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BizHoBIeHHST DYHKI[IOHAIbHOI aHATOMii
HUISIXOM XipypriYHOTO BTPYYaHHS y OCi0

3 BPO/I’KEHOIO TillepIuIa3i€io Ha/IHUPKOBUX
3aJ103

7.1. Mu pazumo inpopmyBatu 6aTbKiB yCix giTeil

nutrHa He ctade crapmoio (Heknacudikosane moso-
JKEHHS HAJIeSKHOI TPaAKTUKN ).

Texniune 3ayeancenns: Xipypriuti ornepartii moBUH-
Hi TIPOBOAMTHUCS TiJTBKU B IIEHTPaX 3 JOCBITYEHUMU
JMUTSTIUMU XipypraMu/ypoJioraMu, JUTSYUMEA €HI0-

i3 BPOIKEHOIO TillepIlTa3i€io HaAHUPKOBUX 3aJI03,
0c00JIMBO /iBYAT 3 MIHIMAJIBHOIO BIPUIII3AIi€lo, PO
BapiaHTH XipyprivHOTO JiKyBaHHS, 30KpeMa 3aTPUM-
Ky HOro mpoBelieHHs Ta/ab0 CIOCTEPEKEHHS, JOKU
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JIUTHCH TMUPOKI MUCKYCil MO0 PU3UKIB Ta TIEPeBar,
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CHIJIBHOTO TPUUHSTTS PillleHb, OTJISIIY MOKJIUBUX
yCKJIa[HEeHb Ta MOBHOI 00isHaHocTi. Bapro BpaxoBy-
BaTU MOKJIMBICTb BiZIMOBUTHCS BiJ Omepariii.

7.2. Y mamieHToK KiHOYOi cTaTi 31 3HAUHOIO BipHJTi-
3ali€r0 MU PagUMO OOrOBOPUTH DPaHHE XipypriuHe
JIIKYBaHHS [ KOPEKIll ypPOTeHITaJIbHOTO CHHYCA
(HexmacudikoBaHe 1oJ105keHHST HATEKHOI TIPAKTUKN ).

7.3. Ilpu mikyBaHHI HEMIOBHOJIITHIX i3 BPOKEHOTO
rinepIiasieio HaHUPKOBUX 3a/103 MU PaJUMO, 00 BCi
pillIeHHs MO/I0 XiPYPrivHOTO JIIKYBAHHS 3aJTUIIAJNCS
[PEPOraTUBoIO ciMeii (To6TO 6aThKIB i 3a 3ro1010 AiTeil
CTapIOro BiKy) MPU CHIJTBHOMY MPUUHATTI PillleHb 3
JIOCBi/lueHNMN Xipyprivaumu koncyasrantamu (He-
KyracudikoBaHe MOJOKEHHS HAJIEeKHOI TTPAKTUKMN ).

7.4. Y TmaImieHTok KiHOYOI CTaTi i3 BPOMIKEHOIO
rinepiuiasiero HaJHUPKOBUX 3aJ103, IS IKMX 0OPaHO
Xipyprifo, MU MPOTIOHYEMO BUKOHYBATH BariHOILJIAC-
THKY, BAKOPUCTOBYIOUN yPOreHiTajibHy MOoOLIi3allio,
i, AKI0 0OpaHO, HEHPOBACKYJISIPHO-IIAAHY KJIITOPO-
IIACTUKY NP 3Ha4Hiii kritopomerarii (2/@000).

EkcrnepumenTasibHa Teparist
Ta Mail0y THI HANPSIMK

3arayipHi MipKyBaHHS Ta HE3PO3YyMLiJI

KJIiHIYHi TOTpeOU

8.1. ¥V marienTiB i3 Bpo/;KeHOIO TilepILIa3ieio Hal-
HUPKOBUX 32J103 MU HE PEKOMEHIYEMO BUKOPUCTOBY-
BaTU eKCIIePUMEHTAIbHI METOIM JIIKYBaHHSI 32 MeXKa-
ME OQIIIIHO CXBaJeHUX KJIHIYHUX BHUIIPOOYBaHb
(HexmacudikoBane 10J105KeHHST HATEKHOI TIPAKTUKN ).

Adpenanexmomis

8.2. YV xBopux 3 BPOMKEHOIO TillepIlyia3iero Haj-
HUPKOBUX 32J103 MU TIPOTIOHYEMO HE TIPOBOJIUTH J[BO-
cropoHHIo anpenanexTomiio (2/@000).

Hcuxiune 300poe’s

9.1. JI1s1 0ci6 3 BPOAKEHOIO TilIepILIasicio HagHup-
KOBWMX 3aJ103 Ta IXHiX 6aThKiB MU PEKOMEHYEMO IIPO-
BECTU KOHCYJIBTAIll Ta OIIHKY II0/I0 TIOBEIIHKU Ta
HCUXIYHOIO 30POB’Sl Il BUPIIIEHHST OYAb-AKIX
npobJieM, OB’S3aHUX 13 BPOJKEHOIO TilepILiasieio
HaZHUPKOBUX 327103 (1/@D00).

Texniune 3ayeascenns: KIHILUCTAM CJJ T1am’si-
TaTH, 1[0 0COOK 3 BPOIZKEHOI IMIEPILIA3i€io HalHUPKO-
BUX 3aJ103 MOKYTb OIMWHUTHCS TIijl 3arPO30I0 PO3BUTKY
1po0JIeM TICUXIYHOTO 30POB’S Ta MAaTH HU3BKUI 1IOpir
JUIST 3BEPHEHHST 32 MICUXOJIOMTYHUM YU TICUXiaTPUIHUM
gikyBansaM. [Tpakrukytoui axisiii 31 ICUXIYHOTO 3/10-
POB’sI TOBUHHI MaTH CIETiaIbHi 3HAHHS IT0I0 OIiHKH Ta
VIIPaBJIiHHS [CHXOCOIIaJIBHUMU [POOIeMaMu, IOB's-
3aHVMU 3 BPOJZKEHOIO MIePILIAzieio H/IHUPKOBUX 3aJ103.

BU3HAYEHH, IIATO®DI3IOJIOITA
TA 3AXBOPIOBAHICTb HA BIrH3

BI'H3 — 11e rpyma aBTOCOMHO-PeIleCUBHUX PO3Jia-
JiB, 10 XapaKTepU3yIOTbCs TOPYIIEHHSIM CUHTE3Y

N2 2 2019

KOPTH30J1y. 3a JIAHUMU HEOHATAJbHOTO CKPUHIHTY Ta
HaIlOHAJIbHUX PEECTPIB y OLABIIOCTI AOC/iAKEHD
3aXBOPIOBaHICTh KonuBaeTbes Bim ~ 1:14 000 mo
1:18 000 Hapo/pkeHux, aje naToaorisa OiIbII TOIIN-
peHa B MaJIUX, TeHETUYHO 130JIbOBAHUX TPYIIAX 3 MEH-
UM TeHOhOHAO0M, 0COOIMBO B BilJlaJIeHUX reorpa-
(iuaux perionax (Hampukiazn, Asnsckincbki IOmikn,
iHmmx; Tabmuns 1 [2—23]). BTH3 ciupuunHsieTbest B
~ 95 % Bunazkax myrarismu CYP21A2, rena, mo
KOJIy€ HAZIHUPKOBY cTepoizn-21-rinpokcniazy (P450c21)
[24, 25]. lleit depment mnepersBopioe 170HP na
11-meoKCUKOPTHU30JI i TPOrecTePOH — Ha JEOKCUKOP-
TUKOCTEPOH, MPUYOMY I1i TIPOJYKTU € TONePeIHUKA-
MU KOPTH30JIy Ta ajbIOoCTEPOHY. Biokama cuHTesy
KOPTHU30JIy NMPU3BOIUTH 0 CTUMYJISIIT KOPTUKOTPO-
MIHOM KOPU HAJHUPKOBUX 3aJI03, 3 HAKOTTUYEHHSIM
HOIEPeIHNKIB KOPTU30JLY, sIKi BIIBOASTHCSA A0 6io-
cuHTe3y cTaTeBUX TopMoHiB (puc. 1). KapamnambHotO
0CO6JUBICTIO KJAacHYHOI ab0 TSKKOI Bipuiisyouoi
BI'H3 y HoBOoHApO/IZKEHNX KIHOUOI CTaTi € aHOMAJIb-
HUI PO3BUTOK 30BHINTHIX CTATEBUX OPTaHiB 3 Pi3HOIO
Mipoio Bipmrisarii. Moskausicte BITH3 caig posris-
JIaTH JIJIsE HEMOBJIAT, 1110 MAtOTh ABOOIYHI HelabloBa-
Hi ToHaan. Y 75 % BUIAJKIB 3 TSDKKUM (epPMEHTHUM
nediluToM HeajieKBaTHA TPOAYKILS ajlbI0CTEPOHY
CIIPUYUHSIE BTPATY COJIi, 3ATPUMKY PO3BUTKY i IOTEH-
1IITHO CMepTeJIbHY TITOBOJIEMIIO Ta TIOK. BiMiHHOCTI
pisnux denorunis BTH3 goknaano omucano White
and Speiser [27]. HeonaranbHuii CKpHUHIHT, Tenep
saranbHuil y Crioyuenunx Illrartax [28] Ta y 6aratbox
IHITUX PO3BUHEHUX Kpainax [19], moxe mom gkt
i yekaaanenss. [Iponymiennii giarHo3 coseBTpaTHOI
BI'H3 now’s3anuii 3 miaBUIEHNM PU3UKOM PaHHBOI
HeOoHaTaJIbHOI 3aXBOPIOBAHOCTI I CMEPTHOCTI. AKITO
npocra BipunabHa BIH3 He posmiszHaeTbed i He JTiKy-
€TBCS, SIK JIIBYATKA, TaK 1 XJTOMYUKU MOXKYTb 3a3HaBa-
TH TIBUIKOTO TIOCTHATAIBLHOTO 3POCTAHHS 1 BiprTi3artii.
OXpiM «KJIACMIHOI COJIEBTPATHOI» Ta «IIPOCTOI Bi-
puibHOI» (hopm BI'H3, miarnocToBanmX y ANTUHCTBI,
icHye Takox M'sika abo «HekJacuuHa» (popma, sSKa
MA€ Pi3Hi CTYIEeH] TOCTHATAIbHOTO HA/ITUINKY aH/[PO-
reny, ajse iHozai GyBae GescummrToMHo [29]. Jlerki
CyOKJIIHIYHI MOPYIIEHHS CHHTE3y KOPTH30Jy IpU
nekymacnuniii BTH3 (HKBI'H3) sasBuyaii He mpu-
3BOJSITH [0 ajficoHiuHol kKpu3u. Ha mincTasi gocria-
’KeHb acolliallii TarJIoTHIIIB TOIMUPEHICTh HEKJIaCcud-
Hux ¢opm BI'H3 y saraibiii momysiii 6imomkipux
6ya0 ouineno stk 1: 500 — 1: 1000, ane cepen momy-
JILIN 3 BUCOKUM PiBHEM OJHOKPOBHUX IILTIO0IB — Bij|
1:50 mo 1: 100 [30]. Bisbin misni aHaMi3U TEHOTHITY
CYP21A2 Bkaszyiorh Ha Te, mo y nomyssiii CHTA
gacrora HKBTH3 snauno Buma ~ 1:200 (95 %
noBipunii piBens, Bix 1: 100 no 1:280) [31].
TsoxKicTh 3aXBOPIOBAHHS KOPEJIOE 3 e TbHUMU
papiamismu CYP21A2. TenorunyBaHHdS ocib 3
BI'H3 mMoske cTaTé MOMUJTKOBUM Yepe3 CKIAHICTh
JIyTUTIKAIlli TeHiB, Jesellii Ta mepecTaHOBKH B XPO-
MocoMmi 6p21.3 [32]. Bimomo maitke 300 myTrariii
CYP21A2 [33], asie BeuKi fiesierii Ta CriaiicMHTO-
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A
Cholesterol
P450scc
+StAR 3BHSD H450c21 P450c11AS
Pregnenolone » Progesterone ——— > 11-Deoxycorticosterone —— > Aldosterone
l P450c17 lP450C1 7
3pHSD P450c21 P450c11p
170OH-Preg » 170H-Progesterone ——» 11-Deoxycortisol ————— Cortisol
(170HP)
P450c17+b,
3BHSD
DHEA » Androstenedione
17BHSD l17[3HSD
3BHSD 5aR2
Androstenediol » Testosterone ——> DHT
b
Cholesterol
P450scc
+StAR
Pregnenolone
P450c17 Reductive
3BHSD 5aR1 5a-Pregnan- 3aHSD 170H-
170H-Preg > 170HP 170-01-3,20-dione Allopregnanolone
l P450C17+b5 P450C17+b5 P450c17
3BHSD ,
DHEA » Androstenedione Androsterone
l 17BHSD l 17BHSD Oxidative 17BHSD
3BHSD 5aR2 3aHSD

