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2. TIPEHATAJIBHE JIIKYBAHH?I
BPO'KEHOI I'TTIEPILVIA3II
HAJTHUPROBHUX 3AJI03

2.1. Mu pagumo KJiHIIICTaM MPOJI0BKYBaTH BBa-
JKaTU TPeHaTaJbHY Tepariio eKCIepUMeHTaIbHOIO.
TakuM 4YMHOM, MM HE PEKOMEHYEMO CIIeliaJbHUX
nportokoJiiB mikyBauHs (HekmacudikoBane monoxen-
HS HAJIeKHOI TIPAKTUKN).

2.2. BariTHUM XiHKaM 3 PU3NKOM HOCIHHS TITIO/TY 3
BPOKEHOIO TiNepIIa3ieio HAAHUPKOBUX 3a103 1 SKi
PO3TJISIIAIOTH MOXKJIUBICTh TPEHATATIBHOTO JIIKYBaHHST
MU PEKOMEH/IYEMO TIPOBOIUTH TIPEHATAIBHY TePaIIiio
JIMIIEe 32 TPOTOKOJIAMH, CXBajJeHUMHU Hesamexumm
E€TUYHUM KOMITETOM Y IEHTPax, 3/[aTHUX HAKOIIH-
YyBaTU Pe3yJbTaTh 3 JOCTATHBO BEJIUKOI KiJbKOCTI
MaIli€HTIB i TOMY TOYHIIle BU3HAYUTU PU3UKHU Ta
nepesaru (1/@@@0).

2.3. Mu pekoMeHAy€EMO, 11100 JOCHiAHUIBKI TIPO-
TOKOJIW JIJIsI TIPEHATAJIbHOI Teparrii BKJI0YaIu TeHe-
trnuHnii ckpuHint Ha JITHK Y-xpomocomu y matepun-
ChKiil KPOBi, 1100 BUJIYYaTH IJIOAM YOJIOBIYOI cTaTi 3
noTeHiinaX Tpyn JikysanHsa (Hexmacudikosane
MOJIOKEHHST HAJIE’KHOT TIPAKTUKN ).

2.4. Mu paguMo KJiHIIICTaM MTPOJIOBKYBATH BBa-
JKaTU TPeHaTaJbHy Tepariio eKCIepUMEeHTaIbHOIO.
TakuM 4YMHOM, MM HE PEKOMEHYEMO CIIeliaJbHUX
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nporokouiiB JikyBaHHs (HexsacudikoBane mososxeH-
HS HAJIESKHOI TPAKTUKN).

Joxa3su

Hacranosun Enmoxpuranoro TosapmctBa 2010 p.
mozao BTH3 nigcymyBasnu ¢isiosorito mpeHaTasibHOTO
sikysartst BITH3 Ta pesysbratu 0C/IiKe b, omy0ri-
koBauux no ki 2009 p. [1]. [Ipenatasbpra Teparis
3 JIEKCAMETAa30HOM CIIPSIMOBAaHA HA 3HUKEHHS Bipu-
Jri3arii JKiHOYMX 30BHINIHIX CTaTEeBUX OpraHiB Ta
TIOB’SI3aHOTO 3 Hel0 PU3UKY COIaIbHOI CTUTMATH3allii
[95], HEOOXiHOCTI PEKOHCTPYKTHBHOI Xipyprii Ta eMo-
IIITHOTO CTPECY, TIOB’SI3aHOTO 3 HAPO/UKEHHSIM TUTHHU
3 aTUIOBUM CTaTEBUM PO3BUTKOM. [Ipenarasbhe Jiky-
BAaHHS HEJOPEYHO [JIST TIJIO/IiB YOJIOBIYOI CTaTi, TOMY
o 1119 hopma BTH3 we mopy1irye po3BUTKY 40JI0BIUNX
renitasiii. IIpenartanbia Tepaiiis He 3MIHIOE II0TPeOU B
TEPMIHOBOMY 3aCTOCYBaHHI TOPMOHAJbHOI 3aMiCHOI
Tepaitii, HEOOXiJJHOCTI PETEJbLHOI0 MEJUYHOIO CIIO-
cTepesKeHHs ab0 PU3KKY 3arpO3JIMBOrO JKUTTIO COJIE-
BTPATHOTO KPU3Y, SIKIIO TEPAIlis epepuBa€eThest. Jlesiki
JIOCTIIHUKY TIPUITYCKAIOTh, IO TIPEHATalbHe JIiKYy-
BaHHSI JIEKCAMETA30HOM MOXKe 3HU3UTH TOTEHIIHHY
aHJIPOTEHI3aIli 0 MO3KY TIJT0/Ia JKiHOYOI CTaTi, ajie Taki
eeKTH CKJIaJHO BUMIPATH i BOHU He OyJIn JOC/IIKe-
Hi CHCTEMAaTUYHO. Y HACTYIHUX MMyHKTaX OMUCYIOThCST
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BI/INIOBi/THI MipKyBaHHSI CTOCOBHO TTPEHATATIBHOTO JIi-
KyBaHHSI JIEKCAMETA30HOM.

IIpeHaTanbHe JiKyBaHHs OyJIO 3alPOIIOHOBAHO
JKIHKaM, gKi paninie Hapojuian autuHy 3 BITH3 i
3HOBY 3aBariTHLIM 3 TUM caMuM TapTtHepoMm. [Liix
marume mmanc Mat BITH3 1 : 4, i manc 6yTH sKiHOUYO1
crati 1:2; Takum unHOM, icHye maHc 1:8, mo niz
Oyne skirouoi crati i Marume BTH3. Ockibku mepi-
O/Jl, IPOTSITOM SIKOTO TeHiTaJIil TJ10/1a MOXKYTh 3a3HATH
BipuJIi3allii, MOYNHAEThCS ~ 6 THKHIB ITCJIST 3a9aTTs,
JIKYyBaHHS CJIiji posnodyatu depe3d 6—7 TUIKHIB.
OcKijIbKKM TeHeTHYHa [iarHOCTHKA IJIAXOM Oioricii
BOPCUHOK XOpioHa He MOKe IpoBoautucs ao 10—
12 tukniB, yci BaritHi, mo MaioTh pusuk BI'H3,
MOBUHHI OTPUMYBATH JIIKYBaHHS, X04a BOHO CIIPSIMO-
BaHe TLIbKU Ha OJTHOTO 3 BOCHMH TLJIOJIiB.

CreniaiizoBati ja6opatopil MOKYTh BUKOHYBaTH
Bu3HaueHHs cTaTi 3 perampHoi JJHK Y-xpomocomu B
KpoBi Matepi 3 Tounictio 99 % [96], 110 Moxke moJri-
IIUTH WMOBIPHICTh JIIKYBaHHS YPa)keHOTO ILI0/A
’KiHouoi crati Bix 1:8 mo 1:4. Y mocmimxenHi, mpu-
CBSTYEHOMY TIPEHATAIbHOMY JIIKYBaHHIO 258 II0/1iB 3
pusukom BI'H3 3 2002 o 2011 p., rectyBanusa Ha
JITHK Y-xpomocomu 3a1o0iryio Tepairii jekcaMmeraso-
HOM Jnire 68 % II0iB YOJIOBIUOI cTaTi, X04a Iiei
Bi/ICOTOK 3pOCTaB yMPOJOBXK AociikeHHsd [97]. Mnu
PEKOMEH/LYEMO, 1100 BU3HAUEHHSI IIPEHATAIBHOI cTaTi
OyJI0 BKJIIOYEHO 0 BCIX IPOTOKOJIB HOCJIIKEHHS
IIpeHaTa bHOI Teparlii; OJ{HaK MpeHaTaJbHe BUZHAUEH-
H# cTaTi B IeIKUX KpaiHaX € He3aKOHHKM, 1100 3a110-
6irtu yMepTBIIEHHIO 1104a KiHok [98]. Mu BBakae-
MO, 1110 B TAKUX KpalHaX He CJIifl MPOBOIUTH HOCJIi]I-
JKEHHS 3 TIPEHATAJIbHOI JIarHOCTUKHM Ta JIKyBaHHSI.
BukopucToBytoun KpoB Biz 060X 6aTbKiB Ta ypake-
HOTrO TpoGaH/a i 3aCTOCOBYIOUN MACUBHE TTapajie/ibHe
cexkBenyBanHd /JIHK y moennanHi 3 ekcTeHCMBHUM
aHaJI30M OJHOHYKJIEOTHUAHUX I10JIMOP(DIZMIB 1M06-
sy reHa CYP21A2, Gyjo MOKINBO BU3HAYUTH
renotunt CYP21A2 y 14 i3 14 nnozis rpynu pusuky
MPOTSATOM 3 TWKHIB TiCAS OTpUMaHHS (eTaabHOI
JITHK y 3paskax kposi marepi [99]. et miaxia Buma-
ra€ Ha ChOTOIHI BapTICHOTO OOJIaJiHAHHS Ta BUCOKO-
KBaJi(piKOBAHOTO TEepPCOHANY, SKUH MOKHA 3HAWUTH
TIJIBKM B TIPOBIJTHUX JIOCTIIHUIIBKUX 1IEHTPaX, aje €
HePCIEKTUBHUM JIJIsi MailOy THBOTO.

Ha Biaminy Bifi KOpPTH30Jy Ta IPENHI30JOHY,
JIEKCAMETa30H He iHAKTUBYETHCS TJIAllEHTAPHUM
11BHSD2 i nerko gicraerncs a0 miony. Tomy mpax-
TUYHO B YCiX 3BiTaX IMpO TIpeHaTajbHEe JIiKyBaHHS
BUKOPHUCTOBYIOTH IEKCAMETA30H, SIK IPABUJIO, Y 103aX
20 MKT/KTI Macu TiJla BaTiTHOI MaTepi, MAaKCUMaTbHO
no 1,5 Mr/m. 3a HOpMaTbHUX HETIKOBaHUX BaTiTHOC-
Tell eTaTbHU PiBEHb KOPTU30JY HU3BKUH Yy /Iy:Ke
PaHHBOMY TeCcTalliifHOMY Iepio/li Ta IIi[BUIILYETHCS
nporsirom 8—12 THKHIB, T/ SIK BiOyBaeTbes aude-
peHItitoBanHs 30BHINTHIX renitastiii [100]; dheranpHumit
KOPTU30JI CTaHOBUTH Jiuiiie ~ 10 % Bix MaTepuHCHKO-
ro piBHs B cepeauni BaritHocti [101], a morim 36i1b-
HIYETHCS TIPOTITOM TPETHOTO TPUMECTPY. SIKIIO JieK-
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caMeTa3oH BIJILHO IMPOHUKAE B ILIANEHTY, TO 032
20 MKT/KT MacH TiJla MaTepi MOsKe OCSTTU e(eKTUB-
Hux piBHIB rmokokoptukoixy (I'K), mo nepesuriye
THUTIOBI (heTaTbHi PiBHI AJIST cEpeIMHN BaTiTHOCTI TIPH-
6smsHo B 60 pasis [102]. KoxHe gociimkeHHs He
MIPOBO/IMJIO CUCTEMATUYHOTO TECTYBaHHS HA 3MEH-
MeHHs 03U B Mi3HIX TepMiHaX BariTHOCTI.

Egexmuenicms. [locTyiHi 10Kka3u Moo Geraib-
HUX Pe3yJBTaTiB Ta HACJI/IKIB y MaTepi Bijl NpeHa-
TAJbHOTO JIIKYBAaHHS JIEKCAMETa30HOM, 1[0 MaioTh
HU3bKY a00 JyKe HU3bKY SIKICTh 3 IPUYMHU METOL0-
JIOTiUHUX OOMEKeHb Ta MaJuX PO3MIpiB BUOIPKH.
CucreMaTUIHUN OTJISIZ Ta MeTaaHaJi3W 3BITiB IIPO
[peHaTajbHy Tepaiiio, omyOJiKoBaHi A0 CepIHs
2009 p., MicTATH JHINE YOTUPU MOCTIIKEHHS, SKi
BKJIIOUAJTM KOHTPOJIbHY TPYIy Ta Ha/JaBaJd OCTaT-
Hbo manux s ananizy [103]. Cepex 325 BaritHux,
SIKUX JIKYyBaJM JIEKCAMETa30HOM, yPasKeHi IO
JKIHOYOI CTaTi Majy cepeHbO3BaKeHY PI3HUIO 3a
mkamnoo Ipagepa —2.33 (95 % /I, Bigx —3.38 1o
—1.27). [laHi, 1m0 CTOCYIOThCSI MEPTBOHAPOJI’KEHHS,
CIIOHTAaHHUX abOPTIB, Bajl PO3BUTKY ILI0JA Ta HEHPO-
[CUXOJIOTMTYHUX HACJIAKIB, OyJU HEYUCJEHHUMH, a
JIaHi TIPO TPUBAJI CIIOCTEPEKEHHST HE TIOB1TOMJISIIIICD.
OxpiM OKpeMHUX KJIHIYHUX BWIAJKIB, i3 CEPIHS
2009 p. 3’gaBunmCh JuIIe ABI cepil BUMAAKIB IpeHa-
tasmpHO1 Tepanii BI'H3. Bimomocti mozmo icHyovoi
npaktuku B Hpio-Vopky mosiom/siors po 63 1mpo-
JIIKOBaHUX ILJIOJIB sKiHOYOI cTaTi 3 KiaacuuHoo BIH3,
3 AKX 15 Maam HOpMasbHI KiHOui renitanii, 26 —
sterky Bipmmizaiifo (1—2 crazii 3a [Ipagepom),a 17 —
KKy (3—5 crazii 3a I[Ipamepom) (cepemtsi oriiH-
ka — 1,7) [104]. ¥ 10-piunomy dpaHIly3bKOMY
pocuimkenti cepeg 112 nposikoBanux eMOpioHiB
’kirovoi crati 14 mann BI'H3 i3 nedinurom 21-rigpo-
Kcutas, a 3 — 3 gedinuroMm 11-rigpokcnmasm; cepen
ux 17 gisuar y 12 npu HaposKeHHi Gyiu HOpMaJIbHi
JKIHOYI TeHiTasii, 3 MaJu MOMipHY BipuJIi3allifo, Toi
SK Y 2, SKUX OYJIO MPOJIIKOBAHO II3HO, CIIOCTEPIraBCcst
3HAUHWN cTymiHb Bipumizamii [97]. Takum unnOM,
[peHaTajbHe JiKyBaHHS IEKCAMETa30HOM € e(heKTHB-
HUM Y 3HWKEHHI BipWJi3aiii TeHiTalill ypa)keHuX
I0/1iB »kiHovoi crarti. [lorani pesysibraru, gk nmpasu-
Jlo, TIOB’SI3aHi 3 BIZITEPMIHOBAHWM JIIKYBaHHSM UM
HexoMmIiaentHicrio [105].

Mamepuncoxa 6Gesnexa. Oxpemi 10CHIKEHHS
HOBIZIOMJISIIOTE TIPO 30iJIbIIEHHST 3YMOBJIEHOI BariT-
HICTIO Macy Tija, cTpui, HaOPSK, AUCTPEC ILIYHKA Ta
repenajin HacTpPoIo, ajie MiHIMaJbHYy YacTOTy Tirep-
TeHsil Ta recrauiiiHoro aiaGery [94, 103]. Heski
JKIHKM TIOMiYaJii KYIIWHTOI/IHI O3HAKW Ta MiBUIIe-
HUH aneTuT, i 6arato 3 HUX 3a3Ha4aJId, 1110 BOHU Bij-
MOBJISITBCST BiJl TPEHATATIBHOTO JIIKYBAHHS HACTYITHOI
BariTHOCTi. TakuMm uUWHOM, TpeHaTaJTbHE JIKYyBaHHS
MOB’sI3aHe 3 HE3BHAYHUMHU, ajie KEPOBAHUMU MaTepPUH-
CBbKMMMW YCKJIQJIHEHHSIMHU, SIKi, SIK BUJIAETHCS, HE CTa-
HOBJISITH iICTOTHOTO PUBUKY /IS MaTepi.

besneka mioaa. 3a nanmmu AMepukaHcbkoi FDA,
sIKa KJIAacU(iKye€ IeKcaMeTa30H SIK JIIKapChbKY PEUYOBU-
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Hy Kareropii C i 6e3IeKy sIKoro Iri/| 4ac BariTHOCTI He
BCTAHOBJIEHO, «/IOCJII/[PKEHHS TBAPUHHOI PErPOyKITii
POJAEMOHCTPYBaIU TOGIUHI eekTH Ha I, KpiM
TOrO, BIJICYTHI azeKBaTHi i g00pe KOHTPOJIbOBaHI
JIOCJIJPKEHHS Y JIIO/Iei, ajie TMOTEeHIIHI TepeBaru
MOJKYTh BUMaraTu 3aCTOCYBAaHHS IperapaTy y BariT-
HUX JKIHOK, He3Ba)KAal0YM HA TOTEHIHI pU3UKU»
[106]. Hactanosu Enmoxpunnoro ToBapucTsa om0
BTH3 (2010) posrsisguyam motiepeHi AOCTiKeHHS
o0 Oe3leKu IpeHaTabHOl Teparii JeKcaMeTas’o-
HOM Ta iHITUMU TPAHCIIAIEHTADHUMU TTIOKOKOPTH-
koigamu (I'K) [1]; TyT moBTOpIOlOThCA JinIie Haii-
BakJsmBimi. Hemoxasui gociripkeHHST BUCBITIIOIOTD
qoTUpK NpobJeMHi cdepu: MOTEeHIINHY TepaToreH-
HICTh, Bary MpW HAPOJKEHHI, MO30K/MOBE/IHKY Ta
MOTEHINHI Bi/laJleHi HACiIKN.

