOPMaNbHIM PO3MOAINOM 3aCTOCOBAHO
t-kputepiin CTblofeHTa (napameTpuyHuia MeTog) i kputepinnt MaHHa—ViTHi (HenapameTpuyHWiA METOL), BiANOBIAHO, Pi3HMLA BBaXanacs BiporigHoto npn p<0,05.
PesynbTatu. BctanosneHo, wo maxe 50% [LiTen 3 BPOSKEHOK AUCHYHKLIE KOPU HAOHUPKOBMX 3a5103 OTPUMYIOTb HEeafiekBaTHy 3amicHy Tepanito, 35%
nauieHTis MatoTb piseHb 17-OHP BuLniA 32 HOpMaTUBHI NOKa3HMKK NOHAA (+)3C. Bigo6paxeHo Wnsxu onTUMisawii ropMoHanbHoi Tepanii pisHux opm Bpo-
IDKEHOT ANCAYHKLIT KOpU HaZHMPKOBUMX 3an03, 06yMOBIEHOI fAediuutom 21-rigpokcunasu.

BucHoBku. ITiaTpumka HopManbHOI KoMNeHcallii BpOmKeHOi AMCHYHKLIT Kopu HaAHUPKOBMX 325103 Y [iTeil € HEMPOCTAM 3aBaHHSAM, OCKINbKI 3aBXAN iCHYE
PU3MK MK Nepeo3yBaHHAM i HeJOCTATHLOIO 030K FOPMOHIB Yepe3 NabinbHiCTb 06MIHHUX NPOLECIB Y AiTeii B Nepiof akTMBHOro pocTy i po3suTKy. Heobxia-
HO NPOBOAUTY PO3'ACHIOBaNbHY PO60TY cepen 6aTbKiB i NIANITKIB i3 BPOMKEHOK AMCHYHKLIEID KOPU HAAHMPKOBUX 325103 ANs LOTPUMAHHS PEKOMEH0BAHMX
103 i CXeM NPUIOMY FOPMOHasbHIUX NPenaparie, CBOEYaCHO MOHITOPYBATW FOPMOHANbHUIA CTATYC ANS NONINLEHHA KOMNEHcaLii BpOAKEHOT ANCHYHKLIT Kopu
HaHUPKOBUX 3a/103 | NONepeKeHHs PO3BUTKY YCKNaHEHb 3aXBOPIOBAHHS.

KntoyoBi cnoBa: BpofxeHa AMCHYHKLIA KOPU HAAHMPKOBMX 3aN103, [iTh, FOPMOHanbHa komneHcadisd, 17-0HP, rnioKoKopTUKOiAKM, MiHepanoKopTUKOiAN.
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The state of the hormonal status of children with congenital adrenal hyperplasia

dysfunction due to the 21-hydroxylase deficiency

N.B. Zhelinskaya?, N.L. Pogadaeva2, E.V. Global, I.Yu. Shevchenko!, T.N. Begutova2, 0.A. Horoshaya2, V.B. Malashonok2

1Ukrainsky Scientific and Practical Center of Endocrine Surgery, Transplantation of Endocrine Organs

and Tissues of the Ministry of Health of Ukraine, Kiev, Ukraine

2Natsional Children's Specialized Hospital «Okhmatdet», Kiev, Ukraine

Objective — to analyze the hormonal status of Ukrainian children with congenital dysfunction of adrenal cortex, who were treated with different types of glu-
cocorticoids; identify age-sensitive approach to substitution treatment of this pathology.

Patients and methods. A database of patients in the age of 0-17 years with congenital adrenal hyperplasia due to the 21-hydroxylase deficiency is found.
Patients and their parents were interviewed about the performance of the doctor's recommendations regarding compliance with dosage and frequency of dos-
ing. The obtained results were statistically processed with the use of standard methods of statistical analysis using software for the personal computer such
as: Microsoft Excel and Statistica 6.0. Also were used the methods of descriptive statistics. The check of correspondence of examined variables to the nor-
mal distribution was performed with the use of the Kolmogorov-Smirnov test. The distribution of the investigated trait was considered normal at p> 0.05. Data
were analyzed using parametric and nonparametric statistical methods. Frequency of presence of cases in percentage points is examined and the results are
presented as average value (M) + standard deviation (SD). The Student t-test (parametric method) was used for comparison of two samples with normal and
abnormal distribution and the Mann—Whitney test (non-parametric method), respectively, the difference was considered likely at p <0.05.

Results. It is found that nearly 50% of children with congenital adrenal hyperplasia receive inadequate hormone replacement therapy, 35% of patients have a
level of 17 OHP, more than (+) 3o value exceeding regulations. The ways of optimizing of hormonal therapy of different forms of congenital adrenal hyper-
plasia due to the 21-hydroxylase deficiency are shown.

Conclusions. Maintaining of normal compensation congenital adrenal hyperplasia in children is not an easy task, as there is always a risk between the over-
dose and insufficient dose of hormones due to the liability of metabolic processes in children in the period of active growth and development. It is necessary
to conduct explanatory work for parents and adolescents with congenital adrenal hyperplasia to meet the recommended doses and regimens of hormonal
preparations, timely monitor the hormonal status for the compensation improvement of congenital adrenal hyperplasia and prevent the development of com-
plications of the disease.

Key words: congenital adrenal hyperplasia, children, hormonal compensation, 17-0OHP, glucocorticoids, mineralocorticoids.
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Ten (+380 44) 254-54-62.

LeBuyeHko UpuHa KOpbeBHa — H.C. OTAENa AETCKON U MOAPOCTKOBOI SHA0KPUHOMOMMM YKPaUHCKOrO Hay4HO-MPaKTUYEeCKOro LeHTpa
3HIOKPVHHOM XMPYPrv TpaHCMIaHTaLUy SHA0KPUHHBLIX OpraHoB v TkaHen M3 YkpawuHbl. Anpec: r. Knes, Knosckuii criyck, 13 a;

Ten (+380 44) 254-54-62.

Berytoea TatbsiHa HukonaeBsHa — Bpady otaeneHus snpokpuHonoruv HACB «Oxmataet» Agpec: . Kues, yn. B. YepHosona, 28/1;
Ten. (044) 221-54-80.

Xopowas Onbra AnekceeBHa — Bpay otaenenns angokpuHonorun HACB «Oxmataet». Aopec: . Kues, yn. B. YepHosona, 28/1;

Ten. (044) 221-54-80.

ManawoHok Buktopusi BopucoeHa — Bpay otaenenns sHaokpuHonorum HACE «Oxmataet». Agpec: r. Kues, yn. B. YepHoBona, 28/1;
Ten. (044) 221-54-80.

Cratbs noctynuna B pegakumio 1.02.2015 .
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