Androstenediol » Testosterone

» DHT

» Androstanediol

Puc. 1. A. Hopma/\buuﬁ CTepO'I'AOI'EHe3 Y HAAHUPKOBUX 3aA03ax MNMAOAQA

OCKiAbKM HAAHMPKOBI 3aA031 MAOAQ MalOTb HM3bKMIA piBeHb 3(3-riApOKCMCTEpOiaAAeriApOreHasmn, OCHOBHUIA CTEPOiAOreHe3 CpSMOBaHMIA Ha AeriapoeniaHAPOCTepoH
(ATEA), a notim Ha ATEA cyabat, ane HeBeArKa KiAbKICTb CTEPOIAIB BXOASITH LASIXaMM B HaMNpsIMKY aAbAOCTEPOHY Ta KOPTM30Ay. HaaHMpkoBa 21-riapokcunaasa
P450c21 Mae BaxkAMBE 3HaUEHHsI AAs 060X LWASIXiB. HAAHMPKOBI 3aA031 MOXKYTb CMHTE3YBaTU HEBEAMKY KiAbKICTb TeCcTOoCTepoHy vepe3 17BHSDS5 (AKR1C3).

Y HUXXHbOMY NPaBoOMy KyTi po3milleHo 11-0KCMaHAPOreHOBMIA LWASX, B IKOMY aHAPOCTEHAIOH Y HAAHMPKOBMX 3aA03axX NepeTBOPIOETLCS A0
11p-riapokcmaHapocTeHaiony (11TOHA4), a noTiM y HAAHMPKOBMX 3aA03ax Ta/abo nepudepuuHmnx TKaHnHax A0 11-KeTOAHAPOCTEHAIOHY i, 3peLTolo,
11-ketorectoctepony (11KT). Cuntes 1TOHA4 i 11KT € BaXKAMBMM LUASIXOM Y MOCTHAaTAaAbHOMY XKMTTI, @ TaKOX MOXe BiABYBaTUCh Y HAAHMPKOBMX 3aA03ax MAOAQ.

b. 3a BiacyTHOCTI 21TiApokcHAa3HOi akTMBHOCTI P450C21 Tpu LUASIXM BEAYTb AO AaHAPOreHiB.

Mo-nepuue, WAsX Bia xorectepoay A0 ATEA 3aanwaetbes HeamiHHuM. Hessakaloum Ha Te, wo 6arato ATEA iHaktuByeTbes Ao ATEA cyabdaty, 36iAbLIEHHSI CUHTE3Y
ATEA npusBeae A0 nepeTBopeHHs aeqkoi KiabkocTi ATEA B TecTocTepoH i auriapotectoctepoH (AIT). No-Apyre, Xoua B HOPMaAbHMX HAAHMPKOBMX 3aA03axX
MiHiMaAbHi KiabkocTi 17OHP nepeTBopioloTbCS Ha aHAPOCTEHAIOH, BeAMYe3Ha KiAbkicTb 17OHP, wo cuHTtesyetbes npu BIH3, aAae 3Mory nepetBoputy Avle AesKy
KiAbKicTb 17OHP B aHAPOCTEHAIOH, a BCIO pelTy — Ha TeCTOCTEPOH. [o-TpeTe, aAbTepHATUBHUIA LASX 3aAeXMTb BiA 5a i 3a peaykuii 170HP

A0 17OH-anomnperHaHoAoHy. Lleit cTepoia Aerko nepeTBOpIOETbCS B aHAPOCTEHAIOA, IKMIA MOTIM MoXe GyTh OKMCHeHMit A0 AT'T OKMCHUM hepMeHTOM
3a-riapokcucrtepoipaeriaporeHasoto (3aHSD). Poab aabTepHaTHBHOTO WAsIXy npu BIH3 niaTBEpAXYETLCS 36iAbLUEHHSM PiBHS METABOAITIB MO0 YHIKaAbHMX
CTEPOiAHUX MPOMIXKHUX CMOAYK Y Ceui HOBOHAPOAXKEHMX, AiTen Ta AopocAmx 3 BIH3 [26].

Ba myTaris (iaTpon 2, IVS-13 A/C > G, -13 nayk-
JIEOTU/IN 13 CaliTy CITaliceBOTO akIenTopa), Mo
BUCHAXKYIOTb aKTUBHICTHh (PEPMEHTY, CKIAAAIOTH ~
50 % ameneir kracuunoi BIH3 [34—36]. IIpu6-
su3no Bix 5 mo 10 % mamieHTiB i3 COIEBTPATHOIO
BTH3 matorh rinepmobinbHy (GopMy CHHIPOMY
Enepca—/lannoca BHACi/JOK HEIOCTATHOCTI TeHAC-
nuHy-X, kogoaHoro reaom TNXB, sxuit nepexpu-
Bae CYP21A2 [37]. HexoHncepBaTuBHe 3aMilleHHS
amiHiB B ek30Hi 4 (p. [le172Asn), mo 36epirae ~ 1
1m0 2 % depMeHTHOI (DYHKIIIT, aCOMIIOETHCS 3 TPO-
cToio Bipuiisyiouoio kugacuuHooo BIH3 [38].
ToukoBa myralliss B ek3oni 7 (p. Val281Leu), sxa
36epirae Bix 20 % 10 50 % dbyukiuii hepmenty [38],
npuiagae Ha OinbiricTs aneneir HKBTH3 [31, 39,
40]. Ockinbku 6araTo KOMIayHJ TeTepO3UrOTHUX
HaieHTiB € Hocigmu OGijabiie oiHiei Myralii Ha
onHiit a6o 060x anensx CYP21A2, icHye mupoxkuit
criektp erorumis [35].
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3AIMCHEHUIT
CUCTEMATHUYHUI OTJIA/]

KowmiTer 3 HammcawHsi HACTAaHOBM 3aMOBUB [[Ba
CUCTEMAaTUYHWX OTJIS/IN: OJIUH 3 HUX CTOCOBHO ceplie-
BUX Ta MeTabOoJIUHMX 3aXBOPIOBaHb, [OB’SI3aHUX i3
BI'H3 [41], a gpyruii — mst Toro, 1mob BCTAaHOBUTH,
Y1 TTOBUHHI KJIIHIIUCTH MTPOBOAUTH OIlepallii Ha cTa-
TeBUX opranax [42].

[Mepuwii oryisiz [41] migbus migcymku 20 crocre-
PEKHUX JIOCJIi/KEHD Ta TIPOJIEMOHCTPYBAB HEBEJIUKE,
ajie 3Ha4yHe IBUIEHHS CUCTOJIYHOrO Ta [1aCTOJI4-
HOTO apTepiaibHOTO TUCKY, PE3UCTEHTHOCTI /10 iHCY-
JIiHY Ta TOBHUIMHHU IHTMMHU COHHUX apTepiil y ocib 3
BI'H3 nopiBHSIHO 3 KOHTPOJIBHOO Ipyoro 6e3 BTH3.
Sxicte pokasiB (TOOTO BIEBHEHICTH y IUX OIiHKAX)
OyJla HU3bKOIO uepe3 oOcepBalliiiHuil Xapakrep JoKa-
3iB, PU3UK yIlepe/KeHHsT Ta HeoAHOpiAHicTh. Kpim
TOTO, B TOMYJSAIINUHUX JOCJI/PKEHHSIX BUSBJIEHO
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TabAmug 1
MopiBHsIAbHA YacToTa KAacuuHUX chopm BIH3 y HaceaeHHs pi3HMX KpaiH
H 0y
Kpaina HOB."' . ., OG6csr Bubipku  1/acrora nr, % . Mocuaanus
HaLLiOHAAbHI AaHi? (AoHowueHnx abo uiromy)
ApreHTuHa .
(ByeHoc Afipec) Hi 80 436 8937 50 [2]
ABCTpaAis . Hi 550 153 14 869 N/A 13]
(3axiaHa ABCTpaaig)?
Asctpania (Hoit Hi 185 854 15 488 1,8 [4]
[MiBaeHHUI YeAbc)
ABCTpanais? Tax 18 034 N/A [4]
Bpasuais Hi 748 350 14 967 [5]
bpasuaisi (wraTt Goias) Hi 82 603 10 325 28,6 [6]
bpasuais .
(irar Minas Gerais) Hi 159 415 19 927 2,1 7]
Bpasuais (wrat Rio .
Grande do Sul) Hi 108 409 13 551 1,6 [8]
Kuran Hi 30 000 6084 [9]
XopsBarisi Tak 532 942 14 403 [10]
Ky6a Tak 621 303 15931 0,3 [11]
Yecbka Pecriybaika Tak 545 026 11 848 1,6 [12]
DpaHuis Tak 6012 798 15 699 2,3 [13]
HimeuuunHa (basapis) Hi 1420 102 12 457 5 [14]
IHAjS Hi 55627 6334 (15]
Snonist (Cannopo) Hi 498 147 20 756 8 [16]
Slnonis (Tokio) Hi 2 105 108 21 264 25,8 [17]
HoBa 3eaaHpis Tak 1175 988 26 727 [18]
LLIsewis Tak 2737932 14 260 25,1 [19]
O6’eaHaHe KopoaiBctBo?  Tak 18 248 N/A [20]
O6'canani ApaGevi Tak 750 365 9030 [21]
Emipamm
Ypyrsan Tak 190 053 15 800 [22]

AaHi HEOHATAABHOrO CKPUHIHTY, 32 BUHSITKOM TUX, LLO BU3HAYAKOTHCS SIK Taki, O HAAXOASTb 3 HaLLIOHAABHUX PEECTPIB.
AaHi 3 AocAiaXeHb, onybAikoBanmx y 2008 p. i nmisHiwe. biabl paHHi AocAiaxeHHs niacymoBani van der Kamp and Wit 2004 [23] i Gidlof et al. 2014 [19].
Ab6pesiatypa: N/A — He aoctynHo; ML, — no3uTBHA NPOrHOCTMYHA LLIHHICTb (AASI CKPMHIHTY HOBOHAPOAXKEHMX; AMB. PO3AIA 1).