Tepamozennicmo. BinoBigHo 10 AaHUX TOCJIi[I-
JKEeHb 3 TBapUHAMM MO0 3/IaTHOCTI JIeKCaMeTa30Hy
CIIPUYMHATA PO3LIINHY MigHeOiHHs, HarioHanbHe
JOCJIIJIKEHHA 13 3a1100iraHHs BpOyKEHUM BaJlaM PO3-
utky (National Birth Defects Prevention Study)
3aydactio 1769 HOBOHApPO/KEHWX 3 POBIIEIJIEHOTO
ry6010 3/6€3 PO3ILIIMHY 1T THEOIHHS, 110 HAPOUINCS
y JKiHOK, gki orpumyBaimu 'K mpotdarom mepiioro
TPUMECTPY, BUSBUJIO CTATUCTUYHO MiJBUINEHUN pU-
3UK opodalliaJibHUX PO3NIIJINH TMOPiBHSIHO 3 4143
koHTposbHUX AiTel [107]. Hemonasusa gonosiab mpo
BUTIQ/IKM 3aXBOPIOBAHHSI HA3WBAE TEPIINN BiIOMUIA
npukias opodalliajJibHOI PO3IIJINHNA Y TIBUNHKUA 3
BI'H3 micsid ii mpeHaTasIbHOTO JIIKYBaHHS /leKCaMeTa-
soHoM [108]. Toctpa entedanomnarist GyJia 3apeecTpo-
BaHa y JIBOX HEMOBJISIT, SIKi OTPUMYBAJIN TIPEHATAIBHO
JIeKCaMeTa30H, ajie HesiCHO, YU T1eii CTaH TOB SI3aHWi 3
BIINBOM TIpeHaTabHUX cTepoinis [109]. Tepatorenni
e(heKTH JIeKcaMeTa3oHy, 10 CIIOCTEPITAIOTHCS B MO/Ie-
JISIX TBApWH, BKJIIOYAIOTH IUCTEHE3il0 HUPOK, 3MEH-
HIeHHs KUIbKOCTI B-KJITHH IALIYHKOBOI 3aJ103H,
MOPYIIEHHS TOJEPAHTHOCTI JI0 TJIIOKO3U Ta TTi/IBHIIE-
HUH CHUCTOJIIUHUN Ta AiacTOJIYHWI apTepiaJbHUI
THUCK, 1[0 oOrosopioBasiock panimte [1]. Tpusae 36ip
JIOKa3iB BILIUBY JIEKCAMETA30HY y YHCJIEHHUX Jie-
(bekTax pO3BUTKY: BBEJICHHS JIEKCAMETA30HY ILJI0/IaM
IyPiB 3MIHIOE TI€YiHKOBE IPOrpaMyBaHHs Ta 36iJb-
nrye Hakormdenss jinizis [ 110]. Ilopymenns po3sut-
Ky HIMTONOAIOHOI 321031 IIPU 3MEHIIEHH] KiJTbKOCTI
oumikymsipaux wxaitnH 1 C-KJIITHH criocTepiranocs
B iHmomy gocaimkenHi [111]. Takybanist sieuHUKiB
ro/a Jrioanauy Big 8 1o 11 THKHIB Iricd 3ariiiHeH-
Hs JIeKCaMeTa30HOM Y JI03i, 10 BIiJIIOBiZIa€ TpeHa-
TambHil Tepanii BIH3, sHusnma niiapHicTh repMina-
TUBHMX KJITHH 32 PaXyHOK 30LJIbIIEHHS alonTo3y B
oorowii [112]. /lo choro/HI MOBIIOMJISAIOCS JIUTIIE TTPO
~ 800 rroiB, SIKMX JIIKYBAJIH JIEKCAMETA30HOM Y TIep-
IIOMY TPUMECTPi BariTHOCTI, 1 TIOTEHIHY TepaTo-
FeHHICTh He 0YJIO OIIHEHO B YCiX IJIOAIB.

Maca mina npu napooscenni ma yckaaonenns.
Bararopasose BUKOpHCTaHHsI GeTaMeTa3oHy aHTEeHa-
TaJbHO MOJKE TIOJIIIINUTH CTaH JieTeHb Y HelOoHOIIe-
HUX HEMOBJIST, ajie 1€ aCOII0EThCS 31 3MEHIIEHHSIM
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Baru HOBOHAPO/KEHUX, JOBKUHKU Tija Ta OGBOLY
rosioBu [113—116]. Tak camo HOBOHApO/KEHI 3 TI0-
tenriiinoro BI'H3, gki 3a3HaioTh aHTeHaTaJbHOTO
BILJTUBY JIeKCAMETA30HY, TP HAPOJ/KEHHI MaloTh
HOMiHQJIbHO HOPDMAaJIbHY Bary, TUM He MEHI BaKaTb
npubausHo Ha 400 T Mmenmre, Hixk y Hopmi [117].
3HMKeHa Bara NpU HaPOKEHHI 301JbIIYE PUBKK
BUHUKHEHHS B JIOPOCJIOMY Billi XPOHIUHUX PO3JIAIiB,
30KpemMa rinepreHsii, aiabery 2 THUIy Ta CEpIeBO-
cynnHHUX 3axBopioBanb [118]; omne mociimkerHs
MMOKA3AJI0 3B’SI30K HEJIOCTATHBOTO Xap4YyBaHHS ILJI0JA
3 BrimBoM 'K [119). Monoai mopocai, siki 3a3Hann
aHTeHatasbHOro BIuBy 'K, Masu 36i/1blIeHy 5KOPCT-
kictp aoptu [120]. I'K-perenTopu psicHo ekcripecoBa-
Hi Ha apTepisxX MJIACTUHKHU XOpioHa IJIAlleHTH; XPO-
Hiunwit BB TK in vitro 306iibliye BasopeakTHB-
HICTb, TIIBUNIYE CY[NHHY PE3UCTEHTHICTH i MOTEH-
nitHo crpuste rineprensii [121]. Ili cnocrepeskenns
[IOJI0 IPUYUH PO3BUTKY XBOPOO Y HOPOCIMX BUKJIM-
KaJIi 3aHETTOKOEHHS 3 TPUBOJLY MOTEHIIHHOTO TIPeHa-
TAJBHOTO «IIPOTPAMyBaHHST» BHACIIOK (hETaTbHOTO
BILIMBY JlekcameTasony [119, 122—124].

Mo3sox i nosedinxa. I1po HecupUATIUBUI BILINB
I'K Ha po3BUTOK MO3KY TOBIZIOMJISITIOCS B JIOCIi/IKEH-
HSIX 3a y4acTio Jriojeid i tBapun [125—127]. Y rpusy-
HIB /IeKCaMeTa30H MPUTHIUYE /I03PiBaHHS HEHPOHIB
rinokammna in vitro [128] Ta in vivo [129—131], Takox
JleKcaMeTasoH 0OMeKye IpoJridepalito HepBOBUX
KJIITUH-IIOTIEPEJHUKIB Yy KYJIBTHBOBaHUX eMOpio-
HaIbHUX Helpocdepax mumi [132].

Hesennke 1Becbke H0CTIIKEHHST 3 100pUM -
3alfHOM He BUSABWJIO BiIMIHHOCTEH B iHTeJeKTi, 3/110-
HOCTSIX /0 HaBYAHHS UM JIOBTOCTPOKOBIM TaM’sTi
y [iTel, SIKi 3a3HABaJW BIJIMBY JEKCAMETa30HYy Ta
11030aBJIEHUX TAKOTO BILIMBY, ajie AiTH MEePIIoi TPyIu
Masi ¢Jiabury BepbaibHy poOOUy HaM’siTh, 3HUKEHY
3/IaTHICTH CXOJACTUYHOTO CAMOCTIPUIHSTTS Ta IiIBU-
e’y TPUBOXKHICTH coIiasbHOl camoorinkn [113];
HABIIAaKH, X 6aTbKK OIMUCYBAJIN iX O1JIbII TOBAPUCHKH-
MU, HiXK J[iTell Tpynu KOHTpoJio [134]. ¥V xjomuukis,
SIKUX JIKYBaJIM TIpeHaTabHO, OyJia ocjabjieHa doJ10-
Biua i MmocuseHa HeUTpajbHA TTOBE/IIHKA, IO CTAHOBH-
JIO 3arposdy HerepeabauyBaHUX HACIIAKIB TeHAEPHOI
posboBoi moBexinku [135]. [lopasbine gociaKeH s
NIBEJICHKOT IPYTIH MTOKA3AJIO0, 110 HEraTUBHI HACJIi/IKU
JIeKCAMeTa30Hy MaJli CTaTeBy CHeludiuHiCTh. 3710-
POBI JliBUaTa, SIKi OTPUMYBAJIN JIeKCAaMETa30H, MOPiB-
HSHO 3 JliBYaTAaMU KOHTPOJIBHOI TPYIU TOKA3aJIu
ripmri pesysbratu Tecty intesnekTy Bekcaepa 111 s
mireit (Wechsler Intelligence Test for Children IIT), a
TaKOK Bi3yaJIbHO-TIPOCTOPOBOI po6ouoi mam’siti. Has-
MaKW, XJIOTIN He BUSBUJIM KOTHITUBHUX TIOPYIIEHb
[136]. [TpuunswM 1repeadbavyBaHoOro CemudiaHoro s
craTi edexTy JeKcaMeTa30Hy HEeBiZIOMI.

CucreMaTHuHUN OTJISA Ta MeTaaHawTi3 KiJTbKOX
JIOCJTi/I>KeHb He BUSBUJIN CYTTEBUX BiIMiHHOCTEH y
MTOBE/IHIII YW TeMIIepaMEeHTi 3aJIe’KHO Bijl BIJIUBY
MIpeHaTaTbHOTO JIIKyBaHHA JekcameTtazoHoMm [103,
137, 138]. Iumie mocumifskeHHST HE BUSBUJIO BIJIUBY
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Ha OTepaTuBHY IMaM'dTh JAiTell, IKi KOPOTKOYaCHO
OTPUMYBAJIN JIIKYyBaHHA, — sK TUX, XT0 MaB BI'H3,
tak i 6e3 miei xBopobu. BogHouac y nisuat 3 BTH3,
SIKUM TIPOBOJIVJIN JIIKYBAHHSI TIPOTIATOM YCi€l Barit-
HOCTI, OyJd, 32 I€SIKUMHU OIIHKaMu, OiJIbII CIIOBiJIb-
HEHVMU MeHTAJbHI TIpoliecH, Hix y koHTpoJi [139].
Y wmanouncenpaomy pocuaigkerHi (Ilonpma) mo-
BiZIOMJISIZIOCS TIPO TOJITIIEHHST HEHPOKOTHITUBHUX
dynxkminn y gisuat 3 BITH3, sxi orpuMmyBanu mnpena-
TaJIBHO JEeKcaMeTa3oH, Xoua JiB4aTa 0e3 MaToJIoril,
SKi OTPUMYBAJIH JleKCaMeTa30H, MaJIn TipIIi Bi3yasb-
He CIIPUNHATTS Ta 30poBy nam'sa1h [140]. BiamianocTi
MiX JOCHIKEHHSIMU MOKYTh BigoOpaxaru Hea-
JeKBaTHY BUOIPKY, HEBiAMOBIAHUN KOHTPOJb abo
Pes3yIbTaT MOCTHATAJIBHOTO 3B’ 3Ky Mi’k HEMOBJISTA-
MU Ta MaTepsIMH, IO MOXKe YaCTKOBO ITOM SKITUTH
Hacuiaky BBy Ha g 'K [141]. ITonpu Te, mo
JIaHI He € OCTaTOYHUMM, Oy[Ab-sIKi HECHPUSTINBI
HACTIIKU JIEKCAMETA30HY JIJIsT PO3BUTKY MO3KY OyJIi
6 HeNPUITHATHUMMU.

HosrocTporosi Hacmiaku aii 'K Ha mrix BuBuamm-
Csl Yy HEMOBJIAT, YMi Marepi OTPUMYBAJIU JeKcame-
TazoH abo GeTamMeTas’oH, MO CIPHSIO JI03PiBAHHIO
Jerenb moga [142]. Y nboMy KOHTEKCTI MpeHaTalb-
nuii BrinB 'K 3MmiHIOE rimoTasamMo-TinmodizapHo-Ha-
HUPKOBY BiCh, TOCUJIIOE BIAMOBI/b KOPTU30Jy Ha
crtpec [143] 3 HecUpUATAMBUMU HACTIAKAMHU IS
MICUXIYHOTO 37I0POB’S Y IUTUHCTBI Ta MiATITKOBOMY
Biti [144]. loBroTpusaii edextn moctHatasbHnx ['K
Ha TOJIOBHUII MO30K JIIOJMTHH BKJIIOUAIOTh 3HUKEHHS
nam’siti ta ob’emy rimokamma [145], 3MeHIIeHHs
00’emy Kopu Mo30uKa [146], 3HUKEHHS KOTHITHBHOI
dyukuii (147—149], 36inbIneHHsT TICUXOMATOJION Ta
sawskerHs sikocti skutts (QOL) [148, 150].

VY MaiiOyTHIX JOC/KEHHSX MOOGIYHIX eDEKTIB CIIijl
BPaxoBYBaTH /[Ba CylepeunnBux dakropu. [lo-meprre,
ocobu 3 BTH3, sikux He GyJI0 MiIaHO BILIMBY J€KCa-
METa30Hy, MOKYTh MaTi 3MeHIIeHy pobody mam’siTh
abo koporkouacHy mam’site [137, 138]. Ilo-apyre,
kinku 3 BTH3 manu Huk4i pe3ysbraTu TECTIB IS
Ppo60oYOI TTamM’sITi, mBUAKOCTI 06pobKU iHdopMarii, ia-
MazoHy 1nudp Ta MATPUYHUX MipKYyBaHb TOPIBHSHO 3
koutposem [151]. MPT rosoBHOro MO3Ky MoKasas
BIUIVMB Ha GiJIy pEYOBUIHY, TIIOKAMII, TaTAMYyC, MO30YOK
i MO3KOBHIT CTOBOYD; MaTHITHO-PE30HAHCHA CIIEKTPO-
CKOIIiSI TAaKOXK TTOKa3ajia 3HMKEHHS BMICTY XOJIIHY B
ckpoHeBiil yactmi. [larienTn, gki oTpuMyBaIn BUII
nosu T'K, masu Gibiii BigxuneHss [151].

IToreHIriitHi JOBroCTPOKOBI HACIAKH

[loroctpoxkosi Haciiku BBy Ha i ['K omu-
cani go6pe [116]. PerpocrekTusHe emnigemionoriate
JOCTIJKEHHST TTOKa3aJlo, 10 aHTeHATAJIbHWI eKca-
METa30H, SIKWiI BUKOPUCTOBYETHCS JIJIST iHLYKYBaHHSI
JIO3piBaHHS JIeTeHb Ha Ti3HIX TepMiHaX BaTiTHOCTI, €
He3JIe)KHUM (aKTOPOM PU3UKY PO3BUTKY acTMU Y
Bitti Bix 3 10 6 pokiB [152]. Cepen 24 mepemadacuo
HApOJKEHUX JiTel, SKi MPeHaTaJbHO OTPUMYBAJIN
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JIEKCAMETa30H JIJIs1 I03PiBaHHS JIeTeHb, YaCTOTA ACTMH
Ta aJlepriiiHuX posJais OyJa BUIIOK0 y Bili Bix 2 10
5 poKiB, HixK y 16 miTeil rpynu KOHTPOJIIO BiOBITHO
[153]. Hocmimkenns Ha nypax, ki OTPUMYBAJIN JI€K-
caMeTa3oH I/l 4ac BariTHOCTi, MOKa3aJu 3HUKEHHSI
gytimBocti 10 'K Tta ekcrpecii penenrtopis [154],
a TaKOK MTPUTHIYEHHS BPO/UKEHUX IUTOKIHIB 3 THAYK-
€10 a/IalTUBHIX IUTOKIHIB [155].

Ocobu, sgKi OTpUMYBaJIi aHTEHATAJIbHO OGeTaMera-
301 30 pOKiB TOMY, MaJIV TTi/IBUIIEHY PE3UCTEHTHICTh
10 IHCYJTiHY, a 7 % — TiABUIIeHWIT 6a3abHUI KOPTH-
3071 [156]. Aurenaranphi cunrernyni ['K 3miHooTh
MetmoBanHs deranproi JJHK rpusywnis, mocriitHo
BILIMBAIOYM HA €KCIIPECio TeHiB, 1110 GepyTh y4acThb y
BYTJIEBOJTHOMY TOMEOCTa3i Ta IporpaMyBaHHi rinora-
Jamo-rinodizapro-HagarproBoi oci [157]. Koporkuit
BILUIUB MAaTEPUHCHKOTO JIEKCAMETA30HY 3HUXKYE €KC-
rpeciio (epMeHTIB HAIHUPKOBOTO CTEPOIJIOTeHe3y Y
MUIIed iz dac ix gopociimanus [158]. 3mina meru-
mosanus /IHK, oueBumHo, jIeKUTh B OCHOBI JIOBTO-
cTpokoBoro BiuBy Ha i gk 'K, tak i maTepun-
cbkoro crpecy [129—131]. BB Ha HacTymHi 110-
KOJIIHHS MOKe BijoOpaxatu e(eKkTH HMonepeiHnuKis
repMiHATMBHUX KJIITHH HA TOHA/H, 0 PO3BUBAIOTHCS
[112]. HesasexHo Biji TOTO, SKOIO MipOi0 Ha 3MiHH,
IO CIIOCTEPIraloThCs B MOJIEJi TPU3YHIB, BIJIMBAE
MpeHaTaJbHUN JeKcaMeTa30H, 3MiHM B OpTaHi3Mi
JIOJIHI HE MOKYTh OYTH JIErKO BU3HAUEHI.