2 AaHi 3 HaLiOHAAbHMX PEECTPIB.

OLJIbII BUCOKY MOLIMPEHICTD rinepreHsii, rinepJririe-
Mii Ta Iykposoro giabery 2 tuiy y gopociux 3 BTH3,
HiZK y rpy1ii KoHTpoJIo ocib 6es BITH3.

Y apyromy orasami [42] nigbuto mipcymKu
29 obcepBalliiiHUX AOCIAKEHD, 110 OIIHIOBAIN
MAIEHTIB, SIKi 3a3HAIN OIepallil y cepelHbOMY BiIli
3 pokiB. /[locmiKeHHST OIiHIOBAJAW Pi3HOMAaHITHI
XipypriuyHi MeTOAMKHM Ta TOBIZIOMJISIJIU TIPO TapHY
3arajbHy 3a/I0BOJIEHICTb TTAIli€HTA Ta Xipypra KocMe-
TUYHUMH Ta QYHKIIOHAJTBPHUMHU Ppe3yJTbTaTaMU.
Orsiga TakoK MICTUB OIIHKY XiPYPrivHUX yCKJIa/l-
HeHb Ta cekcyaibHOl (yHkiii. Taki mokasu Gyu
TAKOK HU3bKOI SIKOCTI Ta MAJI BUCOKUI PU3UK yTIie-
PeKEeHOCTi.

1. HEOHATAJIbHUI1 CKPUHIHT

ExoHomiuHa epeKTHBHICTD

1.1. Mu pekomeHIyeEMO, 11100 yCi MPOrpaMK CKPH-
HIHTY HOBOHAPOJIKEHWX BKJIOYAJW CKPUHIHT Ha

BPOJIPKEHY TilepIia3iio Ha/IHUPKOBUX 3aJI03 YHACJI-
1ok gedinury 21-rigpokcuiasu (1/@@@0).

Joxa3su

Panne posmiznaBannst Ta JgikyBanHs BI'H3 moske
3a100irTH cepHo3HIN 3aXBOPIOBAHOCTI Ta CMEPTHOCTI.
Hapasi y Bcix 50 mrarax y Cmomydenux Illtarax,
35 iHmmx KpaiHax, a TaKoK 4acTuHi 3 17 10JaTKOBUX
Kpai mpoBoauThes ckpuHiar Ha BI'H3. 3rigHo 3 pesyib-
TaTaM¥u CKPUHIHTY, yacTtoTa Kiaacnunnx ¢opm BTH3 y
GibiocTi momysisAwii cranosuth Bix ~ 1: 14000 mo
1:18000. Tabuus 1 migcymosye aani 3a 2008 pik; gai,
3iGpani 3 1997 110 2007 pik, cxoski [23, 43, 44].

CKpUHIHT 3HAYHO CKOPOUYE Yac [IaTHOCTUKU He-
moBssiT 3 BIH3 [45—48], BianosizHo 3MeHIIyiodn
3aXBOPIOBAHICTh i CMEPTHICTh. PeTpOCTIeKTUBHII aHa-
Jiiz, nposesernii B Yechkiil PecrryOurini i ABerpii Brcy-
[IEHUX 3PasKiB KPOBI HOBOHAPOKEHUX, sKi He Oy
ckpuHoBani Ha BI'H3 y Bumagkax panTtoBoi AuTSuoi
CMEPTHOCTi, BUSHAYMUJIM TPH TEHOTHUIIOBO Ii/ITBEPIKE-
HuX Bumaakn kiacuanoi BIH3 cepen 242 3paskis, 1110
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Oy ipockpuHoBati [49]. Ha BiaMiHy Bij bOTO BeJiv-
Ke TIOTTYJIATIIHe OCTi/KeHHs B paifoni Mandectepa y
OG’ennanomy KoposiBeTBi He BHSIBUJIO BUIIAAKIB
3axsopioBarHsg BITH3 cepen 1198 cyxux 3paskiB kposi
y HiTel, siki momepiu Bizt 5 110 6 micsiis [50]. Xuomuukm
3 coneBTpatHoo hopmoto BI'H3 wacrire, HixK JKiHKH,
3a3HAIOTh 3aTPUMaHHS a00 MOMMJIKK B AIarHOCTHIL,
OCKIJIBKM B HUX BiZICYTHSI HEBU3HAYEHICTh GYI0BH TeHi-
Tamii. TakuMm 4rHOM, BiJIHOCHA HEUYMCJIEHHICTb MiTei
YOJIOBIYOI CTaTi i3 COJEBTPATHOO (DOPMOTO y TTOITY IS
XBOPUX MOKe OyTH BH3HAHA HENPSMUM CBiJYEHHSIM
HE3aPEECTPOBAHUX CMEPTEN BiJl COJIEBTPATHUX KPU3iB.
Hacmpasai B nesikux [10, 51—53], xoua i He y Bcix [50,
54| PeTpOCHEKTUBHUX JOCIIKEHHSIX, B SIKMX KJIHIYHO
niarHoctyeTbest BTH3, skiHoua cTarh nepeBuIiye 4o1o-
Biuy, i I mepeBara KiHOK 3HUKAE TIPU BITPOBA/KEHHI
HEOHATAJILHOTO CKpUHIHTY [54]. [lesiki mocsigHuKm
MOBIZIOMUJIH TIPO YacToTy cMepTeii ~ 10 % cepen HeMOB-
JaT i3 coseBTpatHoio (opmoio BI'H3 3a BincyTHOCTI
CKpUHIHTY [55], ajte 3a ocTaHHIMM OIIHKAMU 3 PO3BUHE-
HUX KpaiH BoHa Hrokya — Biz 0 110 4 % [56].

[ITo crocyeTbCst 3aXBOPIOBAHOCTI, TO JITH, JiarHOC-
TOBaHI MPU CKPUHIHTY, MAIOTh MEHIII CEPHO3HY TiITIOHAT-
piemito [48] i, Ik TpaBUIIO, MAIOTh KOPOTIITY TOCITITai-
3artio |46, 48, 50, 57|, HixK miTH 3 Mi3HIM AiarHOCTYBaH-
HsiM. HecltpoMosKHICTD Y HaBUAHHI MOKe PO3BUBATHUCh
y Taii€eHTiB i3 coseBTparHUMU Kpusamu |[58].
HesBaskaioun Ha Te, MO XJIOMYUKH i3 COJIEBTPATHOIO
(hopmMOIO, OYEBHAHO, MalOTh HAHOLIbILY BUTOLY Bil
MIPOrpaM CKPUHIHTY, TAKO;K 3MEHIITYEThCS 3aTPUMKA Y
MPaBUJIbLHOMY BU3HAYEHHI CTaTi /[iBYaTaM 3i 3HAUHUM
cryrieneM Bipwiizariii [43, 48]. Bisbnre Toro, y xson-
YKKIB 3 IPOCTOI0 BipuIIizyoouoto (Gopmon XBopoba
MO’Ke iHaKIle He JIarHOCTYBaTHCS, AOKH Ii3Hille B
JIIUTUHCTBI HE MMOYUHAE CIIOCTEPIraTUCh IBUIKE 3POC-
TaHHS Ta TPUCKOPEHHS I03PiBaHHS CKEJIeTa, 110 MPH-
3BeJle JI0 CKOMITPOMETOBAHOTO JIOPOCJIOTO CTaHY.

Kinbka HemaBHIX OTJISAIB HaMarajucs TPOBECTH
aHaJIi3 BUTPAT Ha BUSIBJICHHS HEOHATATBHOTO CKPUHIH-
ry Ha BI'H3. Taki ominku 3a3Buyaii BBa)KatoThb, 110
€JIMHUM HECTIPUSTJINBUAM PE3YJIbTaTOM IMi3HBOTO Jlia-
raosy BITH3 € cmeprb. Tpaauiiiiino nepeabadyactbesl,
I1I0 CKPUHIHT Ha II€BHY XBOPOOY € €KOHOMIYHO BHTijl-
wuMm mpu < 50 000 momapis CIIIA 3a pik KuTTS 3
KOPEKINEn Ha AKicTh PoKy kutTst [59]. Hemonasmi
OIIIHKM 3HAXO/IAThCA B IMPOKoMY Aiartazoni Big 20 000
nosapis CIITA [59] mo 250 000 mo 300 000 mosapis
CIITA (60) 3 kopexIli€lo Ha KiCTb POKY JKUTTSL.

MeTom010ris1 IOYaTKOBOTO CKPUHIHTY

1.2. Mu pekoMeHIyEMO BUKOPHUCTOBYBATH Ha Tep-
moMmy etani ckpuniary anamiz 170HP, crangapruso-
BaHMIT 32 3araJIbHOI0 TEXHOJIOTIIO, 3 HOPMaMH, CTpa-
TdikoBaHUMU 32 rectaniiinum Bikom (1/@@@0).

Texniune 3ayeanxcenHns: KJIIHINUCTU MOBUHHI
maM’sITaTH, 1Mo IMYHOJIOTIYHI aHaJi3u Bce Iie BUKO-
PUCTOBYIOTHCS 1 3aJIMIIAIOTHCS KEPETIOM TTOMUIIKO-
BO-TIO3UTUBHUX pe3yJibrariB. Crernudivuaicts Moxke
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OyTH TIOJIIIIEHA MIISIXOM OPTaHiYHOI eKCTPAKIIT 1St
BU/IAJIEHHS TIEPEXPECHO Pearyioynx PEYOBUH.

Jlokasu

Ha nepmiomy erami ckpuninry Ha BIT'H3 Bukopuc-
TOBYIOTh iMyHOaHami3 s BumipoBanHs 170HP y
CYXUX TIJISIMAaX KPOBI HA OJIHIN 1 Tiif JKe KapTili (ijabT-
pyBasibHoro mnarmepy («Guthrie»), 10 BUKOPHCTOBY-
I0ThCSI [IJIs1 iHIMNX HEOHATAJIbHIX CKPUHIHTIB [46, 59,
61]. ABToMaTH30BaHMIi JIAHTAHITHUI (HJIIOOPOIMYHO-
aHaJIi3 3 PO3/IIJIEHHSIM Y Yaci 3 PO3IIUPEHOTO AUCOITia-
miero [62] maiike TOBHICTIO BUTICHUB TPaJUIIHUN
pazioiMmyHosToTIuHIH aHaui3 [63] Ta iHII BUM aHAi3iB.