Bananc nepesar i mkoau

AntenartaspHe JikyBanus BITHJ3 zasumraerscs
cripHuM 1 cTaHoBUTH COOOIO HEBUPIlIEHI eTUYHi
nuTaHHA. K HacHiIOK, NMPaKTUYHI HACTAHOBHU
Enpoxpunnoro Toapuctsa (2010) 3a3navaioTs, 110
«IIpeHaTajbHa Teparisi i Hajali BBa)KAETbCS €KCIle-
puMeHnTanpHO0> [1]. 3 Tux mip y IBerii rpyma, 1o
BHMBYAJIA TIPEHATAJIbHE JIIKYBaHHS, MPUITUHUJIA TaKe
JIKYBaHHS 4€Pe3 <«MOJKJIMBI HECHPUSATIMBI MOOIUHI
edexrn» [159]. Himerbke TOBAPUCTBO AUTSUOI €HIIO-
KpuHoJI0rii Ta giabeToorii CHiIbHO 3 I'sThMa iHIIN-
MU HIMEIIbKUMHW MeIUYHUMU TOBAPUCTBAMM IO
BUCHOBKY, 110 «IIpenarampnaa Teparisst BIH3 Bce 1me €
eKkcriepuMeHTaIbHOI Teparieo»> [160]. B «Amepu-
KaHCHbKOMY JKYpHaJIi aKyIlepcTBa Ta TiHEKOJOril» B
py6puiti «KiiniuHa gaymka» GyJjo 3po0JeHO BUCHO-
BOK, 1[0 <«PU3WKHN IepeBaxkaioTh mepeBarus [102].
AHaJi3 <«pUBMK-IlepeBaru» Ma€ BpPaXOBYBaTH He00-
XigHicTb gikyBartu O6arato mioxais 6es BTH3, xoua it
HETPUBAJIO, TIPoTe 6Ge3 OUeBUIHOI KOPUCTI I JIKY-
BaHHS OJIHOTO 1102 »kino4oi crati 3 BITH3; npobue-
MaTHYHUM poOJIATH Lel MiaXij HaKoudeHi aHi, 1o
CBi9aTh PO TOTEHIIHHUN TPUBAJIUN PUUK Bif
(erampHOI Tepamii nekcamerazoHoM. ToMy Ha Tif-
TBEP/UKEHHS TTOTIEPEJHBOTO €KCIEPTHOTO BUCHOBKY
KOMITET 3 HalllCaHHsI HACTAHOB Haza€ OiJIbIll BAroMo-
0 3HAYECHHST YHUKHEHHIO HEIIOTPIOHOTO BHYTPIlTHBO-
yYTPOGHOIO BIUIMBY J€KCaMeTa30Hy Ha Iz i Matip Ta
3a1106iraHHIO TIOTeHIHHOI IKO/U, II0B 943aH01 3 1IUM
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YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPUHOAOT T

BILIMBOM, Hi’K MiHiMizalii eMoniiHux BTpaT 6aThKiB
Ta TAIEHTIB BiJl HETUIIOBOTO PO3BUTKY 30BHINTHIX
CTaTEeBUX OPTaHiB.

[Ipeimnanramniiinal reHeTudHa AiarHOCTHKA Ta
IHIIT TPOTPECUBHI JAOTTOMIKHI PETTPOAYKTUBHI TEXHO-
Jiotii € roparkoBuMu onitissmu [161, 162], ane HecyTsh
BJIACHUM PU3UK Ta eTuuHi cynepeukn [163], onnak 1e
He BXOJIUTh B KOHTEKCT IUX HACTAHOB.

3. JIATHOCTUKA BIH3

3.1. Mu pekoMeHIyEMO CKEepOBYBAaTH HEMOBJISIT
3 TO3BUTUBHUMHU Pe3yJbTaTaMU CKPUHIHTY HOBO-
HapOJ/KEHWX Ha BPOJKEHY Tilepriasiio HajHup-
KOBHX 3aJI03 JI0 JUTSYUX €HJOKPUHOJIOTIB (SIKIIO
BOHHU JIOCTYIIHI B PerioHax) Ta 3a He0OXiAHOCTI OL[iHU-
TU Pe3yJIBTAaTH TeCTy CTUMYJIAIil KOCUHTPOIIHOM
(1l@®®0).

3.2. B oci0 i3 cuMIITOMaMH, 1110 BUHUKJIN B TI3HBO-
MY HEOHATAJBHOMY TIepioJli, MM PEKOMEHIYEMO TIPO-
Bectu paHo-spanii (1o 8.00) aHaiiz 6a30BOro piBHI
17-rizpokcutiporecTepoHy y CHUPOBATIN 32 IOTIOMO-
TOI0 piAMHHOI XpoMaTorpadii — TaHIeMHOI Mac-CIeKT-
pomerpii (1|@®®0).

3.3. B oci6 3 rpannunumu pisasamu 17-rigpokcu-
MIPOTeCTEPOHY MU PEKOMEHIYEMO BUSHAUNUTH TIOBHUIA
npodijib HAHUPKOBUX TOPMOHIB ITCJISI TECTY CTUMY-
JALil KocuHTpoIinoM, o6 audepentiosaru gedi-
nuT 21-rigpokcniasu Bif iHMNUX hepMeHTHUX Tedek-
TiB (1|@®®0).

3.4. B oci6 i3 BpousKeHOI0 rinepIuiasieio Hagnup-
KOBHX 3aJI03 MU ITPOITOHYEMO TIPOBO/IUTU TEHETUIHE
00CTeKEeHHs JIIIe TOAI, KOJIM Pe3yJibraTi Mpodijo
HaJTHUPKOBUX TOPMOHIB ITiCJIS TECTY CTUMYJISAIII KO-
CHHTPOINIHOM HEOAHO3HAUHI, 200 CTUMYJIAL{IS KOCHH-
TPOIIHOM He MOKe OyTH KOPEKTHO BHUKOHaHa (TOOTO
HALIEHT OTPUMYE IIIOKOKOPTHKOIN), ab0 3 METOH
reHeTHYHOro KoHCyasTyBanHs (2/@@@0).

Texniune 3ayeascenns: TeHOTUITYBAHHS MOHAK-
MEHIIIEe OZHOrO 3 OATHKIB J0IIOMArae B iHTeprperarti
pe3yJbTaTiB TEHETUYHUX TECTiB 4epe3 CKJAIHICTD
gokycy CYP21A2.

Hoxa3u

Y HOBOHAPOKEHUX 3 TIO3UTUBHUM CKPUHIHTOM Pi-
HIEHHS TIPO Te, UM TOBIIOMJISITU TiJIBKU TIEPBUHHOTO
Jikapst abo AUTSYOr0 €HIOKPUHOJIOra, 3aJIEKUTh Bijl
HasiBHOCTI cyOcneniaicrie [47]. Ak npaBuio, Jikap
MEPBUHHOI MEIMYHOI JIOTIOMOTH CTEXHUTb 32 TIOMipPHO
mizBunieanM 170HP 3 moBTOpeHHsIM y 3pasKy MissMu
KPOBi 3 (DLIBTPYBATIBHOTO TaTiepy i OIHIOE MiABUIIEH]
3HAYEHHS 3 PIBHSAMU B cHpoBartiii exekTposiTiB i 17OHP.
Ko 11 BUMipIoBaHHS € HEHOPMaJIbHUMH, KJIIHIIIACT
HAIIPABJISIE HEMOBJIS JI0 JIUTSTIOTO €HIOKPUHOJIOTA.

[pyrnii eran ckpuninry 3 LC-MS/MS nae 3mory
eeKTUBHO BUMIipIOBaTU TIaHe b CTEPOI/IiB i AiarHoC-
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tyBaTu iHmi popmu BTH3, sx 1e Oysio mokasaHo Ha
npukiaa pedinury 11B-rigpoxcunasu [164, 165].
Skio 6asanbHi pesysbraT B cupoBarii abo 3 (hiabT-
pPyBaJIbHOTO Tamepy HeAOoCTaTHbO iHGOPMATHUBHI,
HeoOXiZIHO ITPOBECTH [AiarHOCTHKY Hali€HTa 3a J0I0-
MOTOI0 TecTy CTUMYJAIii KocuHTponinoMm [166].
Icaytoui HOpMM TIpM3HAYeHi [JisI TECTiB 3 BUKO-
pucTaHHsAM (HapMaKOJOTIYHOI /103U KOCUHTPOIIHY
(AKTT [1—24]) 0,25 mr, BBeIeHOI BHYTPIIIIHHOBEHHO
(y miTeii 3 myske HU3BKOIO MACOIO Tijia 103a MOKe Oy TH
amemntena 10 0,125 Mr), o MaKCUMaJIbHO CTUMYJIIOE
KOpYy HaJIHUPKOBUX 3ai03. Llelt miarHocTHUHMI TecTt
BI/IPIBHSIETHCS Bijl TECTy 31 CTUMYJISIEI0 HU3BKOIO
no3ot0 AKTT, siknii BUKOPUCTOBYETHCS 71T OIIHKH
IHTAKTHOCTI TirmoTasamMo-TinodizapHo-HATIHUPKOBOI
oci [167]. 3pasku noBUHHI OyTH OTpPUMaHI TIepe Ta
yepe3 60 XBUJIWH TIic/isl BBEJ€HHS KOCWHTPOIIIHY.
Ax minimyw™, caig Bumipatu koptuson ta 170HP, are
170HP moske OyTH I ABUIEHUIT 32 HASBHOCTI IHIINX
(epmentatuBHUX jedexTiB, 30KpemMa jgedinuTy
11B-rizpokcusasy, piaue — pedinuty 3p-rizpokcu-
cTepoif-meriporeHasu abo AediluTy OKCUTOPENYK-
tasu P450. I11o6 nposecty nosue AudepeniioBaHHs
pisHUX (epMeHTHUX aedeKTiB, AKi MOXKYTb OyTH
noreHmifinoro mpuunaoio BI'H3, kminimucTtu mo-
BUHHI B ifleajli HaACUIATU 3Pa3KU 0 €HAOKPUHHOI
pedeperc-abopatopii A1 BUMIPIOBAHHS 32 JOIO-
moroio LC-MS/MS 170HP, koprtusoay, 11-geokcu-
Koptukocrepony, 11-meoxcuxopruszomy, 17-OH-mpe-
TeHOJIOHY, JIETiZIPOEITiaHAPOCTEPOHY Ta AHIPOCTEH]Ii-
oHy. SKIIO y MaJleHbKKX AiTeil mpobaeMa 3 00’eMoM
KpoBi 60 BEHO3HUM JOCTYIIOM 3a0ip IIPOOGU MOKIUBO
pilicanT Jsiniie vyepe3 60 XBUJIMH Ticast BHYT-
PILIHBOBEHHOTO 260 BHYTPIIIHBOM I30BOTO BBEIEHHS
kocuHTpoIiHy. CIiBBIJHOIIEHHSI IIOKa3HUKIB 0CO0-
JIMBO KOPHUCHI IJII PO3pi3HEeHHsS (epMeHTaTUBHUX
nedekris [164, 165]. Sk ansrepraTiiBa BUOGIPI KPOBI
MOKYTb OyTH ITPOaHAIi30BaHl 3pasku cedi B KiJIbKOX
CHeIialbHUX MEHTPAX 3 BUKOPUCTAHHSIM Ta30BO1 XPO-
marorpadii — mac-criekrpomerpii abo LC-MS/MS; neit
miaxiz 3a0e3mednTh aHAJOTIYHUI 32 TOUHICTIO 6ioXi-
MiuHU giaraos [168].

Tectn Ha cTUMYJIAIII0 KOCUHTPOITIHOM CJIiJT Bifl-
KJIACTH JIO 3aBEPIIEHHS MepIux 24—A48 roIuH KUATTS.
IcHye BHCOKa 4YacTOTa K XUOHONO3MTHUBHUX, TaK
i XMOHOHEraTUBHUX PE3YJIbTaTiB, KOJM KJIHIIUCTH
OTPUMYIOTH 3Pa3KH 0/Ipa3y IicJist HapO/KeHHs. Y pasi
nedinuty 21-Tigpokcunasu, Sk TPaBUJIO, MiBUIIE-
HUH piBeHb TaKO’K IHIITUX CTEPOI/IiB, 30KpeMa 2 1-/m1eok-
CUKOPTH30J1Y, aHIIPOCTEH/IIOHY 1 TECTOCTEPOHY.

B oci6 i3 cumnromamu BTH3 y paHHbOMY JUTHH-
crBi st ckpuniary #Ha BIH3 3a gormomoroio LC-MS/MS
MMOBUHHI BUKOPHUCTOBYBATUCS 3Pa3KW CUPOBATKH,
oTpuMaHi /10 8-1 roguHN paHKy. Y JKiHOK, SIKi MeH-
CTPYIOIOTh, PEKOMEHIYEThCS MPOBOANUTH BiaGip 1pob
y panHio domikynasapay ¢asy. Ha puc. 2 naBeneno

T MpeimMnAaHTalis — Te, Wo BIABYBAETHCS MiXK 3aMAIAHEHHSM SALEKAITUHM | i1 IMIAGHTAUIEIO B CTIHKY MaTKu (MPyM. nepekAasava).
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MoHitopuur 170HP
(ponikyasdpHa aza)

\

200-1,000 ng/dL
(6-30 nmol/L)

l

CTUMYASILIAHMIA TecT
3 KOCUHTPOMiHOM

< 200 ng/dL
(< 6 nmol/L)

> 1,000 ng/dL
(> 30 nmol/L)

\4
< 1,000 ng/dL

(< 30 nmol/L)
v / \Z

210HD

210OHD BuKAOYEHMA

Puc. 2. AiarHoctnka aedpiumrty 21-riapokcuaasu (21 OHD).
PecbepeHTHi cTaHAQPTU AASI FOPMOHAABHOI AlarHOCTUKM GYAM
OTpuMaHi 3 nocuaaxb [170, 171, 173, 174]. i AiarHoCTUYHI
MOpPOrn BUSBASIIOTLCS MOAIGHMMM AAst aHaAi3iB LC-MS/MS 3
obmeskeHnx AaHux [175]. 3BepHiThb yBary, WO BMNAAKOBO
BUMIpsiHi piBHi 17OHP MoxyTb 6yTM HOopMaAbHMMK 3a HK
BI'H3; otmxe, piBHi 170OHP caia BM3HauaTH paHo-BpaHLi (A0
8.00). AAS XKIHOK, SIKi MEHCTPYIOIOTb, BUMIPIOBaHHS CTEPOIAIB
CAIA NMPOBOANTU Y (DOAIKYASIPHY Da3y, 1 BOHM MOXYTb BIA-
PI3HATUCS 3aAEXKHO BiA BUKOPUCTOBYBAHOrO aHaAizy. Ocobu,
gKi MatoTb KAacuuHy BI'H3, g9k coaeBTpaTHy, Tak i mpocty
BipUAbHY popmmn AedpiunTy 21-riApokcrAasm, 3a3Buyan
MaloTb HECTUMYAbOBaHI 3HaueHHst 170OHP y kiAbka Tmcsu.
3ayBaXkMMO, LLIO IHOAI CKAQAHO KAIHIYHO BIAPIZHWTM KAQCHYHI
i HekAacuuHi chopmu BIH3 6e3 cHAPOMY BTpaTu COAI.

3pa3ok jgiarHoctuuHoi ctpaterii [169—172]. Ctu-
MYJISIis KOCHHTPOIIIHOM HeOoOXifHa /IS Malli€HTIB 3
HeBusHaueHumu OGasosumu pisaamu 170HP. [lna
MAIEHTIB 3 HEMIaTHOCTUYHUMU CTUMYJIbOBAHUMU
sHaverrsamMu 170HP, 0cob6mMBoO THX, XTO OTPUMYE
tepanito 'K, niarHo3 Moske MiATBEPAUTH T€HOTHUITY-
Banns [171, 176, 177].

Topmonasibhi heHOTUIIN 100Pe KOPEIIOIOTh 3 FeHO-
tutamn CYP21A2; mpore reHOTUITYBaHHSI HE MOKe
BUSIBUTU BTpaTy coJii. Hampukiiaz, reHoTUIryBaHHS
Moke BusBUTH [VS2 coseBTpaTHOI Ta TPOCTOL
BipuibHoi popm [35, 178, 179]. TeTeposuroru MaioTh
tpoxu migBunieanii 170HP nicas ctumymsanii AKTT,
[POTE iICHY€ YaCTKOBMIA 36ir 3 HeYypaskeHUME 0co0aMu
[173]. Ax mMapkepu reTepo3UTOTHOCTI BUKOPUCTOBY-
Bases 1 inmi anamit [180, 181], ane renoruiryBan-
HsI € HAlKPAIUM METO/IOM BUSIBJIEHHSI T€TEPO3UTOT.
Tereposuroru He TOTPEOYIOTh MEAUYHOTO JIiKyBaHHS,
aje iM CJIiJI TTPOBECTU TEeHETUYHE KOHCYJIbTYBaHHS
(nuB. posm. 6.3).

4. JIKYBAHHA KJIACUYHOI BrH3

4.1. Y nepioz pocty B 0¢i6 i3 KJIACHYHOIO BPOIKe-
HOTO TilEepIIa3i€lo HAJAHUPKOBUX 3a7103 MU PEKO-
MEH/LYEMO MiATPUMYIOUY Tepariio TiPOKOPTU30HOM
(1|@@@0).
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4.2. Y nepiozx pocty B 0cib i3 BPOAKEHOIO rinep-
MJIa3i€l0 HAHUPKOBUX 3aJI03 MU PEKOMEHYEMO
BUKOPUCTOBYBATH TIEPOPATbHY CYCIEH3iI0 Ti/IpOKOp-
THU30HY Ta HE PEKOMEH[YEMO TPUBAJe 3aCTOCYBAHHSI
[JTIIOKOKOPTHKOIZIB TpuBasoi aii (1/@@@0).

4.3. Y HOBOHApO/KEHUX 1 B pAHHBOMY JIUTHUHCTBI
MU PEKOMEH/IYEMO 10 CXEMU JIIKyBaHHS BKJIIOYATH
(hayaApoKOpPTU30H Ta [MOJaBaTU HATPIIO XJIOPU]L
(1l@®20).

4.4. Y mopocaux 3 KJIACMIHOIO BPOKEHOTO Timep-
MJIa3i€l0 HAHUPKOBUX 3aJI03 MU PEKOMEHYEMO
BUKODUCTOBYBATH MIOAEHHO TiAPOKOPTU30H Ta/abo
TJTIOKOKOPTUKOIAM TPUBAJOI il pasoM 3 MiHepaso-
KOPTHKOIZIAMU 3a KJIiHiuHMH okasanusMu (1/@@@0).

4.5. Y BCix 0cib 3 KJIACMYHOIO BPOJIKEHOIO Tinep-
IJ1a31€10 HAJIHUPKOBUX 3aJ103 MU PEKOMEH/IYEMO CTe-
JKUTHU 32 O3HAKAMU TIePel03yBaHHsI TTIOKOKOPTUKOI-
JiB, @ TAKOXK 32 O3HAKAMM HEJI0CTATHBOI HOpMaJi3artii
AHJPOTeHiB, W06 3aBASKK JIKYBAaHHIO ONTUMI3yBaTh
npodinb HagHUpKoBUX cTepoigis (1|@®D0).

4.6. Y Bcix 0cib 3 KJIACMYHOIO BPOIKEHOIO Tinep-
IJ1a31€10 HAJIHUPKOBUX 3aJ103 MU PEKOMEH/IYEMO CTe-
JKUTH 32 03HaKaMu gedinuty abo HaUIMIIKY MiHepa-
nokopTukoiis (1/@®@0).

Joxa3su

[TpasuibHe sikysants ['K 3anobirae HaqHUPKOBIT
KpU3i 1 Bipuitizallii, CHpusiioun Maii>ke HOpMaJIbHOMY
pOCTy Ta PO3BUTKY B IMTUHCTBI. YTIPABIiHHS KJIacuy-
Hoto BTH3 € ckagnuM GanaHCyBaHHAM Mix Tirep-
aHJIPOTEHIEI0 Ta TIMEePKOPTUIIM3MOM. Y TaIli€HTIB-
HEMOBJIST KJHIIIMCTA MOXKYTb TIEPEBUIILYBATH PEKO-
MenzoBani 1031 ['K, 11106 3MeHIITUTH TTOMITHO ITi/{BU-
MEeHNH piBeHb HaJHUPKOBUX FOPMOHIB, ajie BasKJINBO
ITBU/IKO 3HUBUTH /103y TP JOCATHEHHI iX IIJThOBUX
pisuis. HeoOxigna nepioguuna nepeoninka. Crpobu
noBHicTI0O HOpMastidyBaTu piBeHb 170OHP 3azBuuaii
MIPU3BOJIATD JI0 TIePEIO3yBaHHS 3 O3HAKAMU CUH[IPO-
My Kynmara. HemosisTa 3 kinacuaaum fedimurom
21-rigpokcuiasu morpedyrorh K Ha mogauy 1o JiKy-
Bantg MC rta gogaBanHs HaTpito xjaopuay. [Torpeba B
HaTPil y HOPMAJIBHO 3POCTAI0OYNX HOBOHAPOJKEHUX
CTaHOBUTH ~ 1 MMOJIb/KI Ha 100y — KiJIbKICTb, IO
MICTUTBCS B KiHOUOMY Mostoli. [Ipore st narienTis
i3 coseBTpaTHol0 dopmoio BIH3 1s KimbKicTh €
HEJIOCTaTHBOTO, TOXK PEKOMEH/IOBAHO /I0/IABAHHS HAT-
pito xnopuzy [182]. B imeasni ciin BukopucToByBaTH
CTaHIAPTHUN PO3YMH COJIi, TPUTOTOBAHUN amlTEeKOIO,
a6o cranzaptHi TabjaeTku HaTpiro xaopuy. Ile Moxe
OyTH HEOOOB'IBKOBUM, SIKIIO 3aCTOCOBYBATU BUCOKY
103y GuyapokopTrusony [183]; oxHak 0cob6gMBO BaskK-
JIUBO CIIOCTEpiraTu 3a apTepiaibHUM THCKOM Y He-
MOBJISAT, sIKi TOTPeOYIOTh JIIKYBaHHS BUCOKUMU J103a-
mu MK, yepe3 MiHIUBY 3/aTHICTh HE3PIIUX HUPKO-
BUX KaHaJbliB peabcopOysaTu HaTpiil. KiiHimucram
CJIiJT TIEPi0INYHO TTOBTOPHO TepersaaaTu 1o3u MK ta
HATPilo, BUXOJASYMU 3 apTEPiajibHOTO THUCKY, aKTHB-
HOCTI HaTpilo, Kajifo Ta aKTUBHOCTI PEHIHY TIa3Mu
kposi (APII).
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TabAnug 2
MiaTpmyroya Tepanis y nepioa pocTy B nauieHtis 3 BTH3
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Mpenapatn 3araAbHa AeHHa A03a

Po3noaiA npoTtsirom A06m

['K: riApOKOpTU30H, TabAETKM 10—15 Mr/m? Ha A0OY

3 pasu Ha A0Gy

MK: hAyAPOKOPTU30H, TaBAETKM 0,05—0,2 Mr/a06y

1—2 pa3u Ha A0OYy

AOA@BaHHS HaTpilo XAOPUAY

1—2 /A (17—34 MEKB/A) HEMOBASITAM

Po3snoaiAeHe Ha KiAbka roayBaHb

MpumiTka. BkasaHi A031 i cxemu € NPUBAM3HMMM | HE MOBUHHI PO3MASIAATUCS SIK OOMEXKYBaAbHI Yy BUOOPI AASI KOXKHOTO KOHKPETHOTO MaLlieHTa.

Xoua nedekt 6i0CHHTE3Y aIbOCTEPOHY KJIHIYHO
OYEBMIHUI JIKIIIe TIPK cOoJleBTpaTHiil (opmi, cyOrIi-
HIYHUI einUT adbJOCTEPOHY TPUCYTHIN Y BCIX
dopmax gedirury 21-rigpoxcunasu [ 184, 185], i naii-
Kpaiile WoTo OIIHIOITH 34 CIIBBIHOIIEHHSIM aJIb/0-
crepony 10 APII [184]. Orike, Bci ocobu 3 Kiaacuy-
Hoto BTH3 norpebytorh Tepartii Gy ApoKopTH30HOM
Ta aJIeKBaTHOTO JIOJIaBAaHHS JI0 Xapu4yBaHHS HATPIilo,
[OYMHAOYM 3 AMTUHCTBA. IligTpuMyBaHHS OajiaHcy
HATpil0 MAa€ BaXKJIWBE 3HAUYEHHS JJIsT €yBoJIeMii Ta
sumxkennst Bazonpecuny u AKTI, mo nae 3mory
3MmeHnrysaru 03u 'K i TuM caMum cripusdTi Kpario-
My pocty [186].

Y mursaomy Bimi kpammm 'K e rigpokopTusow,
OCKIJIBKM TOTO KOPOTKHUI TIEPioj HaIliBBUBEIEHHS
MiHiMi3y€e HecripusITIuBi 1006iuHi eeKTH, XapakTepHi
UL TPUBAJIO itounX, Oibii oTyskHux I'K, ocobnnso
npurhiverns pocty (tabu. 2) [187]. 3a ganumu ozxHo-
TO JIOCJI/IPKEHHS, OUiKyBaHWH edeKT MpeHi300HY
I[0/I0 TIPUTHIYEeHHsT pocTy OyB 1pub/msHo B 15 pasis
MOTY>KHIIINM, HiXK y TipokopTtusony [188]; nekcame-
TazoH Moxke Oytu B 70—80 pasiB CHIBHININAM, HizK
rizpokopTuszon [189]. Xoua HecnmmpToBi cycriensii
T1ZIPOKOPTU30HY JOCATAIOTH PiBHIB KOPTU30JTY, TOPIiB-
HSHHUX 3 TaKUMH, IO JOCSATAIOTHCS 3a JOMOMOTOT0
TabsreTok rigpokopTusony [190], mepopasbHi cycreH-
3ii riAPOKOPTU30HY LUITOHATY OYJIM HEIOCTATHIMU
st pocsaTHenHsa koHTponio BIH3 y miteir [191]
yepe3 HEPIBHOMIPHICTh PO3IOIY B Piakiil (opmi.
Hapuiiiauii KoHTPOJIb MOKe OyTH JOCATHYTHIl IIJIs-
XOM IIePOPAJIbHOIO BBEIEHHsI MOAPIOHEHUX, 3BaKe-
HUX TabJIETOK TiAPOKOPTU30HY, 3MIilIaHIX 3 HEBEJIU-
KM 00’eMoM Ppiaunu, 3a HeoOXigHOCTI Oesocepe-
HbO Iepej BBeneHHsAM. Ilorpeba B mpUroTyBaHHi
HysKe MaJux 03 ab0 CIeliaJIbHUX JIKapChKUX Ipe-
napariB JAMKTYE€ HeOOXiJHICTb o0uMparu perenTypHi
alTeKH, OCKLIbKU Oy MOBIAOMJIEHHS IIPO TOYHICTh
3MIHHOI /1031 B CKJIaJHUX mpenaparax [192—194].

Hemae poctaTtipoi KiJbKOCTI JaHuX, o0 peKoMeH-
JyBaTu oAPOGJIeHIIT PO3IIOALT 103 IPOTATOM JiHs a60
eMITipryHe [03yBaHHs y paHHi paHkosi roaunu [195].
Koy mosu nepesuinyors 20 Mr/m? Ha 100y y miteit
rpyaHoro Biky abo 15—17 mr/m? Ha 100y y IMITKIB,
CIIOCTEPITAETHCS 3HWKEHHST CTAHAAPTHOI KA Bifl-
xusenb (SDS), mo npusBoANTh 10 3HMKEHHS CTaH-
nmapTHOTO BigxusieHHs 3pocty (SDS) [196—199].

Y Tabi. 2 HaBeJEHO IIPONOHOBAHI PEKOMEHJALL]
1I0/10 A03yBaHHsL. [CHYIOTHh BiAMIHHOCTI B abcopOIii

TIIPOKOPTU30HY Ta TEPiofli MOro HaiBPO3Mady, 110
MOJKe BIUIMBATH Ha moTpedy B iioro mosysanHi [200].
Xoua JIiIKyBaHHS TIPEHI30JI0HOM 1 JleKCaMeTa30HOM
edeKTUBHE JIJIs TIPUTHIYEHHST HAJIHUPKOBUX aHpOTe-
HiB y miteii 3 BTH3, 1i 6ibin moTysKHi JiKapchKi
3acobu yacrile, Hi’K TiZAPOKOPTU30H, IIEPELIKO/KA-
I0Th 3POCTAHHIO TiJsa, i iX He MOKHA CTAHIAPTHO PEKO-
menayBaTu. Ilig wac crareBoro j03piBaHHS, HaBITh
SIKIIO 3aMiCHA Teparlis Ta KOMIIJIAEHTHICTD a/IeKBaTHI,
KOHTPOJIb MOKe OyTH HeIOCTATHbO ONTUMAIbHUM
yepes 30isbleHHsT Kiaipercy koprusony [201]. Ho-
pocauii 3pict xBopux 3 BITH3 HeratnBHO KOpeTioe 3
nosoto I'K, mpusHaueHO B paHHbOMY IyOepraTi;
Hali€HTH, SKi OTPUMYBaJ Ha IMOYaTKy ybepraTy
MiAPOKOPTH30H Y M060BIH 1031 < 20 Mr/m% 3HAYHO
BUII, HI’K Ti, XTO OTPUMYBaB OLJbII BUCOKI 03U Ti-
poxroptusony [187]. Tomy, sik i B MOJIOIINX TIAITi€H-
TiB, BaKJIMBO B [1€PIOJ CTATEBOIO J03PiBaHHIA 0OMe-
SKUTUCH HAMEHIIIOI0 e(heKTUBHOIO /103010 JIJIsT IOCSIT-
HEHHS 11iJIell JTiKyBaHHS.

[Tic/ist 3aBepieHHs nepioy pocty abo mpu HabJu-
JKeHHI 0T0o 3aBepIlleHHs MOKYTb npuaHavarnch ['K
TpuBasoi aii (tabi. 3), Xoua IepeBara B JIKyBaHHi
CTaHZAPTHO HA/AETHCS TiAPOKOPTU30HY. OCKiJbKN
Bi/ICYyTHI paHZIOMi30BaHi KOHTPOJIbOBAHI JOCIIKEeH-
Hsl, 10 IepeadayaTh TPUBAJe CIOCTEPEKEHHS 3a
JIOPOCJIVMU, SIKi OTPUMYIOTH Pi3HI peXKUMU JIKYBaH-
H4 kiaacnyHoi BITH3, nani kommBatotees [202, 203 ].

OnrtumanbHa /1032 3aMillieHHsT (QIIyAPOKOPTU30HY
y fopocanX (IK y HEMOBJST i JliTell) BUBUYEHA He-
nocratHbo. ITorpeba B MK 3MeHIIyeThest 3 BiKOM,
OCKIJIBKM CHUPOBATKOBUI aJIb/IOCTEPOH BUCOKHUM, a
MPHK nupxosoro perentopa MK nuspka npu Ha-
pomskenHi [204], Takosk y OLABLIOCTI pallioOHIB BHCO-
KU BMICT coJti. BijipITicTh HeTinepTeH3snBHUX J0POC-
aux 3 kiaacuuHoio BIH3 orpumyors mo3uTtuBHUN
ebext Bij TpuBanoro JiKyBaHHS (DIyIPOKOPTU30-
HoM. Bumory mozo saminu MK mae OyTu nieperiisiHy -
TO TIi/I Yac repexojy BiJl MeiaTPUIHOI /10 T0POCIOi
MEIMYHOI JIOTIOMOTH.

YcyHeHHST CUMIITOMIB TillepaH/IPOTeHii Y MOJIONX
JKIHOK Moske noTpeOyBaTh JikyBaHHs, kpiM TK i MK,
TAKOX AHTATOHICTAMHW aHIPOTEHHUX PEIENTOPiB.
OpasibHI KOHTPAIENTHUBH, MO MICTSATH APOCITiPEHOH,
e(eKTUBHO 3HMKYIOTh CUHTE3 SIK HA/IHUPKOBUX, TaK i
SIEYHUKOBUX aH/POTEHIB, X04a Ile He BIIMBAE HA
piBenb xKoptusosy [205], aprepiambroro Trcky, APII
abo piseHb Kaiito B cuposarii [206]. Tlepopaibhi
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TabAmug 3

MMiaTpMMytoua Tepanisi AASl NALIEHTIB MiCAS 3aBepLUEHHS MepioAy pocTy

TAHOKOKOPTHKOTA TPUBAAOT Al 3anpornoHoBaHa A03a (Mr/A06y) Aob6oBa p03a
liApokopTH30H 15-25 2-3
[MpeaHi30H 5—-7,5 2
[MpeaHi30A0H ? 4—6 2
MeTtnanpeaHi3oA0H 4—6 2
AekcameTasoH? 0,25—0,5 1
MDAYAPOKOPTU30H 0,05—0,2 1-2

MpumiTka. @ — cycreHsis a6o eAIKCUP MOXKYTb AO3BOAMTH MOAIMLIMTM TUTPYBAHHS! AO3M AAS LWIX Mpenaparis.

KOHTPAIIENITUBH, O/HAK, HE MOXKYTh 3aMiHUTH JIiIKyBaH-
ua 'K 1 MK 3a kimacnunoi BI'H3, xoua feski sKiHka 3
HK BTHS i3 k1iHIYHUMI TPOSIBAMU MOKYTh Ha/laBa-
T TiepeBary TakoMmy JiikyBaHHO. CIIpOHOJIAKTOH €
BiZIHOCHO TPOTUTIOKA3aHUM SIK aHTArOHICT aH/[POTEHIB
npu coseBTpatHiil hopmi BIH3, ockinbku € anTaro-
HicToM Takoxk MK, i MoXe BUKIMKATH 3MEHIIEHHS
00’emy kposi. JIiKyBaHHS TipCyTH3MYy BUXOAWUTH 32
PaMKHU [[UX HACTAHOB 1 06rOBOPIOETHC OKPEMO B IHIIII
HactanoBi Eniokprnnanoro ToBapuctsa [207].

Basnanc nepesar i mkoau

3anpononosanuii Bubip TK nagae 6iibiioro sua-
YEeHHS] 3MEHIIEHHIO HeraTMBHOTO BILJIMBY Ha TIipoc-
TAYUX JiTel, Hi?K 3pYYHOCTI.

Cmpecoge dosyeanns

4.7. YciM martieHTaM 3 BPOJIPKEHOIO TillepILIa3ieio
HATHUPKOBUX 3aJ103, SIKi MOTPeGYI0Th Tepallil rIoKo-
KOPTHKOIZAMM, B TaKMX CHUTYyallisX, sIK XBOPOOU 3
rapstaxoro (> 38,5 °C), racTpoeHTepHUT 3 JIeripaTalli€,
TSDKKA Xipyprisi, 1O CYNPOBOJIKYETHCS 3arajbHOIO
aHeCTe31€10 Ta CePHO3HOI0 TPABMOIO, MU PEKOMEH/TYE-
MO 36i/IbIIyBaTH 103y TIIOKOKOPTUKOIAiB (1/@DD0).

4.8. TlamienTaM i3 BpOMKEHOTO TilepILIa3ieio Haj-
HUPKOBHUX 3aJI03 TIiJ[ Y4ac MIOJIEHHUX PO3YMOBUX Ta
eMOLIIHHUX CTPECIB Ta HETSIKKUX 3aXBOPIOBAHb Ta/a00
mepe; 3BUYAHUMHU (DI3SUMIHUMHU BIIpaBaMU MU He
PEKOMEHLYEMO 30LIBIIYBATH 03U TJIFOKOKOPTUKOI-
nis (1|@@00).

4.9. IlamienTaM i3 BpOAKEHOTO TiMepILIa3ieo Haj-
HUPKOBHUX 3aJ103, sIKi MOTPEOYIOTh JIKYBaHHS, MU
PEKOMEHIYEMO 3aBKAM MaTH i3 co00r0 abo HOCUTH
MEJNYHY ifieHTudiKaIlifo, SKa BKa3y€ HA HASIBHICTH
HaJHUPKOBOI HegocTaTHOCTI (1/@®@0).