Kisbka TexHiYHUX (haKTOPIB 0OMEKYIOTH TOUHICTh
nux tectiB. [lo-niepure, pisens 170OHP, sk mpasuo,
BUCOKUU TIPW HAPOJKEHHI 1 IMBUIAKO 3HUXKYETHCS
MIPOTSATOM IEPINX KiJTbKOX JHIB TCJIsI HAPOIKEHHS
y 3/I0POBMX HOBOHapo/pKeHuX. HaBmaku, piBeHb
170HP 3 uacom 306imbinyerbes y miteit 3 BTH3.
TakuM 4MHOM, TOYHICTD /[IATHOCTUKU HU3bKA TIPOTSI-
TOM TIEPINNX 2 JHIB, 34 BUHSTKOM HasBHOCTI HaJiii-
HUX MeXaHI3MiB JIJIs1 OTPUMaHHS TOJIAJTBIINX 3Pa3KiB.
[To-npyre, HEMOBIISATA JKIHOYOI CTATI MAIOTh HUKYUHT
cepenniii pieab 170OHP, Hixxk 4osoBiuoi, 1Mo Tpoxm
3HIKYE UYTJUBICTH CKPUHIHTY HOBOHAPO/KEHUX Y
JlesikuX ToBigomyaenHsax [64]. Ilg 3umkena uyTim-
BiCTh, SIK IPABUJIO, HEe € CEPHO3HOI MPOOIEMOIO,
OCKIJTbKU TIPAaKTUYHO BCi JliBUaTa i3 COJIEBTPATHOIO
dopmoro BI'H3 maroTs Bipuirisalriio i, TaKUM YHHOM,
NIBUJIKO OTPUMYIOTh MeAWuHy moromory. Ilo-Tpere,
HeJIOHOIIIeH], XBOPi UM CTPECOBaHI IiTH MAIOTh BULITAI
piBerb 170HP, Hixk noHOIIEHI HEMOBJSATA, IO CTBO-
proe HGaraTo IMOMUJIKOBUX pe3ysibraTis. Hanpukiaz, sa
26 pokis poboru ckpuninrosoi nporpamu B IlIsenii
MO3UTHUBHE TIPOTHOCTUYHE 3HAYEHHSI CTAaHOBHLIIO 25 %
JUTSL IOHOTIIEHUX HEMOBJIAT Ta Juine 1,4 % 1Jist Heyo-
HOIIIEHNX HEMOBJISIT, i TPOTHOCTUYHA IIHHICTH y’Ke
CUJIBHO KOpeJiioe 3 rectariiiiauM Bikom [19]. Hapernri,
IMyHOJIOTIUHI aHaJi3u MOXKYTh OyTH HecrenndiyHu-
mu. He icHye 3aranbHOTIPUHHATUX CTAHIAPTIB IS
crpatudikaiii HOBOHAPOIKEHUX, ajle B OLIbIIOCTI
JabopaTopiil 3aCTOCOBYIOTH cepii cut-off, mo ckopu-
roBaHi 3a Baroio |65—67].

CKpuHIHT pyTOTO 3pasKka yepe3 KijIbKa IHIB TaKOXK
MOJITIIIY€E YYTJAUBICT Ta MO3UTHBHY ITPOTHOCTUUHY
niHHIicTh [47, 61, 68]. HemonaBue pocmipkeHHs moka-
3aJ10, 110 HEJIOHOTIIEHI HOBOHAPO/[)KEHI MOBUHHI MaTh
JIOJIATKOBI 3pasKy IS PECKPUHIHTY y BIlli Bif 2 110
4 TUKHIB, 10 € TPAKTUYHUM Y TOCIITATI30BAaHUX XBO-
pux [67]. AHasOriYHIM YMHOM OPasKJIbChKI AOCiAHI-
K1 BUKOPUCTOBYBAJIM 3HaueHHs 99,8 mporieHTis /st
nokasuukiB 17OHP, ckopurosai 3a Baroio mpu HapoJ-
SKEHHi, [Tl JIOCSTHEHHSI TIO3UTUBHOI MPOrHOCTUYHOT
minHocti 5,6 % 1 14,1 % B ABOX TOYKaxX BiAbOOPY Mpod
(Bim 48 no 72 ropmH i > 72 TonuH BiAnosigHO) [69].
binpire Toro, mMOpiBHSHHS OMHOCKPUHIHTOBUX i JBO-
CKPUHIHTOBUX JEP/KABHUX MPOrPaM BHUSBUJIO OiJIbII
Bucoky 4actory BI'H3 mpu Bukopucranui mapyroro
ckpuninry (1 :17 500 mporu 1 :9500) [70].
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Crpatudikamiss 3a GaKTHIHUM TecTaIliifHUM Bi-
KOM, a He Barolo Ipu HapOJUKEHHI MOXe TaKOXK I0-
JInmuTH cnenudiky CKPUHIHTY HOBOHAPO/KEHUX,
ockinpku pisenb 170OHP nabararo kpaiie CiiBBiHO-
CUTHCS 3 TIEPIIOI0 3MiHHOIO BEJTMUNHOTO, HiXK 3 OCTaH-
Hpoto [71]. ¥V Hinepnanmax npuiiHATTS KpUTeEpiiB
recTalliifHoro BiKY MOJIMIIIIIO TO3UTUBHE MTPOTHOC-
TUYHEe 3HAYEHHsT CKpUHiHTY 3 4,5 10 16 % [37].

Crpatudikamiss 3a GaKTHIHUM TecTaIliifHUM Bi-
KOM, a He Baroio Ipy HApOJ/PKEHHi, MOKe TAKOXK I10-
JInmuTi cnerudiky CKPUHIHTY HOBOHAPOJKEHUX,
ockinpku pisens 170OHP nabararo kpaiie CiBBiHO-
CUTHCS 3 TIEPIIOI0 3MiHHOIO BEJTMUNHOTO, HiXK 3 OCTaH-
Hpoto [71]. ¥V Hinepnanmax npuiiHATTS KpUTepiiB
recTalliifHoro BiKY MOJINIINIO TO3UTUBHE MTPOTHOC-
TUYHE 3HAYEHHsT CKpUHiHTY 3 4,5 10 16 % [37].

[Ilo cTocyeTbest anami3iB, MiIBUIIEHWH PiBEHb HA/l-
HUPKOBUX CTEPOI/IiB HE 3yMOBJIEHNI BUHATKOBO Tie-
pexpecHoto peakIli€io npu imyHoanasuizax. Ctepoinai
npodisi HeZOHOIMEHWX HEMOBJST CBigYaTh IMIPO
(ysxmionanpHuil 1edinuT KigbKoX (epMeHTIiB Haj-
HUPKOBOTO CTEPTOiIOTEHE3Y, 10 € HANHWKYNM Y
29 TuxHiB BaritHOCTI [72]. IIporte imyHOzOTIUHI aHa-
JIi3W BCe Ile BUKOPUCTOBYIOTHCS, ajie BOHU MOXKYTb
OyTH JKepes oM XHUOHOMO3UTUBHUX PE3YJIbTaTiB ve-
pe3 IepexpecHy peakiliio 3 IHINMMU CTepoijamu,
Hanpukian, 17-OH-npernenosnony cymnbdarom [73].
CrenndivnicTb iMyHOAHAI3y MOsKe Oy TH TTOJIIIIIeHa
IIJISTXOM OPTaHiYHOI eKCTPaKIIii 11 BUJAJIEHHS TIepe-
XPECHUX PEYOBUH, TAKUX SIK CTEPOI/IHI CyIb(haTH.

JlarTaniganii haroopoiMyHOaHATI3 3 PO3IIUPEHOTO
aucolianiero 0y/i0 1epedopMyIbOBaHO HAIPUKIHIL
2009 poky, 106 3HU3UTH Yy TJIUBICTH [0 IEPEXPECHO-
pearyounx CIojyK y HepoHomeHux miteit [74]. 1la
3MiHa TOJININNIIA TO3UTUBHE TIPOTHOCTUYHE 3HAYEH-
us1 Bz 0,4 10 3,7 % BUHSITKOBO JIJIST TEPIIIOTO CKPUHIiH-
ry [61].

Hapemri, anTenataibHi KOPTUKOCTEPOIAN MOXKYTh
sHmKkyBati piserb 170HP, 1o noreHitiiiHo 36iabirye
MMOBIPHICTb TIOSBU TIOMUJIKOBO-HETATUBHUX CKPUHIH-
TiB. ¥ JIOCTI/PKEHHSX MTOBIZIOMIISIIIOCH TIPO CYTIepPedn-
Bi edeKkTH HAa TPAKTHUIl AHTEHATAJIbHOTO BBEIEHHS
KOPTHKOCTEPOiiB |75, 76]. SIk 3a3Havasocs pawilie,
TeCTYBaHHsI MI3HINIKMX 3PasKiB MIHIMI3YE 1[f0 TPoGJIeMY.

CKpHHIHT APYTOTO PiBHSA

1.3. Mu pekoMeHIyeMo, 11106 APYrHil piBeHb CKPH-
HIHT'Y MPOBOJMBCS B CKPUHIHIOBUX JIabopaTopisx 3
BUKOPHUCTAHHSM PiIMHHOI XpoMaTorpadii—TaHIeMHO1
Mac-CIeKTPOMETPIi, a He BCiX HIIMX MeTOAiB (HaIpu-
KJIaJl, TEHOTHUITYBAHHS ) JIJIsl TIOJHIIIIEHHsT TTO3UTUBHOI
MIPOTHOCTUYHOI I[IHHOCTI CKPWHIHTY Ha BPO/KEHY
rinepruiasiio HaaHUPKOBUX 3a/103 (1|@@0O0).

Texniune 3ayeascenmns: naboparopii, 10 BUKO-
PUCTOBYIOTH PiMHHY XpoMmaTorpadiio—TaHIeMHY
Macc-CIIeKTPOMETPIto, IIOBUHHI GpaTyl yuacTh y Bizo-
BijHiil 1porpami 3abesnedenns sxocri. Kpim Toro,
KJTIHIIMCTY TTOBUHHI YCBIIOMJIOBATH, 1110 iMYHOJIO-
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riyfi aHami3u NPU3BOAATD [0 GLIBIIOI KIIbKOCTI X1b-
HOTIO3UTUBHUX Pe3yJbTaTiB. TakuM YUHOM, SIKIIO
J1abopaTOPHi pecypcu He BKJIIOYAIOTh PiANHHY XpOMa-
Torpadifo-TaH/IeMHY MacC-CHeKTPOMETPIfo, s Til-
TBEP/UKEHHS JIiarHo3y Mepesl TTOYaTKOM JIKyBaHHS
KOPTUKOCTEPOilaMi TIOBUHEH MPOBOJUTHUCS TECT Ha
CTUMYJISIIIIIO KOCHHTPOIIHOM.