4.10. Mu pexomMeHIYEMO TPOBOAUTH HABYAHHS
MAITIEHTIB 13 BPOKEHOTO TillepIlyia3ieto HaIHNPKOBUX
347103 Ta IX OIMIKYHIB, a TAaKOX TiCHO KOHTaKTyBaTH
3a771s1 MPOoMIJaKTUKA HAAHUPKOBOI HEIOCTATHOCTI i
301JIbIIIEHHSI 1031 TJIIOKOKOPTUKOIIIB (ajie He MiHepa-
JIOKOPTHUKOIIB) TPU THTEPKYPEHTHUX 3aXBOPIOBAH-
ax (1/@@@0).

4.11. Mu pekOMEHIYEMO OCHACTUTU KOXKHOTO
MaIli€HTa 3 BPOJKEHOIO TilepIlIa3ifo HaIHUPKOBUX

76

3a/103 KOMILJIEKTOM i3 IpemapaToM iH €KIIHHOTO
[JTFOKOKOPTUKOIY JIJIsl HEBiIKITATHOTO 3aCTOCYBAHHST
Ta HABYUTHU IMApEHTEPATHbHOMY CaMOCTIHHOMY HOTO
BBe/IEHHIO (MOJIO/IMX Ta MAIli€HTIB CTApIIOro BiKY)
abo mpaBusIaM 3actocyBarHs (6aThKiB a00 OIMIKYHIB)
TAIOKOKOPTUKOIIB JIJISI HEBIAKIAAHOI [OMTOMOTH
(1l@®20).

Joxa3su

Y mnamienTiB 3 TsokkuMu dopmaMu 1edinuTy
21-riApOKCUIIa3H BIJCYTHS MOJKJIUBICT BUPOOISTH
JIOCTATHIO KiJIbKICTh KOPTU30JIy Y BI/IITOBIZIb HA CTPeEC,
HAIPUKJIaj, XBOPoOy 3 rapsukoi, TaCTPOEHTEPUT 3
Jleriziparali€eto, Xipypriudy orepaiio abo TpaBMy, a
TOMY XBOpi OTpeOyIoTh 30inbinerHs qo3u TK iz yac
Takux enizoxis (tabur. 4). Ha Biaminy Big miarpumyro-
4YOTO JIIKyBaHHS 3 NPUHOMOM IpenapaTiB Tpudi Ha
JIeHb MU IPOMOHYEMO CTPECOBE [O3YyBaHHS KOKHI
6 roguH [208]. Y mocipkeHHSX 13 3aIyYeHHIM JliTel
3 HEypPaKEHUMU HA/IHUPKOBUMU 3aJI03aMH, SIKi Tiepe-
HeCJIM aHecTe3ifo i He3HauHy XipypriuHy orepartio,
KOPTU30JI Yy CHUPOBATIi KPOBi He IepPeBUINYBaB
10 mxr/man (276 umonb/n) [209]. Orke, nmorpeba B
CTPECOBOMY JIO3yBaHHI TTiJ1 YaC HE3HAYHUX MTPOIELYP
TTOBUHHA OIIHIOBATHCS 1HANBILyaIbHO.

VY mociimkenti, mo 6asyBaJoch Ha OIMTYBaHHI
122 nopocaux 3 kmacmunoo BI'H3, malmomuperi-
NIMMU [IPUYMHAME PO3BUTKY HAIHUPKOBOI KPU3H
Oysin pecnipaTopHi Ta MIJIYHKOBO-KUIIKOBI 1HMeKIii
[210]. V momyndiiiiHOMy TPOCIEKTUBHOMY JIOCJIiI-
skenni 102 GaBapebkux jgitell 3 kiaacuunor BIH3
27,5 % HOCTipKyBaHUX CTPAKIAIN BiJl HAAHUPKOBOI

Tabanug 4
MponoHoBaHi cTpecosi A03u K y AikyBaHHI aApeHaAOBOiT KpU3u

INMouartkoBa napeHTepaAbHa

Bik naujieHta .
A032a rAPOKOPTU30HY

HoBoHapoaskeHi

. . . 25 mMr

i AITU AOLLIKIABHOIO BiKY

ATV WKIABHOTO BiKy 50 mr
Aopocai 100 mr

MpumiTka. HapaAi BHYTPILLHbOBEHHWIA TNAPOKOPTM30H MOXKE HaAABaTUCh
Y AO3i, sKa CKAQAQE % MOYaTKOBOI MapeHTEPAAbHOT AO3M FiAPOKOPTU30HY
(BULLLE), BBEAEHOI KOXKHI 6 TOAMH.
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Kpusu abo Tinorjaikemii, roJJOBHUM YMHOM IIPOTSITOM
nepiux 4 pPoKiB JKUTTS, HacaMIIepes Ti, y Koro OyJia
conetparna dopma BIH3 [211]. ¥V [lonatky A Hase-
JIEHO ITOCUJIAHHS HA HaBYaJIbHE BiJIeO JIJIsl EKCTPEHOTO
BHYTPIllTHOM SI30BOTO BBEJICHHS TiZ[POKOPTU3OHY.

Kosm BBOIATBCST CTPECOBi /103U TiAPOKOPTU3OHY,
MK #e norpiOHi, OCKIJIBKU TiPOKOPTU30H MOXKE
aktuByBatn M K-penenrropu [212]. TlamienTn noBuH-
Hi TIOBEPTATUCH /IO MiITPUMYIOUNX /103 TIZIPOKOPTU30-
Hy micsist crabimizaliii, a TaKoK YHUKATH FOJIOLYBAHHSI
ITiJ] 9ac TOCTPUX 3aXBOPIOBaHb. Y 3B’SI3KY 3 PUSUKOM
rimoryiikemii Ta aucOasaHCy eJeKTPOJITIB OGaThKiB
CJTi/l HABYATH JIABATU MAJIEHbKUM JiTSIM ME€POPAIbHY
TJIIOKO3Y Ta /lofiaBaTu esnekTpositu. HemoxiausicTsh
[epOPaIbHOIO BBEJEHHS PO3YKHIB a60 MeJUKaMEHTIB
BUMara€ HeraiHoOi MeIWYHOI JOIIOMOTH i TapeHTe-
pampHOTO BBefeHHS ['K Ta i30TOHIYHMX DPO3YMHIB
JUIs 3a1100iraH s HaJHUPKOBii kpusi. ITapenTtepabie
BBenenus: 'K He 3aBKIU TIPOBOUTHCS MEPCOHATIOM
€KCTPEHOI CITy/KOU; MU PEKOMEH/IYEMO, 106 Malli€HTH
Oynu 3abesnederi GJrakOHaMU TiZAPOKOPTU3OHY IJIsI
IH'EKINN 1 BMIJIM BBOAWTH Mpemnapar BHYTPIIIHbO-
M’s130B0. PyTwHHI (i3nyuHi BIpaBu i MCUXOJOTIYHUNA
cTpec (HapuKJIal, TPUBOTA 1 aKa/leMivHi icuTh) He
BUMaratoTh 30iabienHs gosysants TK [213]. Hemae
JKOJTHUX JTOKAB3iB, 110 MiATBEP/KYIOTh BUKOPUCTAHHSI
nonatroBux 'K jiyist TpuBasinx TpeHyBaHb.

Hopocui 3 knacnaynum BITH3 noBunHI TpooBIKy-
BaTU IPOBOAUTHU ieHTUDIKAII0 MEIUYHOTO IIoITe-
pemxenns ta iH'ekmii 'K mpu ekcTpeHMX BUTAIKax,
ockinmbku 20 % HATHUPKOBUX Kpu3 y XxBopux 3 BIH3
BUHWKAIOTh y JIOPOCJOMY BIilli, HallyacTilie Ipu
IITYHKOBO-KHUIITKOBUX 3axBoproBaHHAX [210]. Peectp
588 oci6 3 BTH3 nokasas koedillieHT PUSHKY IJIst
cmepti 2,3 (CI, 1,2—3,3), 1o popiBHIoE 6,5-piaHoMy
cepelHbOMY CKOPOYEHHIO TPUBAJIOCTI KUTTS [214],
MOB’sI3aHOMY 3 HaJHUPKOBUMU Kpu3amu. Okpemi Je-
TaJIbHI pEKOMEH/IAIli1 JIOCTYITHI B TIOTIepeIHIX HacTa-
HoBax Empoxpunrnoro ToBapumcTBa 100 TIEPBUHHOI
HaJHUPKOBOI HepocTaTHOCTI [215].

Monimopune mepanii

4.12. Tlamientam BikoM 0 18 MicsIliB i3 BpoKe-
HOTO TiTepIiazielo HaHUPKOBUX 3aJ103 MU PEKOMEH-
JIYEMO TPOBOJWTH CYBOPUI MOHITOPUHT TIPOTSTOM
TepIuX 3 MICSIIB KUTTS 1 Haali KOKHUX 3 MiCSIIi.
[Ticas 18 micsAiB MU pPEKOMEHIYEMO TTPOBOUTU
KOHTPOJIb KOsKHUX 4 micsi (1/@@00).

4.13. llemiaTpuyHuM TaIliEHTaM i3 BPOKEHOIO
rirepIuiasieio Ha[HUPKOBUX 3aJI03 ST BU3HAUEHHS
a/IeKBaTHOCTI JIIKYBaHHSI TJIIOKOKOPTUKOIJaMU Ta
MiHEPAJIOKOPTUKOIZaMI MU PEKOMEHIYEMO, KPiM 0i0-
XIMIYHUX BUMIipIOBaHb, MPOBOJUTH PETYJISIpPHE OIli-
HIOBaHHSI IIBUIKOCTI POCTY, MaCH TiJia, apTepiaibHOTO
THCKY, a Takok (izukanpnux oberexkenn (1/@@0O0).

4.14. TlemiaTpuyHuM TaIliEHTaM i3 BPOKEHOTIO
rinepruiazielo HaAHUPKOBUX 3aJ103 Y Billi /10 2 POKIB
MU PEKOMEH/IYEMO MIOPIYHO MTPOBOUTHU OI[IHKY KiCT-
KOBOTO BIKY /IO JOCSTHEHHSI 3pOCTY OJHM3bKO [0
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nopocsioro (HeknacudikoBane mookeHHs HaJIEKHOI
MTPaKTUKHN ).

4.15. JlopocanM i3 BPOIKEHOIO TillepIiIasieto Hal-
HUPKOBUX 3aJI03 [IJIST OIIHKU aJIeKBAaTHOCTI 3aMiCHOI
Teparrii TJI0OKOKOPTUKOIZaMHU 1 MiHEpaJIOKOPTHKOI/Ia-
MU MU PEKOMEH/LYEMO, KPiM IIpoBeieHHs 610XiMIYHIX
BUMIpIOBaHb, MPOBOAUTHU IIOPiUHI Qi3UKaIbHI OTJISI-
I, SIKi BKJIOUAIOTH OIIHKUA apTepiajbHOTO THCKY,
iHJIEKCY MacH TiJla Ta BUSHAYEHHST HASIBHOCTI KYIITUH-
roigaux osHak (1/@@00).

4.16. [TopocsmM i3 BPOKEHOIO TillepIIIa3ieio HaI-
HUPKOBUX 32J103 MU PEKOMEH/TYEMO ITPOBOINTU MOHi-
TOPWHT JIIKYBaHHS TIJISXOM TMOCJIJOBHUX CHHXPOHI-
30BaHUX BUMIipPIOBaHb TOPMOHIB y TIOPIBHSIHHI 31 cXe-
MOIO IpHiioMy JTiKiB Ta yacy no6u (1/@@00).

4.17. Mu pexoMeHayeMO, 1106 KJIHIIUCTH He
MMOBHOIO MipOI0 TIPUTHIYYBAJIN €H/IOTEHHY CeKpeIliio
HAIHUPKOBUX CTEPOIAIB JOPOCIUM i3 BPOIKEHOIO
rinepIuiasiero HaJHUPKOBKMX 3aJI03 JJIsi 3aro0iraHHs
HECIIPUATIMBOMY BILIMBY Ha Jikysauns (1/@@@0).

JHoxasu

Busnauatn mosyBanus mpenaparis miag BTH3
CKJIQ[IHO. Y HEMOBJISIT 3aBJaHHS [OJISITA€ B TOMY, 11100
3HAUTH BIANOBIAHY 103y GIYAPOKOPTU3OHY, HE
BUKJIMKAIOYM TilepTeH3il, OCKIJTbKN YyTJIUBICTH 10
MK 1pupoaHo 30iJbHIYETHCS MPOTITOM IIEPIIOro
POKY SKUTTS. Y TPOCHEKTUBHOMY JOCJHi/)KEeHH1
33 oci6 3 kiacuuHoto BIH3, siky aiarHocToBaHO
3aB/ISKN HEOHATAJIbHOMY CKPUHIHIY, OijIbIle OJI0BH-
HY TAIli€EHTIB 3a3HaJIN TilepTeHsii B mepmux 18 mics-
miB skuTTsA [216]. Y monyasmifiHoMy JociipKeHHi
nitet (n = 716; BikoBuii miarrazon Big 3 10 18 pokis)
no3a Gy ApoKOPTU30HY OyJla MOB’si3aHa 3 apTepiaib-
HUM THUCKOM, a JIiTH 3 peryssipHo BuMipioBanum APII
MaJTl HUKUYWH KPOB'SSTHUH TUCK, HiX Ti, [0 He BU3HA-
yanu APII.

XapakrepHi 0co6JIMBOCTI aHAMHE3Y XBOPOOU BKJIIO-
YalTh PaHHii BiK MOSIBY JJOOKOBOIO BOJIOCCS, HECIIO-
JiBare 30LAbIIEHHS PO3MIpiB (asoca 4 JOBKUHU
TiJIa, MOSIBY [OPOCJIOTO 3alaxy IOTYy i CUMITOMH
HOTATY 70 coJii abo HagHUPKOBY Kpusy. Ilpu obcre-
JKEHHI CJIi/l BUSIBUTH MOXKJIUBI TMPUCKOPEHY HIBU/I-
KICTb POCTY, O3HAKW Bipuii3aiii ¥ TporpecyBaHHSI
KICTKOBOTO JI03piBaHHS, 1[0 BiAOYBaOThCST BHACIIIOK
TPHUBAJIOTO HEJIOCTATHLOTO JIiKyBaHHs. HaBraku, 3Hu-
JKEHHSI MIBUIKOCTI POCTY, IPUCKOPeHE 301JbIIeHHs
MacH Tijia i BUCOKHI KPOB'SHUM TUCK XapaKTePHi JJIsT
TPUBAJIOTO HAAMIPHOTO JIiKyBaHHsI. JIabopaTopHi JaHi
[IOBUHHI BKasyBaTH Ha HEOOXiAHICTh KOPUIYBaHHS
JI03H JIO TOTO, SIK BiAOYAYThCSI 3MIHU B POCTI, KiCTKO-
BoMYy BiIi Ta ¢izuyHuX o3Hakax. KicTkoBuil BiK €
3aITi3HIJIUM [TOKa3HUKOM IMOIMEPEHbOr0 HealeKBaT-
HOTO TPUTHIYEHHST HAIHUPKOBUX 3aJ103, i TOMY HOTO
CJIJT 3aCTOCOBYBATHM pallioHaJbHO. PeHTreHiBchbke
JIOCJTIJIPKEHHST KiCTKOBOTO BIKYy He € KOPHUCHHUM JIO
2-piyHOTO BiKY; CJIiJl YHUKATH HAJMIPHOTO OIIPOMi-
HeHHs. SIKIo KicTkoBuUil Bik HabIMKaeThes 10 mybep-
TATHOTO PIiBHS B HEBI/ANOBIZIHO PAaHHBOMY BIlli, €
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Tabanug 5
3HauyLLiCTb PiI3HMX MOKA3HUKIB AAS MOHITOpUHIY BTH3

MaujieHTn IMoka3sHuk ®dizionoris LliAi Ta komeHTapi
. Bia HM3bKOrO A0 HOPMaAbHOrO
PeHiH naasmm Craryc 06’emy A ro A b !
aKkuLo 6e3 rinepreHsii
Kaain 3amicHi MK MeTa — Hopma
Harpiit 3amicHi K i MK MeTa — HopMa
Vei BiKOBI TectocTepoH 3araAbHi aHApOreHu MeTa — HopMa a60 G6AM3bKO A0 HOPMM
rpynm . [NepeBaxxHO HAAHMPKOBOTO
by AHAPOCTEHAIOH P AHVP MeTa — HopMa a60 6AM3bKO A0 HOPMM
MOXOAXKEHHS!
TAOBYAIH, 110 3B'A3y€ cTaTeBi TecTocTepoH-3B'3yBaAbHUI AAS pO3paxyHKy BiAbHOTO i 6i0AOriUHO
rOPMOHMU 6iAOK AKTMBHOIO TECTOCTEPOHY
. . HopMaAbHUIA MOKa3HUK CBIAUYMTH
170HP BapiatuBHicTb p . . A
Npo HaAMIpHE AiKyBaHHS
IHTeprpeTyBaTH aHOMaAbHI 3HaYEHHSI
HaaHupkoBoro abo roHapHoro R o
TectocTepoH B KOHTEKCTi piBHIB rOHAaAOTPONMiHIB
MOXOAXKEHHS . .
i aHAPOCTEHAIOHY
i [oHapoTponiHn CTaH roHapHoi oci Husbki nokasrviky caipdate
Honosiku b MPO NOraHWit KOHTPOAb
. [NepeBaxxHO HAAHMPKOBOIO
AHAPOCTEHAIOH P AHP Meta — < 0,5 x TectocTepoH
MOXOAYKEHHS!
AHanai3 crnepmu DepTUABHICTb MeTa — Hopma
Ktk [porectepoH y hOoAIKYyASIpHii Ko niasuienmii, To nepesaxkHo Meta — < 0,6 HI/MA (<2 HMOAB/A)

asi

HaAHUPKOBOIO NMOXOAXEHHS

AAS XKIHOK, 9Ki HamaraloTbCsl 3aBariTHITH

OOTPYHTOBaHMM TeCTYBaHHsI Ha BTOPUHHWII LIEHT-
pampauil/THPI-3a7meXHNT TepeIacHU cTaTeBUH
PO3BUTOK.

Cuposarkosi 170HP i anzmpoctenmion € Tpamau-
mitHUME TToKasHuKamu azekBatHocTi I'K mpu BTH3.
30BCiM HelaBHO BCTaHOBJIECHO, 1[0 MeTabOJiTH, Taki
gk 21-nesokcukopTson i 11-okcucrepoinu, MOXYTbH
3abesreynTt Oi/bII [PSIMe CBiIYEHHS YTBOPEHHS
MIPEKYPCOPIB aHJIPOTEHIB HAHUPKOBUX 3aJ103 TIPU
BI'H3 [218, 219]. Crepoinu MoKy Tb OyTH BUMIPsIHI B
Kposi, cauni [220], ceui [86] abo y mpobax Kposi,
BUCYIIeHUX Ha (iIBTpyBasibHOMY marepi [221, 222].
LC-MS/MS € 30/10TUM CTaHAAPTOM JIJISI BUMipIOBaH-
HsI KPOBI Ta CJIWHU, TOJI K Ta30Ba XpoMmaTorpadis —
MaC-CIIEKTPOMETPIisl € PEKOMEH/IOBAHIM METO/IOM JLJIST
BUMIPIOBaHHS TOPMOHIB y ceui. [lupkaguuii put™m i
yac npuiiomy 'K BIJIMBaroTh Ha MOKA3HUKU CTEPOI/IIB
[223]. Takum YMHOM, PEKOMEH/IYETHCS TPOBOAUTH
MOHITOPUHT JIKyBaHHS MIJISIXOM TOCJIiIOBHOTO 3a
yacoM BUMIipoBaHHd TopMoOHiB. IloBHa cympecig
pisast 170HP y cuposariii He € METOIO JIKyBaHHS, a
BKa3y€ Ha HaJMipHe JiikyBaHHs. PiBHI aHpocTeHIio-
HY CJIiJl OI[IHIOBATH 32 HOPMAaMM, Bi/ITOBITHUMU JIJIST
crati i Biky. BumiptoBanus AKTT wenotispae y marti-
entiB 3 BIH3. [lamienTn 3 npuitHATHUM JIiIKyBaHHSIM,
gk npaBuiio, MaioTh piBHi 170HP i angpocTtenmiony
Ha BepPXHIM MeKi HOPMH [0 ITOMIPHO TiABHUIIEHUX
MIpU TIOCTIHHOMY BUMIiptoBaHHI. KiiHInMCTH MOBUHHI
KOPUTYBATH /I03M B KOHTEKCTI 3arajibHOI KJIHIYHOI
KapTUHU, a He TIIbKK Ha OCHOBI ozHi€el 1a60paTOpHO]
oIinKu. Mu He HaaeMO CITennMITHNX I[ITbOBUX PiB-
HIB HaJHUPKOBUX CTEPOIAIB, OCKIIbKK J1abOpaToOpHi
pedepenTHi jianasonu BapiaTUBHi, pisnuil yac 3a60-
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Py 3pasKiB KpOBi, TOK HEOOXiJHO BPaXOBYyBaTH BCHO
KJIIHIYHY KapTUHY.

[TommpenicTh MyXJIWH SIEYOK 3 aPEHATOBOI TKa-
Hunu (testicular adrenal rest tumors (TART) koJm-
BaeTbes, 36iburyrounch mcas 10 poxis [203, 224].
CKpUHIHT 3a JIOMOMOTOI0 YJIBTPa3BYKOBUX JIOCTIiJI-
JKEHb SI€YOK TIOBUHEH MOYMHATHCS B IiJITITKOBOMY
Bini. Hemae panux, sgki 6 CBig4uiIn 1po Te, sSIK 4acTo
HOTO CJIiJ] TIPOBO/INTH, ajie, Ha IYMKY €KCIIepPTiB, KOXK-
HuX 1—2 pokn — y Ge3CHMMITOMHHUX YOJIOBIKiB abo
yacrime — B HALi€HTIB i3 CUMIITOMaMU XBOPOOW.
Onrumisaris jgikysanas TK Moske 0OMeKITH BUHUK-
nernsg TART na panniii crazii i 3anobirru nporpe-
CYI0UOMY iX POCTY, 1[0 MPHU3BOAUTH A0 Oe3ILIimas
(MB. TAKOK PO3JLT PO GEPTUIBHICTB).

[Mpuanmmu moniTopunry jikyBanus 'K y mopoc-
Jmx xBopux 3 BI'H3 zero BizipisHAIOTHCS Bifi THX, IO
PEeKOMEH/IOBaHi y JiTel, 3 aKIeHTYyBaHHIM YBaru
Olabllle Ha PEenpoAYKTUBHIN (YHKIIT i XpOHIYHUX
YCKJIQIHEHHAX, HiK Ha jIo3piBaHHI ckenera. He BcTa-
HOBJIEHO Hi OITUMAIbHUX GIOMapKepiB, aHi 1iJ1bOBUX
MMOKA3HUKIB, 1 KJIHIIUCTA TOBUHHI KOPUTYBATH /1031
I'K macammiepesr 3 BUKOPUCTaHHSIM KJIIHIYHUX MTOKa3-
HUKiB. [IJI9 KiHOK aHAPOCTEHIOH i TECTOCTEPOH €
3HAUYNUMU TTAPAMETPAMU KOHTPOJIIO 3aXBOPIOBAHHS
[202], Ta carig po3rasgaTH I0AATKOBI TECTH B KOHTEKC-
Ti MMOPYIIEHb MEHCTPYAJIBHOTO IUKJIY i O3HAK HaJ-
JINTIIKY aHaporeHis. /{71 KiHOK i3 3aTPUMKOTO 3a4aT-
T gikyBaHHsa 'K 1moBuHHO OyTH CHpsIMOBaHe Ha
JIOCSITHEHHST PiBHS TporecTepoHy y GOTIKYISPHIT
dasi < 0,6 ur/ma (2 HMOJIB/J), 3 OLIBII KOPCTKIM
KOHTPOJIEM, HIXK [T KiHOK, $IKi He HaMararoThbCs
3aBariTHITH, YaCTO BHMAaraiodu /103U IPeIHI30JI0HY



CTAHAAPTM TA KOHCEHCYCH

YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPUHOAOT T

nepen caoM [225]. Tosy uyapoKopTr3oHy Ta/abo
JIOJIaBAHHST COJII CJiJl TUTPYBaTU 3a apTepiajbHUM
tuckoM, APII BifmoBizHO 70 BiKy Ta MOKAa3HUKIB
KaJio B cupoBatiii. /[Jis 90I0BiKiB IpUTHIYEH] TOHA-
JIOTPOITIHYU € BiPOTiTHOIO 03HAKOIO HETLIITHOCTI, a ITi/I-
Buinenuii piserb OCI' cBiAUUTD PO MOMIKOKEHHST
sevok y yoJioBikiB 3 TART [226]. HosoBiku 3 Benu-
kuMu TART MokyTh Takosk MaTH HU3bKUI PAHKOBUIA
pPiBEHb TECTOCTEPOHY, IO BKa3y€e Ha TOPYHICHHS
ynxmii kmitun Jleitaira [227]. Bignomenns anapo-
CTEH/IIOHY JI0 TECTOCTEPOHY Y YOJIOBIKIB 3 eyroHa/[n3-
MOM cTaHOBUTH < 0,5; TMOKa3HUK > 2 CBIAYUTH TIPO
moranuii KoHTposb BI'H3 3i 3maunoo dpakiliero
TECTOCTEPOHY HAJHUPKOBOTO TMOXO/KeHHs [228].
Hassnicte TART He kopesioe KOpCTKO 3i CTyIieHeM
KOHTpOJIO [229]. Tabu. 5 imocTpye BHKOPUCTAHHS
PI3HUX TIOKA3HWKIB MPU JIKYBaHHI JOPOCJIUX 3 KJa-
cuunolo BTH3. TIuranna TART o6rosopioerbes
HiK4e (AUB. po3/ia 6 Tpo TpuBaje JiKyBaHH ).

5. JIKYBAHHSI HEKJIACUYHO{
BPOJIKEHOI TIEPILIASI
HA/IHUPKOBUX 3AJI03

5.1. JliTam Ta miTiTKaM 3 HEKJIACHYHOI BPOIKe-
HOIO TilepIJia3ie€o HaIHUPKOBUX 3aJI03 i3 HEBIIO-
BiJIHO PaHHIM TTOYAaTKOM Ta INBHIKHM IIPOTPECYBaH-
HaAM IyGapxe abo KiCTKOBOTO BiKy, a TaKOK ITiJIiT-
KaM, sIKi MaloTh SIBHI O3HaKHU BipWJIi3arlii, MA IIPOIIO-
HYEMO TMPU3HAYATU TEPAIilo TITIOKOKOPTUKOIIaMU.
(2l@®00).

Texniune 3ayeascenns: pU3vKu Ta epeBaru Tepa-
il IIKOKOPTUKOIAAMHU CJIiJL PO3IJISAHYTH Ta 00TOBO-
PUTH i3 ciM'€f0 MarfienTa.

5.2. BescuMITOMHUM HeBariTHUM ocobaM 3 He-
KJIACHYHOIO BPOJIPKEHOIO TillepIIas3ieio HAIHUPKOBUX
3aJ103 MU He PEKOMEHIYEMO TEPAITiio TIIOKOKOPTUKO-
inamu. (1/@®@0).

5.3. XBOpUM 3 HEKJIAaCUYHOIO BPOKEHOIO Timep-
J1a31€10 HAJIHUPKOBUX 3aJ103, SIKi B MUHYJIOMY OT-
PUMYBaJIM JIIKYBaHHSI, MU IIPOIIOHYEMO CIIPOOyBaTH
MPUITMHUTH TEPAITiio, KOJM BOHU JIOCSTHYTb 3POCTY
nopocIol JoanHu abo Oyie YCYHYTO 1HI CUMITTOMH.
2le®®0).

3.4. JlopocanmM JKiHKaM 3 HEKJACHYHOIO BPOJIKe-
HOIO TilNepIyia3ielo HaJHUPKOBUX 3aJ103, SKi MaioTh
HENPUUHATHY JJIsi HUX TilepaHaporeHio a6o O6es-
TJTZI/IST, MW TIPOTTIOHYEMO JIIKYBaHHS TJIIOKOKOPTUKOI-
namu. (2/@@00).

5.5. g GiabmocTi JOPOCIUX YOJIOBIKIB 3 He-
KJIACHYHOIO BPOJIKEHOIO TillepIIa3i€io HAIHUPKOBUX
3aJ103 MU TIPOTIOHYEMO JIiKapsiM TOJIOBHUM YMHOM He
MIPU3HAYATH MIOJIEHHY TJIOKOKOPTUKOIHY Tepario.
(2@000).

Texniune 3ayeasicenms: BUHATKI CTAHOBJIATH Oe3-
s, testicular adrenal rest tumors' abo MyxXJIMHU
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HaJHUPKOBUX 3aJI03, a TaKOX (HDEeHOTHUIH, MTPOMIiKHI
MiK KJIACUUYHUM T HEKJIACUIHUM (DEHOTUTIAMH.

3.6. ITamienTaM 3 HEKJIACUYHOIO BPO/KEHOIO Tirep-
IJ1a31€10 HATHUPKOBUX 3aJ103 ITi/] YaC BEJIMKUX OTlepa-
11iif, TPaBM YH TOJIOTIB MU TIPOMOHYEMO 3aCTOCOBY-
BaTU CTPECOBE JI03YBAHHS TiPOKOPTU3OHY JIMIIE B
TOMY BUIIAZIKy, IKIIO IALEHT Ma€ CyOOINTHMAJbHY
(< 14—18 mxr/mi1, < 400—500 mMOIIB/1) BiAIOBIID
KOPTH30JIy Ha KOCHHTPOIIH ab0 sITPOreHHe IPHUTHi-
YeHHs HaHUPKOBHX 3a103 (2/@000).

Texniune 3ayeancenus: jiana3oH JAaHO JJIsS Ipa-
HUYHIX MeK KOPTHU30JIY, BPaXOBYIOUM GiJIbIILY CIIEIH-
(iky HOBUX aHAMI3IB KOPTU30IY (/IUB. HUIKYE).

ExcneprHa mymMKa npuiyckae, mo ajs ocio i3 6es-
cumntomaoio HKBI'H3 Tepamiss He BumpaBmaHa
[230, 231]. KomiTeT 3 HanMcaHHs HACTAHOBU IPOIIO-
HYE JIIKYBaTH /IiTell 3 HeHAJIe;KHO PaHHIM BUHUKHEH-
HSIM OBOJIOCIHHS Tijla 1 CTaTeBUM 3allaxoM, TiJIbKU
KOJIM KiCTKOBE JI03PiBaHHS JOCTATHHO IPUCKOPEHE,
100 HEeraTuBHO BILIMHYTH Ha MalOyTHiil spict. 3a
HAasBHOCTI mepeayacHoro mybepraty Ge3 BUIEpe-
JKEHHS KICTKOBOTO BIKY KJIIHIITUCTH MOXKYTh BiIMO-
BUTHCS BiJl JIIKYBAaHHS I/l PETEIbHUM KOHTPOJIEM.
Y niamiTkiB 3 HeperyJSpHUMMU MEHCTPYallisiMu Ta
aKHe CUMITOMU 3a3BUYAil TTOJIIITYIOTHCS MTPOTITOM
3 micaniB mikyBanus ['K, Tozi sk pemicist ripcyTuamy
Oisbin ckiaana Ha Monotepamnii TK. §Ik i 3a iHmmx
AHJIPOTEHHWX PO3JIAIB, OPaJbHi KOHTPALENTUBU 3
anTHaHaporenamu abo 6e3 Hux €, IMOBIpPHO, HaliKpa-
UM TT1/IXOZI0M JI0 JIIKYBaHHS TipCyTU3MY B JKIHOK i3
HKBTH3 [171, 207, 232, 233]. lsna namienTis, sKi
OTPUMYBAJIM JIIKYBaHHS B AUTUHCTBI a60 M TKOBO-
My Billi, MOKe OYTH HOLIIBHUM POSIJSHYTH MOJKJIM-
BiCTh 3MEHIIIeHH 1 punnHenHs: JikyBanus ['K micos
JOCSITHEHHSI 3POCTY OJIM3BKO JI0 JOPOCJIOTO.

Axmo xinka i3 HKBI'H3, gaka ne orpumysama
mikyBanus T'K, cranma BaritHowo, To ii He MmoTpiGHO
JIIKYBaTH IIiJ] 4ac BariTHOCTI. /[Ba peTpocnekTuBHUX
JMoCTiKeHHs BariTHocTel cepen kinok i3 HKBIH3
BUSIBWJIN, IO OiJIbINICTh BariTHOCTEH HaCTaBaIN [0
miarroctukn HKBI'H3 y marepi [234, 235]. Jliky-
BauHs ['K mpoBoausocs mist inayKyBaHHS (epTHITh-
Hocti y 23 % [234] 1 42 % [235] sumaaxis. O6umsa
JIOCJTIJPKEHHST TIOBIIOMUIN TIPO MiABUIIEHY YacTOTY
BUKUHIB y npubansHo 25 % THX, XTO He OTPUMYBaB
I'K,iy 6 % Tux, xTo oTprmyBas ['K. Tpete mociimken-
HS He BUSBIJIO PI3HUII B YaCTOTI BUKUAHIB MiXK JKiH-
kamu, ki orpumyBanu 'K i gki #He sikyBanuce, ane y
nepioi rpynu 6yB KOpoTIiuil yac 10 3ayarts [236].
Takum ymMHOM, JKIHKM, O CTPAKIAIOTh HA HETLIi/I-
HICTh, MOJKYTh OTPUMATH KOPUCTH Bif JikyBanus ['K
JUUIST 3a9aTTs Ta MATPUMKHU BariTHOCTI.

HasBni mani Bkaszyors Ha Te, 1o TART y 4osoBi-
kiB 3 HKBT'H3 naazsuuaitno pizakicHi [237]; oTke, y
IIUX 40JI0BiKiB mpodimaktrnunuii mpuiiom 'K € nepu-
npaBaHuM. BificyTHI /0Ka3u KJIIHIYHO 3HAYYIOTO

" Testicular adrenal rest tumours (TARTs) — ue ao6posikicHi AKTI-3aAeXHi MyXAMHM, SIKi BUHMKAIOTb Y YOAOBIKIB 3 BPOAXKEHOIO TiMepriAasi€io HAaAHMPKOBKX 3aA03,
i 9IKLLO TX HE AIKYBaTM, BOHM MOXYTb 3HULLMTK TKaHWHY S€40K. [pUrHidyBaAbHE AiKyBaHHS KOPTUKOCTEPOIAAMM MOXKE MPU3BECTU A0 PErpecii LUMX NMyXAMH SiEUKa.
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nedinuTy KOpTH30y abo HAJHUPKOBOI KPU3H IPU
HKBI'H3, i Mu He mporoHyeMO 3aMiCHY Tepartiio y
HesikoBanux paninre oci6 3 HKBI'H3 mig yac TxKo-
0 CTPeCy, SKIIO B HUX He OyJ10 3adikcoBaHo CyOHOD-
MaJIbHY Bi/ITOBI/{b KOPTU3OJIY ITi/l Yac J[iarHOCTUYHOI
crumyJisiiii kocunTporinom. lestki ocoou 3 HKBIH3
(60 % B oTHOMY HEBEJIMKOMY JIOCJIi/IKEHH] ) TIOKa3aIn
HEeaJIeKBATHY PEaKIlifo Ha CTUMYJIAII0 KOCUHTPOITi-
HOM, aJjie KOJIeH He MaB SIBHUX €eI1i30/1iB Ha/[HUPKOBOI
HegocraTHocTi [171, 238, 239]. Hianason cut-off kop-
TU30JTy 3a3HavaeTbcs gk 14—18 MKr/mm, 4acTkoBO
BHACJIJIOK BapiaTUBHOCTI 100y JIiHY, 110 3B’s13y€ KOP-
TUKOCTEPOIIH, 8 TAKOK TOMY, LII0 HOBi aHaJIi31 3 OiJIb-
1010 CTeM(MIYHICTIO af0Th HIZKYI TToKa3HUKH [240].