Joxa3su

3HUKeHHs PiBHIB cut-off Moxke 36iIbIIMTH Yy T/IH-
BiCTb, aJie 32 PaXyHOK 3MEHIIEHHsI TIO3UTUBHOI TIPO-
rHocTHOI BapTocTi. Y CIIA 3 MeToi0 BUSBIEHHS
BCcix ziteil i3 coneBTpaTHOIO (HOPMOIO XBOPOOU Ta
Maii’ke BCiX 3 TPOCTOI0 BipHUIi3yi0uoi0 (HOpPMOI0
3axsopiosanns pisui cut-off gy 170HP, ax npasuiio,
BCTAHOBJIEHI JIOCUTh HU3bKO, 1 KJAIHIIMCTU IIOBi-
noMJstioTh 11po ~ 1 % ycix TecTiB sIK MO3UTHUBHUX.
Ocxinmpku BITH3 € pigkicHuM 3aXBOPIOBaHHSIM, TIO3H-
THUBHE IPOTHOCTUYHE 3HAUYEHHS € JyXKe HU3BKUM,
X04a crenu@ivHicTh Ta Yy TIUBICTD Iy’Ke BUCOKI [77].
Ha nporusary mpoMy nokasHuku cut-off, siki Bce sk
TaKu BUSIBUJIM BCiX HEMOBJSAT i3 COJIEBTPATHOIO
BTH3, ane smre ~ 80 % BumaakiB mpocToi Bipuiisy-
tovyoi B'H3 nasm nosutuBHY MPpOTHOCTUYHY I[IHHICTD
y 25 % st nemosast [19]. 3i crieniaibHuM Ta 4y TIIH-
BUM CKPHHIHIOM APYIOTO PiBHSA MU MO O YHUKHY-
TU BEJIMKOI 4aCTKU BUTPAT 1 6aTbKIBCHKOI CTPUBOKE-
HOCTI, CITOCTEPIrarouu 3a NO3UTUBHUMU TECTaMU Heo-
HATAJIBHOTO CKPUHIHTY. MOKHA BUKOPUCTOBYBATH SIK
GioxiMiuHi, TaK i MOJIEKYJIIPHO-TEHETHYHI T AXO/H.

Bioximiunuii cxpunine opyeoeo piens. OOme-
JKeHHsT iMyHosioriuanx anamiziB 170HP Bkimouae
CIIPABIKHE MIIBUIIEHHS WOTO PIBHA Y HEJOHOIIEHNX
JiTeilt abo THX, XTO XBOPI YU CTPeCOBaHi, a TAKOXK Bijl-
cyTHicTb criertudivyHocTi anTuTir. Opra"iyHa eKCTpak-
i PO3YMHHUKA JJS TiABUIIECHHS CHEUPIIHOCTI
IMyHOAHaJIi3y Ha CHOTOJHI BUKOPHUCTOBYETHCS SIK
CKPUHIHT ZIpyroro piBHA y KimbkoX mtatax CIITA.

Opnak npsaMuii GioxiMiynuii ananis crepoiiis 3
Bukopucranuam LC-MS/MS 6iabir edexkTuBHuMii,
HiK IMyHOaHaJIi3 1Py BUpilleHH] 1ux mpobiem [78,
79]. ¥V takux aHajizax 4ac JOCTI/IKEHHS JIJIT OKpe-
MUX 3pas3KiB CcTaHOBUTH Big 6 mo 12 xBuuwH, 110
HEMPaKTUYHUHN I CKPUHIHTY BEJIUKOI KiJTbKOCTI
3pasKiB, aje MPUAATHUI [JIsT MEHIIOI KiJTbKOCTI, SKi
HOTPeOYIOTh CKPUHIHTY APYrOTO PiBHS 3 BUKOPUCTAH-
HSIM BUCYIIIEeHNX TEPBUHHUX 3pa3KiB Kposi [78, §0].
[IpumiTHo, 1110 ~ 40 % 3pasKiB, sIKi MO3UTHUBHI Ha MEpP-
IIIOMY €eTalli CKPUHIHTY 3 IMyHOJIOTIYHIMY aHAJIi3aM U,
daxkTnuHo MaioTh HopMasbHi piBHI 17OHP, Bumipsmi
msixoM LC-MS/MS, mio Bignosigae cybonTumaib-
Hill crmemudini anTtuTi. BuMipoBaHHS CHiBBiZHO-
HIEHHS CTEPOIAIB MOKe Iie Giblie MOJMIIIINTI CKPU-
ninroBy crerudivricts LC-MS/MS. Onun 3 miaxo-
JIiB POBIJISIJIAB CITiBBi/IHOIIEHHST, BABHAYEHE SIK CyMa
pisaiB 170HP Ta anmpocreHmioHy, po3jijieHUX Ha
piBeHb koprusouy [81]. s crparerist GyJia BUKOpHUC-
TaHa Ha MPAKTHII SK CKPUHIHT IPYTOTO PiBHS B IITATI
Minnecora ripotsiroM 3 pokiB (204 000 HapokeHNX)
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Ta MOJIIITYBaJa MO3UTUBHY MTPOrHOCTUYHY I[iHHICTb
ckpuninry BIH3 [82], onnak HacTymHi OBioMIIeH-
HS 3 QHAJIOTIYHOTO MEHTPY TOKA3aJIH, 10 el TiIXij
GyB TIpITIM 3a TECTYBaHHS IPYroro 3paska 3a J0mo-
MOTOI0 TPa/INIIHOTO iMyHOJIOTIYHOTO aHami3y [67,
68]. Ilpore inHmI TOBiIOMUIM TPO 3HAYHO Kpalii
pesyabratu 3a Bukopuctanuss LC-MS/MS [83, 84].
V3ropKeHicTh pesyJIbTaTiB Moske OyTH HOJIIIIeHa 3a
PaxyHOK 00O0B’I3KOBOI yyacTi B HalllOHAJbHUX IPO-
rpamax tectyBanms [85].

BumipioBanus gogaTkoBux aHauaiTis ! abo ciissij-
HOIIIEHHST aHAJITIB TAaKOX MO’Ke TOJIIIINTA Pe3yJib-
taru ckpuninry. Hanpukian, 21-neokcukopTtusosn (1po-
aykyerbesa msaxoM 11p-rigpokenmosanuam 170HP),
SIK TIPABUJIO, HE CEKPETYETHCS Y BEJIUKHUX KiJIBKOCTSIX
(HaBITh y HETOHOIIEHUX JIiTEl), i, TAKUM YIMTHOM, TiJI-
BUIIEHI PiBHI 1yske crierudiuni s aedimury 21-Ti-
pokcunasu. B momudikoBanomy niporokomni LC-MS/MS
BUKOPUCTAHO CITiBBiJIHOIIIEHHS], BU3HAUYEHE SIK CyMa
piaiB 170HP Tta 21-geoxcukopTusony, mojijieHa Ha
piBeHb KOPTH30JLY, 1 TIeHl mapaMeTp IIPaBUIbHO i/IeH-
TU(IKYBaB yCiX XBOPUX JiTeil 6e3 XUOHO-TIO3UTHBHUX
Pe3yJIbTaTiB, 3 MO3UTUBHUM IIPOTHOCTUYHUM 3HAYEH-
mam 100 % [80]. Bixmomternns B cedi MeTaboTITIB per-
HaHEeTPIoJIOHY 1 6a-Ti[POKCUTETPATIIPOKOPTUIOHY,
BUMIpSIHI 3a JIOMTOMOTOIO Ta30BO1 Xxpomartorpadii i
TaH/IEMHOI Mac-CIIeKTPOMeTpii, TaKoX Aaio [yske
oGPy crenndivHicTh, HABITH Y HEAOHOIIEHIX HEMOB-
qat [86].

Monexynapno-zenemuunuii Opyeuii eman cKpu-
niney. Myranii CYP21A2 MoxyTh OyTH BUSBJIEH] B
JITHK, excrparoBanoi 3 THX caMUX BUCYHIEHUX TIJISIM
KPOBi, SIKi BUKOPUCTOBYIOTHCS JIJIsi TOPMOHAJIBHOTO
CKpUHIHTY. MeToiu feTeKIil BKII0YaloTh B cebe mpo-
TOKOJIM A0T-610TTUHTY [87], aHali3u BU3HAYEHHS
giryBanns ? [88, 89], kinbkicui [IJIP? B peasbHoMy
yaci [90, 91], moBHe cexBenyBanus [92] Ta MiHi-cek-
BenyBannst [93]. Ockinbku > 90 % MyTaHTHUX ajie-
Jieil HecyTh OfiHy ab0 KiJbKa AMCKPETHUX YHCEJ
MYTalIliif, SIKIO He BUSIBJIEHO >KOTHUX MYTalliif, MOKHA
NPUITYCTUTH, 1[0 ocoba He Mae mnaroJorii. SKio
BUSBJISIETBCS TIPUHANMHI O/iHA MYyTallis, MaIli€HT
norpebye A01aTKOBOTO obcTeKeHHs. JacTka HOCIIB
nuist kacnunol BI'H3 y 3arasnbHiii momy i ckiagae
~ 2 %; AKIO I YacTtoTa He Oyja OLIBLIOK cepell
HEMOBJIAT 3 TMO3UTUBHUM TiepiinM cKkpuHinrom [90],
al% ycix mepmmx CKpPUHIHTIB OYB TO3UTHBHUM,
To 3a 1ieio crparerieio y 0,02 % (1/5000) Bcix HemoB-
Jgar Oyle MO3UTUBHUM JAPYruii eTarm CKPUHIHTY.
Ockinpkm  ¢arktuuyna dvactora BI'H3 ckianae
~ 0,006 % (~1/16 000), mo3uTuBHA TPOrHOCTHYHA
IIHHICTD 1[pOTO Higxoay mae ckiaactu ~ 30 %. Ienye
JIBi IPUYUHU, YOMY MU HE MOKEMO BUKOPUCTOBYBATH
aHai3 OJHOro 3paska, 100 Opasy [iarHOCTyBaTU
BI'H3. Ilo-mepime, reTepo3uroTHUN HOCIH Bimomoi

MyTallii KJIacuuHoTo ehinuTy 21-rigpokcniasn Moske
MaTy HEBM3HAYeHY HOBY MYTAIlil0 B iHIIIOMY aJieJii.
ITo-apyre, 6araro asneseit BTH3 HecyTb Gisibliie oqHiel
MIKIJIMBOI  MyTallii, 1110 POOGUTh HEMOMKJIUBUM BCTa-
HossienHs (dasu (To6To, OO BU3HAYUTH, YU € JBi
MyTalii Ha PisHMX ajleiaX 4d Ha Il ke aneni) Ge3
FEeHOTUITYBaHHS MPUHANMHI 0OHOTO 3 GaTHKIB.

Kimpka gociipkenp 11010 TEHOTUITYBaHHS 3Pa3KiB
3 TIporpaM CKPHUHIHTY IOKa3aju, M0 e Mmiaxin €
MOTEHIIHO KOPUCHUM JIOTIOBHEHHSIM JI0 TOPMOHAJIb-
HUX BuMipioBaHb [6, 87, 88, 90, 92, 94|, ane, Hackimb-
KM HaM BiZOMO, BiJCyTHi MaciuTaOHi HOCiIKEeHHsS
1110710 11010 e(heKTUBHOCTI SIK APYTOro eTally CKpUHiH-
Iy B pealbHOMY BUKOPUCTAHHI.

TeHOTUITYBaHHS 3aJIMIIAEThCS OLIBII JOPOTUM 1
TpygomicTkuM, Hixk LC-MS/MS Ha ocHOBI BUGIPKH.
Xoua obmagHants s LC-MS/MS kolutye 10poro,
6araTo MporpaM CKPUHIHIY BiKe HOCTYITHI JJIsl IHIIUX
TEeCTIB.

Banauc nepegar i mkoau

KomiTer 3 HamucaHHs HACTAHOBU  BCTAHOBIIIOE
OlJIBIIY IIHHICTD TI€peBaraM MOBHOTO BCTAHOBJIEHHS
JliarHo3y HeMoBJsiTaM 3 kjnacuunoo BI'H3 i minimi-
3al1ii HacJiKiB HEOHATAJIbHUX COJIEBTPATHUX KPU3,
HiXK JIO/IATKOBUM BUTPAaTaM Ha CIIOCTEPEKEHHS 3a
MMOMUJIKOBO-TIO3UTUBHUMU CKPUHIHTAMU.

2. MIPEHATAJIBHE JIIKYBAHHI
BPO/IKEHOI I'TIIEPIIVIA3II
HA/THUPROBHUX 3AJI03

2.1. Mu pagumo KJiHICTaM MTPOIOBKYBATH BBa-
JKATH TMpPEeHaTalbHy TEPaIiio eKCIepUMEHTAIbHOTO.
TakuM YMHOM, MU HE PEKOMEH/IYEMO CIIeliaJbHUX
npotokosiB JikyBaHHg (HeknacudikoBane moJio-
JKeHHS HAJIe)KHOI TPAKTUKN ).

2.2. BariTHUM KiHKaM 3 pU3TKOM HOCIHHS 11710712 3
BPOKEHOIO TiNepIJIa3ieio HAAHUPKOBUX 3a103 1 SKi
PO3TJISIAI0TH MOKJIMBICTD MTPEHATAIBLHOTO JIKyBaH-
Hsl, MU PEKOMEH/IYEMO TIPOBOJIUTH IPEHATATIbHY Te-
pamiio Jinie 3a MpoTOKoJaMu, cxBajsenumu Hesa-
JIEKHUM €TUYHUM KOMITETOM, Y IEHTPaX, 3JaTHUX
HAKOIIMYYBATH PE3YJIBTATH 3 JIOCTATHHO BEJUKOI KiJib-
KOCTI TIAIIEHTIB 1 TOMY TOYHIiIlle BUSHAUUTH PUIUKU
ta nepesaru (1/@@@0).

2.3. Mu pekoMeHyeMo, 1100 AOCTIIHUIBKI TIpo-
TOKOJIN [IJISI TIpEeHATaJbHOI Teparil BKJIOYAJIU TeHe-
tnyHuii ckpurinr Ha [{THK Y-xpomocomu y maTepun-
ChKiil KPOBi, 1100 BUJIYyYaTH ILIOAM YOJIOBIUOI CTaTi 3
norteHiiaUX Tpyn JikysanHs (Hexmacudikosane
TTOJIOKEHHS HAJIEKHOT TIPAKTUKN ).

2.4. Mu paguMo KJHICTAM MTPOIOBXKYBATH BBa-
JKATH TMpPEeHaTalbHy TEPaIiio eKCIePUMEHTAIbHOTO.
TakuMm YMHOM, MU HE PEKOMEH/IYEMO CIIeliaJbHUX

T AHaAIT — peyoBMHA UM iHLIA CKAQAOBA CUCTEMM, KOTPA MIAASTAE XIMIUHOMY aHaAi3y (MpUM. nepekAasaya).
2 AiryBaHHsl — KOBaA€HTHe 3’€AHaHHs ABOX KiHLiB MoAekyA AHK a6o PHK (npum. nepekaasaya).

3TIAP — noAiMepasHi AaHLIOroBi peakLii (MpMM. nepekAasava).
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npotokonis JjikysauHs (Hekmacudikosane moo-
JKEHHS HAJIeSKHOI TPAKTUKN ).

Jlokasu

Hacranosu Eanoxpunnoro Tosapuctsa 2010 poky
mono BIH3 migcymyBanu isiosorito mpenaTamib-
Horo JiikyBaHHd BI'H3 Ta pesysbraté mocsimkeHs,
ony6rikoBanux 10 kinig 2009 poky [1]. TIpeHaranbHa
Teparis 3 IEKCAaMeTa30HOM CIIPSIMOBaHA HA 3HIIKEH-
Hs BipuJi3allii ;KiHOUMX 30BHIIIHIX CTaTEBUX OPTaHiB
Ta [MOB’SI3aHOTO 3 HEI0 PUBMKOM COIiaTbHOT CTUTMATH -
zanii [95], HeoOXiAHOCTI PEKOHCTPYKTUBHOI Xipyprii
Ta eMOIIIITHOTO CTPEeCY, MOB’SI3aHOTO 3 HAPO/KEHHSIM
JUTUHU 3 aTUIIOBUM CTaT€BUM PO3BUTKOM. IIpena-
TaJibHEe JIKYBaHHST HEJOPEYHO [IJIS TJIO/IIB YOJIOBIUOL
crati, Tomy 1o 151 popma BI'H3 e opytye po3sut-
Ky 4JosioBiumx renitasiii. [IpenatanmpHa Teparmis He
3MiHIOE TTOTPeOy B TEPMIHOBOMY 3aCTOCYBaHHI TOp-
MOHAJIbHOI 3aMiCHOI Tepallil, HeoOXiZHOCTI peTeabHO-
r'0 MEAUYHOTO CIIOCTEPEKEHHST a00 PUBUKY 3aTrPO3JIN-
BOi JKATTIO COJIEBTPATHOI KPW3W, SKIIO Tepallis Te-
pepuBaetbes. Jleski AOCHITHUKN TPUITYCKAIOTh, 110
IIpeHaTajbHe JiKyBaHHS [EKCAMETa30HOM MOKe 3HH-
3UTH TOTEHIIITHY aHPOTeHi3allilo MO3Ky IJIoja
JKiHOUO1 cTaTi, aje Taki eDeKTH CKJIAIHO BUMIPSTH i
BOHU He OyJIM JOCTIPKEH] CUCTeMAaTHYHO. Y HaCTyII-
HUX IYHKTaX OINMCYIOTHCS BIIIMOBIHI MipKyBaHHS
CTOCOBHO ITPEHATAJILHOTO JIIKYBAHHST JIEKCAMETA30HOM.

IIpeHaTanbHe JiKyBaHHs OyJIO 3alPOIIOHOBAHO
JKIHKaM, gKi paninie Hapojuian autunHy 3 BTH3 i
3HOBY 3aBariTHLIM 3 TUM caMuM TapTtHepoMm. [Liix
marume mmanc Mmatu BITH3 1: 4 i mane 6yTu sKiHOYO1
crati 1:2; Takum unHOM, icHye manc 1:8, mo niz
Oyne kinouoi crari i matu BTH3. Ockinbku mepiof,
MPOTSITOM SIKOTO TeHIiTasil TJI0/a MOKYTh 3a3HATH
BipuJIi3allii, MOYNHAEThCS ~ 6 THKHIB ITCJIS 3a9aTTs,
JIIKYBaHHS CJifi po3noyaTtu uepe3d 6—7 THIXKHIB.
OcKiJIbKM TeHeTHYHa [iarHOCTHKA IJIIXoM Oioricii
BOPCUMHOK XOpiOHY He Moske rpoBoautucs o 10—
12 TmxHiB, yci BariTHOCTI, 10 MaoTh pusuk BIHJ3,
MOBUHHI OTPUMYBATHU JIIKYBaHHS, X04Ya JIKyBaHHS
CIPSIMOBAHE TiJIBKU Ha OJIHOTO 3 BOCHMHU TLJIOJIiB.

CreniaiizoBani jabopatopil MOKYTh BUKOHYBaTH
Bu3HaueHHs cTaTi 3 peranpHoi JJHK Y-xpomocomu B
KpoBi Matepi 3 TounicTio 99 % [96], 1o Moske moJrin-
UTA WMOBIPHICTh JIIKYBaHHSI yPa’keHOTO ILI0Ja
’kiHouoi crati Big 1 : 8 mo 1 : 4. ¥ mocmimkenHi, mpu-
CBSTYEHOMY TIPEHATAIbHOMY JIIKYBaHHIO 258 I10/1iB 3
pusukom BI'H3 3 2002 o 2011 poxu, TecTyBaHHS Ha
JTHK Y-xpomocomu 3a1o0iryio Tepaiiii jekcaMmeTaso-
HOM Jnnie 68 % II0iB YOJIOBIUOI cTaTi, X0o4a Iiei
Bi/ICOTOK 3pOCTaB YMPOJOBXK AociikeHHsd [97]. Mnu
PEKOMEH/LYEMO, 100 BU3HAUEHHSI IIPEHATAIBHOI cTaTi
OyJI0 BKJIIOYEHO 0 BCIX IPOTOKOJIB MOCJIIKEHHS
IIpeHaTa bHOI Teparlii; OJ{HaK MpeHaTajJbHe BUSHAUEH-
H# cTaTi B IeIKUX KpaiHaX € He3aKOHHMM, 11100 3a110-
6irtu yMepTBIIEHHIO 1104a KiHok [98]. Mu BBaskae-
MO, 1110 B TAKUX KpalHaX He CJIifl MPOBOIUTH OCIi]I-
JKEHHS 3 TIPEHATAJbHOI JIarHOCTUKHU Ta JIKyBaHHSI.
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BukopucToBytoun KpoB Bij 000X 6aThKiB Ta ypaxe-
HOro npobaH/a i 3aCTOCOBYIOUN MacHBHE ITapaJiejibHe
cexkBenyBanHd /[|HK B moemnanHi 3 ekcTeHCMBHUM
aHAJI30M OIHOHYKJICOTHIHUX MOJIMOPDI3MIB Oijst
reda CYP21A2, 6yJi0 MOMKJINBO BU3HAYMTU I€HOTHII
CYP21A2 y 14 i3 14 myioziB Tpynu pu3uKy MPOTITOM
3 TukHiB micas orpuManss dertanphoi JHK y 3pas-
kax kposi marepi [99]. Ile#t miaxix BuMarae HuHi
JIOPOroro obJajHaHHsa Ta BUCOKOKBaIi(PiKOBAHOIO
MIePCOHAITY, SIKUW 3HAXOAUTHCS TITBKU B MPOBITHUX
JMOCTITHUTIPKUX TIEHTPaX, ajie TiaXi/] MepCIeKTUBHUI
U1t MaiiGy THBOTO.