Oco6u 3 redorunamu P30L/null i geskumu myra-
isaME de 1000 CKIaIaTh IPoOIeMaTIYHY [TOITYJIsI-
1i10, OCKiIbKKM iX Gioximiuni Ta KiiHiyni (heHoTUIN
MEPEBUIIYIOTh KJIACUYHY/HeKJIacuuny Mexy. Jleski 3
IUX TAIEHTIB OTPUMYIOTh KOPHUCTh Bifl XPOHIYHOI
Teparnii HU3bKIUMU J103aMHU TiZIPOKOPTU30HY.

6. TPUBAJIE JIIKYBAHH? ITAIIICHTIB
I3 BPO’RKEHOIO I'TIIEPIIVIA3IEIO
HAZTHUPKROBHUX 3AJI03

Iepexix 70 10POCIOI MEAUYHOI IONIOMOTH

6.1. IMamientaM-miamiTKaM 3 BPOMKEHOIO Timep-
IJ1a31€10 HAJHUPKOBUX 3aJ103 MU TIPOTIOHYEMO TIOYATH
Tepexiji 10 OPOCIOi MEIMIHOI JOMMOMOTH 3a KiTbKa
POKIB [0 BUXOAY 3 [IUTIY0l €HIOKPUHOJIOTII
(2@000).

Texniune 3ayeasicenns: 1ij 4ac 1bOTO MEPEXOLY
MU PEKOMEH/[yEMO BUKOPHUCTOBYBATH CITLJIBHI KJIi-
HIKH, JI0 SIKUX BXOJATb [UTSYi, PEMPOAYKTHUBHI Ta
JIOPOCJIi €HJIOKPUHOJIOTH Ta YPOJIOTH.

6.2. /liBuaTam-IIi//TiTKAM i3 BPOKEHOTO TilepILia-
3i€10 HAJIHUPKOBUX 37103 MU ITPOMOHYEMO BU3HAYATH
TiHEKOJIOTIUHIIT aHaMHE3 Ta TIPOBOMTH 0OCTEKEHHS,
06 3a0e3neunTr QYHKIIOHAIBHY KIHOUY aHATOMIIO
6e3 BariHaJbHOTO CTeHO3y abo MOPYIIEHb MEHCTPY-
anbhoi dynkii (2@@00).

Hoxa3su

Kinbka ormsmiB, ase HEKOHTPOJbOBAHUX MOCJIi/I-
JKeHb, OIMHICYIOTh, SIK TlepeBecTH nailienTis 3 BIH3 i3
MeIiaTpUIHOTO /10 opocJioro porsay. Hamri mporo-
3uLlii 6asyloThes Ha KJIiHIYHOMY aocBiai [241—244].
Hopocai xinkn 3 BI'H3 wacto 3ramyiors Bi3uTu B
QUTUHCTBI JI0 CBOTO JIiKapsl SK BHCOKOHAB SI3JTUBI.
TaxkuMm 9UHOM, TICJIS TPOBEIEHHsS TEPINOi omeparii
KJIHIIUCTH MOBUHHI YHUKATH TTHEKOJIOTTYHUX 06CTe-
SKEHb, AKINO ab0 JOKU MAIEHTKA He 3a3HA€ 3aTPUMKI
ab0 GOJIICHUX MEHCTpYalliil, 3aIJIaHOBAaHOI CeKCyaJlb-
HOI aKTMBHOCTI 200 BariTHOCTI.

JiBuara-miamiTku 3 Bipuiizyiouoio BITH3 nosunsi
3BEpTATUCS /10 JIKaps-TiHeKojora ta/ab0 AUTIY0ro
Xipypra/ypoJiora iJisi IPOBEJeHHS OOCTEKEHHSI Cev0-
CTaTeBOI CHCTEMU, KOJIM Iie HeoOXiIHO, i3 cefali€ero

80

abo anecresiero. [lamienTka i, gAKMo HeoOXixHo, ii
pOMHA TIOBUHHI 0OrOBOPUTH, YK MOTPIOHA Onepaltis.
Y BiAmoBifHMI Yac MendHA/Xipypriuna KoMaH/a, /10
SKOi, B i/1easti, BXOJAUTh PENpPOLYKTUBHUN €HIOKPH-
HOJIOT, MOBMHHA OOrOBOPUTU IUTaHHS CEKCYaJbHOI
aKTUBHOCTI, KOHTpaIeniiii Ta depTuibHOCTI. AKy-
IIepy OBUHHI 3HATH, 1110, HE3BAJKAIOUYM Ha MPUOIN3-
HO 90 % BUWMAAKIB HOPMAJIbHOI BariTHOCTI, XKiHKH 3
kaacnuroio BI'H3 maiore HU3BbKY (hepTUIbHICTD
(0,25 napomxenux skuBumn Ha 1 xiuky nporu 1,8y
saranbuiil nomyssnii) [225]. TIpu HKBTH3 72 %
BariTHOCTEN 3aBePHIYIOTHCS HAPOKEHHSIM >KMBOI
nutuan [236].

[TocTymoBuii mepexi MiATITKIB /10 OTIOMOTH JIJIsT
JIOPOCIUX JI03BOJIUTH i/Iea/lbHO KOHCOJIZIyBaTH CTO-
CYHKH TIaIli€EHTA 3 JIOPOCJAUM JIiKapeM JI0 TOTO, SK
MAI[iEHT TPUITMHUTD CBOI CTOCYHKU 3 JIUTSIYUM €HJIO-
KPUHOJIOTOM, K TpaBuo, micas 18 pokis. Ha mipomy
eTarri MmaIienTaM CJIiI HaraZaTy MTPo BaKJIUBICTh ITPO-
nos:xenHs gikyBanss ['K. [Torana menqnana npuxuib-
HicTh mopocanx i3 BITH3 cipusie mempecii Ta migBu-
HmeHHo cMmeptHocTi [245]. HeoOXigHO posriistHyTH
[pOBeleHHsT BUMIipoBaHHg 0a30B0i MiHepaabHOI
mizbHOCTI KictkoBoi Tkanuuu (MIIK), a y dosnosi-
KiB — yJIBTPa3BYKOBOTO JOCIKeHHsT se40K. Mooz
YOJIOBIKHM MOBUHHI OyTH 1M0iH(MOPMOBaHI 100 PU3H-
ky BunukHenHss TART (auB. po3m. 6.5).

Tenernyne KOHCYJIBTYBaHHS

6.3. Mu pexomMeHyEMO MEIUYHUM IIPAIliBHUKAM,
SJKi TOoiH(MOPMOBaHI MOAO0 BPOKEHOI Timepruiasii
HAJHUPKOBUX 3aj103, 3a0€3[EYNTH TeHETHYHEe KOH-
CYJIBTYBaHHSI JIiTSIM 3 BPOJPKEHOIO TillepIia3ieio Ha-
HUPKOBUX 3aJI03, IJITKAM, 10 MePEeXOIsTh [0
JIOPOCJIOi MEJIMYHOI JIOMIOMOTH, JOPOCJUM 3 HeKJIa-
CUYHOIO BPOJIKEHOIO TillepIliazieio HaJHUPKOBUX
3aJ103 TIiJI Yac MiarHOCTYBaHHS, & TAaKOX IMapTHEpPaM
TTAITIEHTIB 3 BPO/KEHOIO TilepILTa3i€io HaHUPKOBUX
37103, SIKi 1aHyI0Th BaritHicTh (1/@@00).

Joxa3su

Tenorun BTH3 i ¢enorun gobpe KOpPeIiooOTh;
cnbminrn 3 BIH3 3a3Buuaii, aje He 3aBKIU, MAOTh
HoAiOHI CUMITOMHU 1 CTYyIIeHI KiHOYOI Bipuirisalril.
[l IbOTO aBTOCOMHO-PEIECUBHOTO PO3JIaLy iCHYE
25 % sBiporignicTs TOrO, 1O KOKEH HACTYHHUN
cubJtiHT Briepiie 3axsopijoro Oyze mati BTH3 150 %
IMOBIpHICTH TOrO, IO KOKEH Oyje acHMMITOMHUM
nocieM. Ha ocnoBi kiacuunoi gactotru BI'H3, 1o
ckaazgae Bix 1 : 10000 mo 1:20000 [23, 43, 44, 52],
1:50—1:71 oci6 y sarajbHiii HOMYJIALII € TeTepo3u-
rotamu. BukopucroByioun cepenne 3uadeHHs 1 : 60
(~ 2 %), y mamienta 3 knacuanoio BITH3 Gyua 6 imo-
Bipaicth 1:120 marn autuny 3 KiaacuyHoo BIH3.
Jnas HKBI'H3 maitke 70 % miarHOCTOBaHUX XBOPUX
€ CKJAJHUMW TeTePO3UTOTaMMU, IO HECYTh OJUH
aJiesib, 1110 BUKJMKae kinacuuaniit BI'H3, i oquH, skuit
suksmkae HKBI'H3 [171, 246]. Binpm m'gka myTa-
1is 3yMOBJIIOE (hEHOTHI, 10 O3HAYA€ HASBHICTH Y



CTAHAAPTM TA KOHCEHCYCH

YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPUHOAOT T

nanienta HKBI'H3, ane moroMcTBO maijieHTa Mae
50 % mranc ycmaakysatu asesnp kiacuanoi BI'H3.
Teopernuno, i 6e3 reHOTUITYBaHHsI, y 6aThKa Ui MaTe-
pi 3 HKBI'H3 icuye pusuk ~ 1:250 maru autumy 3
kaacnanoio BIH3 [(0,7-0,5)-(0,02-0,5) = 0,4 %].
OnHak y JBOX PETPOCHEKTUBHUX aHaji3ax JiTei,
HapokeHnx skinkamu 3 HKBTH3, pusux Oys
suium: Big 1,5 % 10 2,5 % [234, 235]. Toxi6Hi pusu-
Ku Oysid BUsIBJIEHI y 3MilIaHiii Tpymi 4oJIOBIKiB i3
BIrH3 i HKBTH3 [247]. I1[06 yTOYHUTH PUBHUK, IO
IJTAHYBAHHS BaTiTHOCTI PEKOMEH/YEThCST TPOBOIUTH
renoturryBanus CYP21A2.

Koucysbrairisi moz0 ¢pepTuibHoOCTI

6.4. Ocobam 3 BPOZKEHOIO TilepIUIa3icio HagHup-
KOBHUX 3aJ103 Ta MOPYIIEHHSIM (PepTUILHOCTI MU TIPO-
MOHYEMO 3BEPHYTHCSI IO €HJIOKPHHOJIOTa-PENPOAYKTO-
Jiora Ta/a6o cnenianicra 3 peprunbhocti (2/@@00).

Hoxa3u

Y vonogikiB i3 BI'H3 uacro crpaskmae dbepTuinb-
HicTb [226, 237, 248—250]. [lo 3araimpuux (hakTopis,
0 CIPUYMHSIOTH OE3IUIAA Y YOJIOBIKIB, HaJeKaTh
HagBHicTh TART, mpurHiueHHS rOHAIOTPOTIIHIB i Tec-
TUKYJISIPHA HEJOCTATHICTD. 3a IAHUMU OJIHOTO JIOCJTi/I-
skeHHs, yosoBiku 3 BI'H3, napomaskeni micist BBeeH-
HsI HEOHATAJTbHOTO CKPUHIHTY, MaJI HOPMaJIbHY (hep-
TUJIBHICTD [247].

[Hommpenictp TART y XxJomuukiB 3 KJIaCUIHOIO
BT'H3 Bikowm Bix 2 1o 18 pokis kosmBaeTbes Big 21 %
no 28 % 227, 251]; icHyIOTb MaJio JOCJI/KEHb, 110
ommucyiotb TART y uonosikiB i3 HKBI'H3. [Tomm-
pericte TART 36isblnyerbcs 3 BIKOM, ajie 3HAYHO
Bapio€ y 4osoBikiB 3 knacuunoo BIH3. i myxannn
4acTo 3a3HAIOTh perpecy 3a iHTeHcuBHO1 ['K- Teparrii,
SIKIIIO BOHU BUsiBJIeHi pano (auB. posxa. 6.13) [252].
Hagsnicte TART e npeaukropoMm Gesruigus [226,
248, 253]. IommpeHicTh MUX TyXJIHH KOJUBAETHCS B
Meskax Bif 0 % 10 94 %, 3ayeKH0 Bix ZOCTIIKYBaHO]
nomyssnii [254, 255]. TART 3assuuaii HeBesnuki i
JIBOCTOPOHHI, He TaJbIyIOThCS, ajie JIEFKO BUSIBJIS-
iotbest ipu Y3/ [227, 251]. TART ne maiorpb 3J10-
SIKICHUX O3HAaK, ajle MOKYThb MPU3BECTH 10 0OCTPYK-
TUBHOI azoociepmii Ta 6esmiaas [248]. Konn myxJim-
HU He pearyioTh Ha iHTeHcUBHY ['K- Teparmiio, MmoxkHa
BUKOHATU €KCTPAKIIIIO TECTUKYJISIPHOI criepmu [256].
Cyrtipecis cekpertii TOHaIOTPOIIIHIB BUCOKUMHU PiBHSI-
MU HaJHUPKOBUX aHPOTEHIB TaKOXK TOTipIIye dep-
TUJBHICTH; Il€ OYEeBHU/HO, KOJU CIIBBIiHOIIEHHS
aHzpocTenaion-recroctepon > 2. Jlia 30epesKerts
dbepruibHOCTI BapiaHTOM MOske 6yTH GaHK criepmu. B
OJIHOMY JIOCJIKEHHI GYJI0 [TOKa3aHo, 110 YOJIOBIKH 3
BI'H3 majiu MeHIe cTablIbHUX TeTePOCEKCYalbHIIX
3B’SI3KiB, Hi’)K KOHTPOJIbHA TPyTa BiIIOBITHOTO BiKYy
[255], Toxi sk Ginibll HOBI JaHi He MOKa3aJu TaKUX
BiIMIHHOCTE!l Yy BiJIHOCMHAX, ajie 3acCBiUWJIN 3HU-
JKEHHS CeKCyasJlbHOI aKTUBHOCTI cepe/l YOJIOBIKIB i3
BTH3 [247].
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Kinpka mocmimkeHb MOKa3au, MO 3 PISHUX PHU-
YUH JIAIIe MEHIICTh JKiHOK i3 kiacuyHooo BIH3
HamararooTbcs 3aarithHiTu [225, 257]. Ti, xto bGaxkae
3a4aTH, MOXKYTb JIOCSTTH Malizke HOPMaJIbHOI YaCTOTH
BariTHOCTI 32 paxyHOK onrtumizaiii Jikysanss ['K ta
MK 3 aziekBaTHOIO cympecieio mporectepony y ¢ouri-
KyJisipHiit dasi (< 0,6 Hr/mMua = 2 HMOJIb/J1, TabJ1. 5)
[225]. Dakropu mosa BTH3, Taki sik HenmpoxiaHicTh
Tpy0 1 eHZIOMeTPios, MOKYTh CIIPUUMHATH Ge3ILTiIsA
it moBuHHi OyTH yeyHyTi. IIyXIuHU SI€UHUKIB 3 ajpe-
HAJIOBOI TKAaHWHU BUSBJSIOTHCS 3Pi/IKa, TTOPIBHIHO 3
TART [258]. @eprusbaicts y kontexcri HKBI'H3
00roBOpIOEThCsT B posaiai 5. ITHAYKIiS oByJALil Ta
eKCTpaKopIiopajbHe 3aIlTiAHEeHHS, a TaKOoX 1HIII
JOIIOMIKHI PEIPOAYKTHBHI TEXHOJIOTT MOKYTh OyTH
POSTJISTHYTI CTOCOBHO JKIHOK, Y SIKUX I1i 3aX0/I1 BUSB-
JISTIOTCSI HEZIOCTATHIMU.

Benenns BpokeHoi rinepiuiasii HaJHUPKOBUX
3aJ103 Ta HEKJIACHYHO1 BPOI’KEHOI Tinepruiasii
HAJTHUPKOBUX 3aJI03 Ii/l YaC BariTHOCTI

6.5. Mu pekoMeHIyEMO KiHKaM 3 HEKJIACHYHOIO
BPOKEHOIO TilepIIa3ie€io HaHNPKOBUX 327103, SIKi €
HeIUaHuMu abo MaloTh aHaMHE3 IIOHePeIHbOr0
BUKW/IHS, JIIKYBaHHS TJIOKOKOPTUKOI/IOM, KW He
npoHukae kpisb mwianenty (1/@@00).

6.6. BariTHUM JKiHKaM i3 BPO[KEHOTIO TiTepILIa3i€o
HaJHUPKOBUX 3aJI03 MU PEKOMEHIYEMO OyTH I
HAIJISIIOM €HJOKPUHOJIOra, 00I3HAHOIO 00 BPOJI-
JKeHol rimepnasii HagHupkoBux 3an03 (Hexia-
cudikoBaHe MOJI0KEeHHS HAJEKHOI TPAKTUKN ).

6.7. JKinkam i3 Bpo;KeHOIO TilepIlia3iero HaJHup-
KOBUX 327103, SIKi BariTHIIOTh, MU PEKOMEHIYEMO TIPO-
JIOBJKYBATH JIIKYBaHHS JIJIsI BariTHUX TiJIPOKOPTU30-
HOM/TIPE/IHI30JI0HOM Ta (hJIYAPOKOPTU3OHOM 3 KOPEK-
IIi€I0 JIOBYBaHHS, SIKIIO 3'SIBJSIOTBCS CUMIITOMM Ta
03HAKH [IOKOKOPTUKOiHOI HegocTatHocTi (1/@@00).