Ha BigmiHy Bijg KOPTH30y Ta TPEIHI30J0HY K-
caMeTa3oH He iHaKkTuBYeTbcs Iatientapuum 11pHSD2
1 JIETKO JIOXO/INTH 0 TIIOAY. ToMy MPaKTUYHO y BCiX
3BiTaX MMpOo MpeHaTalbHe JiKyBaHHs BUKOPUCTOBYIOTh
JleKCaMeTa30H, SIK MpaBuiio, y no3ax 20 MKr/Kr Macu
Tijla BaTiTHOI MaTepi, MakcuManbHo 10 1,5 mMr/m. 3a
HOPMaJIbHUX HEJTIKOBAaHUX BaTiTHOCTEHW (eTambHUI
piBeHb KOPTU30JIy HU3bKUH Y /Iy’Ke PAHHBOMY recTa-
MiITHOMY TIepiofli Ta MiIBUNIYETHCS TIPOTATOM 8—
12 TiKHIB, TOAI K BiaOyBa€eThest AUepeHIiOBaHHS
3oBHimHIX renitamiit [100]; deranbunit KopTHU30T
cTaHoBUTH Jmmie ~ 10 % Bij MAaTEPUHCHKOTO PiBHS B
cepemnuti BaritHocti [101], a moTiM 306iJbLIyETHCS
[IPOTSITOM TPETHOTO TPUMECTPY. SKIIO MeKcaMeTazon
BIJTBHO TIEPETUHAE TJIAIIEHTY, TO 1032 20 MKT/KTI Macu
TiJla MaTepi MOXe A0CITTH e(DeKTUBHUX PiBHIB TJIIO-
kokoptukoiny (I'K), mo nepesuiye tunosi deranbhi
piBHI 1 cepeuy BaritHoCTI 1pubansno B 60 pasis
[102]. Konmue mocstikeHHST He TTPOBOJIMJIO CUCTEMA-
TUYHOTO TECTYBAHHS Ha 3MEHIIEHHS JI03W B I3HIX
TepMiHaX BariTHOCTI.

Egexmuenicms. [locTyiHi 10Ka3u mojao Geraib-
HUX Pe3yJbTaTiB Ta HACJI/IKIB y MaTepi Bijl IpeHa-
TAJbHOTO JIIKYBAaHHS JIEKCAMETA30HOM, 1[0 MaioTh
HU3bKY a00 JyKe HU3bKY SIKICTh 3 IPUYMHU METOL0-
JIOTiUHUX OOMEKeHb Ta MajuX PO3MIpiB BUOIPKM.
CucrteMaTUIHUN OTJISIZ Ta MeTaaHaJi3W 3BIiTiB IIPO
HpeHaTa/IbHy Tepallito, oryosikosaHi 10 ceprsst 2009 p.,
MICTSTh JIMIE YOTUPHU JIOCJI/KEHHS, SKi BKIIOYAIN
KOHTPOJIbHY TPYIly Ta HaJIaBaJu [OCTATHBO IaHUX
st anamidy [103]. Cepen 325 BaritHocTed, SIKMX
JIIKYBaJIU JIEKCAMETAa30HOM, YpaskeHi TJIOH KiHOUO1
CTaTi MaJil CepeJIHbO3BAKEHY PIBHUINO 3a IMTKAJIOI0
ITpanepa —2,33 (95 % M1, —3,38 no —1,27). [awi, mo
CTOCYIOThCSI MEPTBOHAPOJKEHHSI, CIIOHTAaHHUX abop-
TiB, BaJl PO3BUTKY TJIOZA Ta HEHUPONCUXOJOTITHUX
HACJIKIB, Oy HEUMCIEHHUMH, a JaHi Ipo TpuBai
cITocTepe;KeHHs He MOoBiAoMIsAanch. OKpiM OKpeMUX
KJTiHIYHNX BUNAKIB 3 ceprag 2009 poky 3'saBusmcs
JIVIITe /IBi cepil BUTIAKiB IpeHaTaibHoi Teparii BIH3.
BimomocTi 110710 icHYI0O4OI TPaKTUKA B HBIO-I/UIOpKy
TTOBIIOMJISIIOTH TTPO 63 TTPOTIKOBAHUX TIIO/IB JKiHOYO1
craTi 3 KaacuuHo BIH3, 3 saxux 15 6yiiu 3 HOpMasib-
HUMM JKIHOYMMU TeHiTaxiamMu, 26 Man JierKy Bipui-
3arito (craxmii 3a Ilpagepom 1-2), a 17 — TsKKY
(cranii 3a [pagepom Biz 3 10 5) (cepenust orinka 1,7)
[104]. ¥V 10-piuromy paHIy3bKOMY JOCITIKEHH]
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cepen 112 nposikoBanux eMOpioHiB kinodoi crari 14
masmm BI'H3 3 gedinmurom 21-rigpokcniasn, a Tpu — 3
nedinurom 11-rizpoxkcunasu; 3 nux 17 giBuat, y 12
[IPY HAPOIKEHH1 O/ HOpMaJIbHI sKiHOUi reHiTamiii 3
MaJId TIOMIpHY Bipuiisaliito, Tomi sk 2, AKX OyJI0
MIPOJTIKOBAHI 1i3HO, MaJIM 3HAYHWH CTYIIIHb BipuJi3a-
1ii [97]. Takum umHOM, TIPEHATAJIbHE JIIKYBaHHS /I€K-
caMeTa3oHOM edeKTHBHE B 3HIKEHHI BipuTisallii
TeHiTaMi ypaskeHNX TJ0/iB >kiHovoi crati. [lorasni
pe3yJIbTaTH, SIK MPABUJIO, MTOB’sI3aHi 3 BiJICTPOYEHUM
JIKYBaHHSIM 91 HeKoMILIaeHTHicTio [ 105].

Mamepuncora desnexa. JIeski 10CIiKEHHS T10Bi-
JIOMJISIFOTh TIPO  301/IbIIEHHsT TPUOABKK 3YMOBJIEHOI
BariTHICTIO MacH Tijia, CTpui, HaGPsIK, AUCTPEC IILTYHKA
Ta Tepera i HacTPoIo, ajie MiHIMAJIbHY YacTOTY Tirep-
TeHsil Ta recrauiiinoro miabery [94, 103]. Jesxi xinku
Bi/[3HAYAJIM KYIITMHTOI/THI O3HAKN Ta ITiBUIIIEHUI aTie-
TUT, 1 6araTo *KiHOK Bi/[3HAYaJIH, 1[0 BOHU Bi[MOBJISITh-
cs BiJl TIPEHATAJTbHOTO JIKYBaHHS HACTYITHOI BariT-
HocTi. TakuM 4MHOM, NTpeHarasbHe JTiKyBaHHS MOB'S-
3aHe 3 He3BHAYHUMU, ajle KEPOBAHUMU MaTEPUHCHKUMM
YCKJIQJITHEHHSIMU, SIKi, SIK BUJIAETHCS, HE IPENCTABJIS-
I0Th CEPHO3HOTO PUBUKY [IJIST MaTepi.

Besnexa naooda. Amepuxarncbka FDA knacudikye
JIeKCaMeTa30H SK JIKapchKy pedoBuHy Karteropii C,
6esreKy SKOi IIiji Yac BariTHOCTI He BCTaHOBJIEHO:
srigao 3 Amepukancbkoio FDA, «/locaimkenns TBa-
PUHHOI PENnpoAyKIii MpomxeMOHCTPYBaau MoOiuHI
edeKTH Ha LTI, 1 BicyTHI ajiekBaTHi i 106pe KOHTPO-
JIbOBaHI JIOCJTI/IPKEHHS Y JII0/Iei, ajie TOTeHTIiliHI Tepe-
Bark MOKYTh BUMaraTu 3aCTOCYBaHHS TIpenapary y
BaTiTHUX ’KiHOK, He3BaKaloUM Ha TOTEHITIIHI pU3U-
ku» [106]. HacranoBu Engoxpunnoro Tosapuctsa
2010 poxy momo BI'H3 posrasgnynn momnepesnni
JOCIIJIKEHHS 11040 Ge3leKu MpeHaTaJbHOl Teparii
JIEKCAMETa30HOM Ta iHIIMMK TPAHCIJIAIleHTAaPHIMU
rmorokopTukoizamu (I'K) [1]; TyT moBTOpIoioThes
gunie HavBaskausinm. HeronaBHi 10OCTIUKEHHS BH-
CBITJIIOIOTH 4OTHPH TIPOGJIeMHI cepu: TOTEeHIIHHY
TEPaTOTEHHICTh, Bary P HapOKEHHi, MO30K/TIOBe-
JIIHKY Ta TOTEHIIIHI BijlaJieHi HACTiIKN.

Tepamoeennicmo. BinnosigHo 10 JaHuX 3 JOCJIi/I-
HUX TBapUH 1IPO T€, IO JIEKCAMETA30H MOKE CIIPUIH-
HATH posiiesnHy migHebinHs, Harjonaabte pociz-
JKEHH 13 3an006iraHHs BPOJKEHUM BaJaM PO3BUTKY
(National Birth Defects Prevention Study) posriis-
HyJ10 1769 HOBOHAPOIKEHUX 3 PO3IIEILIEHOIO TY(O0I0
3/6€3 PO3IEJUHN TAHEGIHHS, 0 HAPOIMIUC Y
JKIHOK, gki orpuMyBasiu ['K mpoTsrom nepioro Tpu-
MECTPY, BUSIBUBIIN CTATUCTUYHO ITi/IBUNIEHUI PUSUK
opodalliaTbHIX PO3IIEJNH MOPiBHSAHO 3 4143 KOHT-
porpHux pmiteir [107]. Hemonasus momosinb mpo
BUTA/IKA 3aXBOPIOBAHHSI HA3WBAE TEPIINN BiOMUI
npukas opodaltiagbHol mianHn y Aisunaku 3 BTH3
micsg 11 MpeHaTaJIbHOTO JIIKYBAaHHS 3 JleKCaMeTaso-
HoM [108]. Toctpa ennedanonarist GyJia 3apeecTpoBa-
Ha Y JIBOX HEMOBJISIT, SIKi OTPUMYBAJIHM TIPEHATAIBHO
JleKCaMeTa30H, ajie He SICHO, YU 11el CTaH TOB I3aHUi
3 BITMBOM TipeHaTtaibHuX crepoifniB [109]. TepaToren-
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Hi edexTn nekcamMeTaszoHy, IO CHOCTEPIraloThCs B
MOJIEJISIX TBAapWH, BKJIOYAIOTH JUCTEHE3iI0 HUPOK,
3MEHIIeHHs Yucaa B-KJAITUH IHIIYHKOBOI 31034,
MOPYIIEHHST TOJIEPAHTHOCTI /10 TJIFOKO3U Ta TiIBUIIE-
HUI CHUCTOJIUYHUN Ta AIacTOJIYHUI apTepiaJbHUMI
THCK, 110 06roBoproBaiock panie [1]. Tpusae Hako-
MMAYEHHS JI0Ka3iB BILIMBY JIEKCAMETA30HY Y YHCJIEH-
HUX JeheKTaX PO3BUTKY: BBENECHHS JEKCAMETAa30HY
IJIOJIAM MIYPiB 3MiHIOE MIEYiHKOBE MTPOrPAMyBaHHS Ta
30isbinye HakornuuyeHHs ginigis [110]. TTopyuieHHs
PO3BUTKY IIUTOIOAIOHOT 303U NPHU 3MEHIIEHH]
KizbKoCTI omikyasspanx kaiTuH i C-KIITHH crocTe-
pirajocs B iHmomy gocaimkenHi [111]. Tuky6ariis
AEYHUKIB 1102 JoAnHu Big 8 10 11 THKHIB micss
3aIJTiIHEHHS JIeKCAMeTa30HOM Y /1031, 10 BiIOBIi/Ia€e
npeHaTtaspHi Tepamii BI'H3, 3HuMsmia miipHICTH
repMiHATUBHUX KJITHH 32 PaxyHOK 301JIbIICHHSI
arronto3dy B ooroii [112]. [lo cboroHi moBigomIsiio-
ca yunre 1po ~ 800 no/iB, AKUX JIKYBaIN JleKcame-
TA30HOM Y IE€pPIIOMY TPUMECTPi BariTHOCTI, i MMOTEH-
L[ii{Hy TepaTOreHHicTh He OYJI0 OIIHEHO Y BCIX IIOIIB.