Texniune 3ayeaxrcenns: KJIiHIITMCTH TTOBUHHI OIli-
HIOBATH HEOOXIAHICTH 30LIbIIEHHS 03U TIIOKOKOP-
TUKOI/LY TIPOTSATOM APYroro abo TPEThOTO TPUMECTPY
Ta BBOJIMTH CTPECOBY JI03Y IJIIOKOKOPTUKOIIB TTi /T Yac
TTOJIOTIB.

6.8. JKinkam i3 Bpo;KeHOIO TilepInia3iero HaJHup-
KOBUX 3aJ103, SIKi BariTHi b0 HAaMaraloThCs 3aBariTHi-
TH, MU HE PEKOMEH/[YEMO 3aCTOCOBYBATH TJIIOKOKOP-
TUKOI/IA, SIKi MPOHWKAIOTH KPi3b TJIAIEHTY, HAIpH-
kJ1az gexcamerason (1/@@00).

6.9. Mu pagumo, mo6 IJIaH IIOJIOTIB BariTHUX
JKIHOK 13 BPOJKEHOIO TiMepIiia3ie€o HagHUPKOBUX
3a7103 BKJOYaB cremiaygicta akymepa (Hexnacudi-
KOBaHe TI0JIO}KEHHST HAJIESKHOT TPaKTUKH ).

Joxa3u

PiBHI aHAPOTEHIB 1 KOPTU30JIy HOCTYIOBO 301Jb-
HIYIOThCS il Yac BariTHOCTI BHACJIIOK 301JIbIIEHHS
piBHs TJIOOYJIiHY, 10 3B’I3y€ CTaTeBi TOPMOHHU, a
TaKOK TJIOOYJIHY, 1O 3B’SI3y€ KOPTHKOCTEPOIIH.
[TnamentapHa apoMaTn3allis 3a3BUyail 3aXUINAE LI
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Bi/l TIOTEHIIMHUX Bipuiidyiounx edeKTiB MaTepwuH-
cpkux amgporedis [259]. Marepuncekuit 170HP
MiZIBUTIYETHCST 32 HOPMAJIBHOI BariTHOCTI, a OTXe, He
MOKe OyTH BUKODUCTAHWIA i MOHITOPHMHIY JIKY-
Banust ['K. Bucoxi piBHI mporecTepoHny Tij yac BariT-
HOCTI MOYTb KOHKypyBaTu 3a perientop MK, 1o
TEOPETUYHO BUMara€ 301/1bIIeHH s 103 (DJIyAPOKOPTH-
30HY, TIPOTE MOJKJIUBICTH I[bOTO He BUBYeHO. K-
HIIUCTYU He MOBUHHI BUKOPUCTOBYBATH JIJIsl JTIKYBaH-
Hs Baritnux i3 BITH3 gekcamerason abo ini crepoi-
I, SIKi He iHakTUBYIOTbCA ItanenTapruoo 113-HSD2.
BigcytHi mani i 3araJbHONPUUWHATI peKOMeEHAIlii
moao KopuryBaHHg n03 'K mig wac BariTHOCTI.
Hecrrenmudiuni cumMmToMn HaJHUPKOBOI HEAOCTAT-
HOCTI, 30KpeMa IOCTypajbHa TIMMOTEH3isd i BTOMA,
MOXKYTh PO3BMHYTHCS TIiJI Yac BariTHOCTI, ajie He €
YVHIKaJTBbHUMU JI715T 5KiHOK 13 KyacnyHoto BITH3. [losn
I'K ta/a60o Gy apoKOpTU30HY MOXKYTh OyTH 36iIbIIIe-
Hi TIpM BUHWKHEHH] 3a3HAYeHNX O3HAK 1 CUMIITOMIB.
VY Takux BUIAAKaX 4aCTO KOPUCHUM € 30ijIbIIeHHSI
nosyBantsi K na 20—40 %, nounnaioun 3 24-to
trkHst [215]. ITix yac moJioriB cJtiZi BBOAUTH CTPECOBI
no3u I'K, mpoTe BiJICyTHI KOHTPOJIOBAHI /TOCJIi/I?KEH-
HS 1O/I0 iX ONTUMAJBHOTO /03yBaHHS. JKiHKK 3
BI'H3 MoxxyTh MaTH BUIIUI PU3NK TrecTaIiitHOTO /lia-
6ery [257, 260]. TakuM YMHOM, KJIIHIIMCTH TIOBUHHI
KOHTPOJIIOBATH TOJIEPAHTHICTD JI0 TJIIOKO3U SIK TIOKa3-
HUK KJIIHIYHOI OIlIHKK TIPOTSITOM YCi€i BariTHOCTI.
s sarithux i3 BIH3 sikyBaHHS MOBMHHO OyTu
iHuBIyamizoBano. KecapiB po3TvH € HalMONIPeHi-
ITUM METO/IOM TIOJIOTIB YHACJIZIOK 3HAYHOI TIOIIMpe-
HOCTI TOTIepe/IHbOI BariHAJbHOI Xipyprii i aucrpo-
TTOPIIii PO3MipiB Ta3a i FOJIiBKU 1171014, X0Ya BaTiHAh-
Hi monorn Gynu 3apeectpoBani y 16—42 % xiHOK,
Maiike KoKHa 3 akuX Masia heHoTun 6e3 BrpaTu coJii
[225, 257]. CkiagHo 3poOUTH OCTaTOYHI BUCHOBKU
oo HeobxixHocTi Tepanii T'K y sinok is HKBTH3,
[PYHTYIOUHCh Ha oOMekeHuX maHux [234—236];
OJTHAK JIIKYBaHHS MOXe TIPUHECTH KOPUCTD KiHKaM 3
HKBI'H3 i3 6e3mnigasam abo aHaMHE30M BUKU/HA.
[Moxi6GHI TPUHIMIK BeJeHHsI BariTHOCTI 3aCTOCOBY-
1oTbest 10 kinok i3 HKBTH3, ski noTpebyroTs Jiky-
panug 'K iz yac BariTHOCTI.

CrnocrepeskeHH 3a Bil/JaJIeHUMHI
YCKJIaITHEHHAMH BPO/I’K€HO1 rinepIiuiasii
HA/THUPKOBUX 3aJI03 Ta iX JiKyBaHHS

6.10. ITamienTam i3 BpoasKeHOTO TinepIasieio Hal-
HUPKOBMX 3aJ103 MU IIPOIOHYEMO paguTi 00MpaTu
3I0POBHIL CrOCI6 JKUTTS Yy PAaHHBOMY BIlli JJIST TTi/-
TPUMKHU iHJEKCY Macd TiJla B Me€KaX HOPMAJbHOTO
JianasoHy, 11006 YHUKHYTH MeTaboJiuHOTO CHHAPOMY
Ta cynyTHix Hacaiakis (2@000).

6.11. Mu mponoHy€eMO TTPOBOAANTHI CKPUHIHT MiHe-
pPaJIbHOI MIIBHOCTI KiCTOK IOPOCJWM ITaIliEHTaM i3
BPOKEHOIO TilNepILIa3ieio HAAHUPKOBUX 3aJ103, SKi

OTPUMYBAJIM TPUBAJUHN TEPiOJ] TIOKOKOPTUKOIIN B
703aX, BUIIUX 3a cepeliHi, ab0 3a3HaIN HeTPpaBMATHY-
Horo nepesnomy (2/@000).

6.12. Mu He peKOMEHYEMO JIOPOCIUM 3 KJIach4-
HOIO BPOJIPKEHOIO TilepIiasieio HaAHUPKOBHUX 3aJ03
[IPOBE/IEHHS IJIAHOBUX BisyasrizalliiiHux o0cTesKeHb
HazHupKoBuX 327103 (1|@000).

Texniune 3ayeancenns: CJiji IPOBOAUTU Bi3yasri-
3alliitHi 06cTeKEeHH HAAHUPKOBUX 3aJI03 Y JIIOJEH 3
KJIACMYHOIO BPOJIPKEHOIO TillepIIa3ieio HaIHMPKOBHUX
3aJ103, IKi MalOTh KJIIHIUYHI O3HAKW ITyXJIMHU HAHUP-
KOBOI 3aJ103H, IMOTaHWH KOHTPOJIb 3aXBOPIOBAHHS,
MPUTMUHEHHS JTiKYBAHHSI TTPOTATOM KiJIBKOX POKiB 260
Bi/ICYTHICTH BiZITIOBi/li HA iHTeHCH(IKOBaHY Tepariio.

6.13. YosroBikam i3 KITaCUIHOIO BPOXKEHOIO Tilep-
T7Ta3i€r0 HTHIPKOBUX 3a7103 M PEKOMEHIYEMO TIPO-
BOAIUTH TIEPiOJUYHE YJIBTPA3BYKOBE IOCIiKEHHS
gedok st oninku possutky TART (1/@©00).

6.14. IlamienTaM i3 BpoKEeHOIO TiMePILIa3i€io Hal-
HUPKOBUX 347103 MU HE PEKOMEH/IYEMO ITIPOBOIUTH
MIaHoBe 0OCTEKEHHST Ha CepIeBy 1 MeTaboiuHy Ta-
TOJIOTi10, KPiM PEKOMEHJIOBAHUX [IJI 3arajJbHOTO Ha-
cenenns (1|®@®00).

Texniune 3ayeascenns: KJIiHIIUCTU TTOBUHHI BU-
KOPHUCTOBYBATH BJIACHE CY/KEHHs IIOZI0 HaBEIECHUX
BUIIIE TIPOTIEAYP.

Jlokasu

VY mitett Ta miaTiTKIB Ha cTaHaapTHil Teparmii 'K s
BI'H3 Bincyrhi nokasu oo sumskenHss MIIKT, mo
OITIHIOBAJIM 32 JOIIOMOTOIO TIOJBITHOI €HepPreTUIHOI
PEHTreHiBChbKOI abcopOuioMeTpii, HOpMaIi30BaHoI 3a
3POCTOM, HE3JIEKHO BiJl TPUBAJIOCTI JIIKYBAaHHSI, TUITY
sukopucroBysaHoro I'K ta pisast 170T'TI aGo anapore-
HiB [261—263]. CtanmapT f0TsI/Ly 32 HATEKHUM CTa-
HOM KICTOK BKJIIOYA€E TPUNOM BIiJITIOBIHO /10 BIKY
Bitaminy D i kasbIiito pazoM 3 (hisuaHUMEU BIIPaBaMM.

Ha BigmiHy Bifi 1IbOTO PETPOCIIEKTUBHE JIOCJIi[I-
JKeHHs 62 nopocaux kiHok i3 BI'H3 mosizomuo, 1o
XpoHIYHMUI BIIMB (hapMakosorivnux 103 'K moxke
MIPU3BECTU JI0 BTPATH KiCTKOBOI TKAaHWHU, IO CYII-
POBOJIKYETHCS IM1IBUIIEHOI0 YACTOTOIO TIEPEJOMIB
MOPIBHAHO 31 3/I0POBUMH KOHTpoJsiamu [264]. [IBa
JMOCTiKEeHHsT BEeIUKUX KoropT mopociux i3 BIH3
MOBIZIOMJISIZTN TIPO 3HAYHY TOMIMPEHICTh OCTEOIeHii
(T-scores MIIIK, Bigx —1,0 1o —2,5 SD) i momipue
30iJIbIIeH ST TOMIMPeHoCTi ocTeonopody [202, 203].
36i/IblIEHHS YACTOTU IEPEJIOMIB HE CIIOCTEPIrasocs
[265]. BunuknenHs i TSDKKiCTh BTpaTH KiCTKOBOI TKa-
HUHU He KOPEJIOBAIM 3 TeHOTUIIOM ab0 (DEeHOTHIIOM
BI'H3, ase BusBuiancs MOB’SI3aHUMH 3 TPUBAJICTIO
sikysanus TK. Chakhtoura ta criiBasr. [266] mmokasa-
JIM HETAaTUBHY KOPEJISIIiI0 MixK CyKymHO s03010 'K i
MIIK. IIi maHi migKpecaoTh HeoOXiAHICTh YHUK-
HeHHs HasMipHoTro Binsy K.

Hamruprosi macu? ypakaiors Bix 1% m0 4%
HOPMaJIbHUX YOJIOBIKIB 1 JKiHOK [267], a ix mommpe-

2 HaAHMpKOBi Macu, NyXAMHU HAAHMPKOBUX 3aA03, adrenal masses — aHoMaAbHe PO3POCTaHHA TKaHWHM, WO PO3BMBAETLCS B HAAHMPKOBUX 3aA03aX.
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HicTh 30imbHIyeThCst 3 BikoMm [268]. Omue mocJia-
JKeHHS 3 BUKOPUCTAaHHSM KOMITI0TepHOI ToMoTpadii
y nopocaux i3 BI'H3 moBigomismo mpo 3HauHy
HOIIUPEHICTh AOOPOSKICHUX IYXJIMH HaIHUPKOBUX
3aJ103, 0COOJIMBO CePeJl TUX, XTO OTPUMYBAB Healek-
BatHy Tepariio 'K [269]. Kapiiunomu HaHUPKOBUX
3aJ103 3piJKa 3ycTpivatorhest B oci6 i3 BITH3 [270],
MOBIZIOMJISIETHCST JIUIIIE PO OJIMH BUTIA/IOK Y TUTUHH
[271]. MacuBHi MiesominoMu HAJHUPKOBUX 327103
POBBUHYJIMCS Y KiJIbKOX gopociux 3 BTH3 i3 HeoO-
XiZIHICTIO XipyPTIYHOTO BUIaIeHHs Yepe3 Mac-edek-
T [272]. HemoctaTHbo JaHKX, 11100 PEKOMEHIYBATH
PYTUHHUN CKPWHIHT JIJIsI BUSIBJEHHS HAJHUPKO-
BHX Mac.

Mitn 3 BI'H3 matorsh 6inbm Bucokuit IMT, Hix
KOHTPOJIbHI, 32 PaxXyHOK 301/IbIIEHHS KUPOBOI Macu
[273]. TpubausHO MOJIOBUHA TEAIaTPUUHIX XBOPUX
MaioTh HAAMIpHY Macy Tija, a 16—25 % crpaskaaiorb
Ha OXKUPiHHs [273—275]. 3amnpornonoBanuii cucTeMa-
TUYHUI OIJIsA)] OXOILIIOBAaB MeTaaHanis 14 oGcepsa-
MIMHNUX JTOCTIKEHD 3 IMUPOKUM BiKOBUM J[ialla30HOM
(Big 14 wmicamniB mo 63 pokis, ~70 % < 18 pokis).
Y iumnx 14 pocaijpkennsax 437 mamientis i3 BIH3
MaJli IOMipHe 3011bIIeHHs CUCTOIYHOrO 1 AiacToIiy-
HOTO apTepiasbHOTO TUCKY (CcepelHi BIIMIHHOCTI BijI-
MOBiZIHO + 4,4 Ta +2,4 MM PT. CT.), OIIHKY TOMeOCTa-
TU4HOi Moiesti iHcyrinopesuctentaocti (+0,5) i ToB-
mHy iHTUMA conroi aprepii (+0,08 MM) mopiBHSIHO
3 KoHTposbHIMHU ocobamu 6e3 BITH3 [41]. He Gyio
Bi/[3HAUEHO CTATUCTUYHO 3HAUYIIOI PI3HUII B TJIiKe-
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Mii HaTIe, piBHI iHCYJIiHY, TOKa3HUKAX TJIIOKO3U abo
IHCYJTiHY Uepes 2 To/1 IMicJisi HAaBaHTaKeHHST TIII0KO3010
abo Jsinigax cuposarku. JaHi npo cepiesi moii 6ysiu
MOOJAMHOKKMH, 1 OLJIBIIICTB JIiTepaTypH 30CePeKyBa-
JIacsl Ha CYPOTaTHUX Pe3yJibraTaX. 3alpOrOHOBAHWI
CUCTEMATUUHUI OIJISIZI TaKOXK Y3araJbHUB [OKA3H
iHIMX oOcepBaliiHUX JOCIKEHD, AKi IPe/ICTaBUIN
JlaHi, 10 He Mi//Ia0ThCsl MeTaaHasli3y, BKJIIOYAIUN
koropru 3i IIsewii, Beaukobpuranii, Himeuunnu ta
bpasumii. Ili mocuimKeHHST TOKasaad, IO JIOAA 3
BI'H3 MoxyTh MaTtu OLIbII BUCOKY YacTOTY rinep-
tensil, rinepinigemii, GpibpuaaLil nepeacepab, Be-
HO3HOI TpoMboeMboJIil, 0xKMpiHHS Ta Aiabery. Y moc-
JIJDKEHHSIX, BKJIIOYEHUX JI0 CUCTEMATUYHOTO OTJISILY
[41], Bin3dHauaBcst pu3nK yrepe/yKeHHs Bijl TOMipHO-
ro 10 BHUCOKOTrO. 3Bajkalouu Ha 30iJIbIIEHHS Macu
JKUPY B OPraHisMi Ta MoTeHIiaja cepleBux i Merabo-
JIIYHUX HACJI/IKIB, MU TIPOMIOHYEMO SIKOMOTA paHilie
MOYMHATH KOHCYJIBTYBaHHS IOA0 CHOCO0Y JKUTTS 3
METOI0 3a1100iraHHs UM TEHIEHIIISIM.

JKinkn 3 BITH3 wacro mMaioTh HagMipHy Macy Tijia
[202, 203, 260], ane nauienTn 3 BTH3 BikoMm Gijblire
30 pokiB Majii JKUPOBY Macy HOAIGHO IO KOHTPOJIb-
HUX 0cib Takoro  Biky. Majo XT0 MaB rifepTeHsito,
CepleBo-CyAMHHI 3axBoproBaHHs abo miaber. Haii-
OLJIBII 3HAYYIIOK MeTaboJIiuHO aHoMasier Oyia
MOTTPeHicTh rectatiiinoro miabetry y 20 % XBopux,
dKa JIelo BUIIA, HIK Yy 3arajbHIN MOy, epe/-
Gauaetbest y 7—10 %, ajle KOMMBAETHCS B MeXKaX Bifl
1% mo 25 % |276].
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