Maca mina npu napoosycenni ma yckaaoHeHHs.
Bararopasose BUKOpHCTaHHsI GeTaMeTa3oHy aHTeHa-
TAJbHO MOJKE TOJIIIINUTU CTaH JieTeHb Y HeJOHOIIe-
HUX HEMOBJIST, ajle 1€ aCOIII0EThCS 31 3MEHIIEHHSIM
Barvu HOBOHAPOJIXKEHUX, JIOBXKUHU TiJla Ta OKPY/KHOCTI
rosioBu [113—116]. Tak camo HOBOHApO/KEHI 3 TT0-
teniiinnoio BI'H3, gki 3a3HaioTh aHTeHATaJIbHOTO
BILIUBY JIEKCAMETA30HY, P HAPOJKEHHI MalOTh HO-
MiHAJIbHO HOPMAJIbHY Bary, ajie TUM He MEHIIT BaKaTh
npubausHo Ha 400 T Mmenmre, Hixk y HopMmi [117].
3HUKeHa Bara [PHU HaPOIYKEHHI 36iIbLIyE DPUBHK
BUHUKHEHHS B JIOPOCJIOMY Billi XPOHIUHUX PO3JIAJIiB,
30KpeMa rinepreHsii, aiabery 2 THIy Ta CepIeBO-
cynnHHUX 3axBopioBaHb [118]; omne mocimimxenHs
MMOKA3aJI0 3B’SI30K HEJOCTATHBOTO Xap4YyBaHHS ILJI0JA
3 BimBoM 'K [119]. Mosozi nopocai, ski 3a3nann
aHTeHaranbHoro BBy 'K, Mau 361/bleHy KOpCT-
kictb aoptu [120]. ['K-perentopu psicHo ekcripecoBa-
Hi Ha apTepisgx TJIACTMHKHU XOPIOHY IJIAIEHTH; XPO-
HiuHwit BB TK in vitro 36iibliye BasopeakTHB-
HICTb, TIIBUNLYE CY[NHHY PE3UCTEHTHICTH i MOTEH-
miitHo cripuste rineprensii [121]. Ili cnocrepeskenns
[0/I0 IPUYUH POZBUTKY XBOPOO Y MOPOCIMX BUKJIH-
KaJIv 3aHETTOKOEHHS 3 IPUBOJLY MTOTEHIIHHOTO TIPeHa-
TAJIBHOTO «IIPOTPAMYyBaHHSI» BHACIIOK (heTaTbHOTO
BILTUBY JlekcameTasony [119, 122—124].

Mo3sox i nosedinxa. I1po HecupuATIUBUI BILINB
I'K Ha po3BUTOK MO3KY GyJIO HOBIZOMJIEHO B JIOCIi]I-
JKeHHsIX y Jrofedd i TBapun [125—127]. ¥ rpusyHis
JleKCaMeTa30H TIPUTHIYYE I03PiBaHHS HENPOHIB TiIlo-
kammy in vitro [128] Ta in vivo [129—131], takox
JeKcaMeTasoH o6Meskye TpoJiidepaliito HePBOBUX
KJITHUH-TIOIEPEHUKIB Y KYJBTUBOBAHUX eMOpiOHa b~
HuX Helipocdepax mutri [132].

HeBenuke miBeacbke MOCHIIKEHHS 3 H00pUM
JM3alHOM He BUSIBUJIO PO3OIKHOCTEH y IHTEJeKTi,
3MATHOCTI /10 HaBYAHHS YW JOBIOCTPOKOBIN TaM’sITi
MIXK JIiTBMH, SIKi 3a3HABAJIM BILIUBY /IEKCAMETA30HY,
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uy Oysin 6e3 HbOro, ajie AITH MEPIIOl IPYHU Maju
cnabiry BepOaibHy pobouy Mam'siTh, 3HIKEHY 3/aT-
HICTh CXOJIACTUYHOTO CAMOCHPUUHATTS Ta TMiBU-
IIeHy TPUBOKHICTH collianbHOi camooltinkn [ 133]; ix#i
6aThKH, HABIIAKK, OIIMCYBAJIM 1X OiJIbII TOBAPUCHKHU-
MU, Hi3K Tpynu KOHTpoJio [134]. B xjomuukis, Skux
JIKYBaJIi IpeHaTajibHo, OyJia ocjabieHa 4osioBiva i
HOCHJIEHA HeHTpajbHa IOBEMIHKa, 10 Iependadyaio
HernepeaGauyBaHi HAC/IJKKM TeHAEPHOI POJIbOBOI 110-
Bexinku [135]. [Togasbine HOCTIKEHHS IIBEACHKOI
IPYIIN [TOKA3aJI0, 10 HEraTUBHI HACJIIKU JIeKcaMeTa-
30HY MaJId CTaTeBYy crelu@iuaicTh. 370pOBi /iBUaTa,
SIKi OTPUMYBAJIN JIEKCAaMETa30H, TIOPiBHSHO 3 JliBYaTa-
MU KOHTPOJIBHOI TPYTIH MOKA3aJu TipIli pe3yJbraTh
tecry inresnekry Bekciepa IIT miust miteit (Wechsler
Intelligence Test for Children IIT), a Takox Bisyasib-
HO-IIPOCTOPOBOI poOouoi mam’sti. XJIomi, HaBIaKy,
He BUSBIUJIN KOTHITUBHUX ropyiieHsb [136]. [Ipuunnn
nepeabdauyBaHoro crenudiuHoro st crari epexry
JleKCaMeTa30HY HEeBIJIOMi.

CucreMaTnyHUN OTJISA Ta MeTaaHali3 KiJTbKOX
JIOCTI/IDKeHb He BUSBUJIM CYTTEBUX BiJIMIHHOCTENH
y TIOBEJIIHITI YU TeMITepaMeHT] 3aJIesKHO Bijl BIJIUBY
MpEeHATAIBHOTO JIIKyBaHHSA aekcameTrazoHoMm [103,
137, 138]. Tumre pociijskeHHsT HEe BUSBWUJIO BIJIUBY
Ha OTIepaTUBHY TIaM SITh JiTeH, sKi 3a3HaBaIN KOPOT-
KOYaCHOTO BIUINBY, — gK TuX, xT0 MaB BI'H3, Tak i
6e3 1iel xBopobu, ane y aipuar 3 BITH3, aki 3asna-
BaJIM JIKyBaHH IIPOTSATOM yciei BaritHoCT, GyJiu 3a
KiJIbKOMa OI[iIHKAMM OiJIbIll CIIOBiIJIbBHEHUMU MEH-
TajbHI Tporecu, HixK y Koutposi [139]. V¥ myxke
HeBeJMKoMY focaimkenHi 3 [Tosbii mosigoMirsiiocs
PO TOJINIIEHHST HeUPOKOTHITUBHUX (QYHKIN Y
aisuar 3 BIH3, sgxi orpuMmyBain mpeHaTaqbHO /1€K-
caMeTasoH, Xoua JiBuaTa 6e3 MaToJIorii, ki oTpuMy-
BaJIM JIEKCAMETA30H, MaJIU Tipile BidyajbHe CIIPH-
HHATTS Ta 30poBy mam’ath [140]. BiaminHoCTi Mix
JOCHIIKEHHIME MOXKYTh BiJoOpakaTh HeaJeKBaTHY
BUOIPKY, HEBIAIOBIAHUNA KOHTPOJIb abo pPe3yJsbrar
MMOCTHATAJIBHOTO 3B’SI3KY MiK HEMOBJISITAMU Ta MaTe-
PSIMH, IO MOXKE YacCTKOBO TIOM SIKITUTH HACJiJKH
BBy Ha g K [141]. HesBaskatoum Ha Te 110
JIaHI He € OCTaTOYHUMHM, Oy[b-SIKi HECHPUSTINBI
HACJIIKY JIeKCaMETa30Hy JJIsl PO3BUTKY MO3KY OyJIn
6 HEeNPUITHATHUMMU.

Jlosrocrpokosi Hacmiaku il TK Ha mwrig Gyaun
BUBYEHI y HEMOBJISIT, Ui MaTepi OTPUMYBAJIN JleKca-
MeTazoH abo GeTaMeTasoH, o0 CIPUATH J03PIBAHHIO
Jerenb moaa [142]. Y npoMy KOHTEKCTI MpeHaTalb-
nuii BruinB 'K 3miHIOE rimoTasamMo-TinmodizapHo-Ha-
HUPKOBY BiCh, TOCUJIIOE BIiAMOBI/b KOPTU30JIy Ha
crpec [143] 3 HecUpUATIMBUMU HACTIAKAMH IS
MICUXIYHOTO 37I0POB’S Y IUTUHCTBI Ta MiJTITKOBOMY
Bimi [144]. [loBrocTpokoBi edexTt MmocTHATAIBHUX
'K Ha rosoBHUIT MO30K JIIOJWHU BKJIIOYAIOTh 3HU-
JKeHHs rmam’ i Ta 00’emy rinokamiry [145], sMeHIeH-
Hs1 06’eMy Kopr MO30uKa [146], SHUKEHHS KOTHITHB-
Hol pyHKIi [147—149], 36iblIeHHS ICUXOIATOJIOTI]
Ta 3MeHIeHHs rocTi xuTTss (QOL) [148, 150].
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Y MaiiGyTHIX AOCTIKEHHSX TMOGIYHUX edeKTiB
CJIiZT BPaxoBYBaTH /Ba CYIEPEUSNBUX (HAKTOPH.
ITo-nepie, ocobu 3 BITH3, siki He OyJru migaani BIuim-
BY JIEKCAMETA30HY, MOKYTh MaTH 3MeHIeHy po6ody
nam’sTh abo KopoTkouacHy nam’sth [137, 138].
ITo-npyre, xinku 3 BIH3 manu #uxdi pesynabratu
TecTiB 1 poboYol mam’sti, MBUAKOCTI 06POOKU
indopmartii, miarmazony mudp Ta MATPUIHUX MipKY-
BaHb MOPiBHAHO 3 KoHTpoJieM [ 151]. MPT ronosHoro
MO3KY TMOKa3aB BIUIUB Ha Gily pedoBHHY, TIMOKamIT,
TaJlaMyC, MO30YOK 1 MO3KOBUH CTOBOYD; MarHiTHO-
pPEe30HAHCHA CIEKTPOCKOIs TaKOX IOoKasana 3HU-
JKEHHS BMICTY XOJIiHY y CKpoHeBiif yacTiii. [lamienTn,
ski orpuMmyBasu Buiii gosu 'K, mamu Gibin Biaxu-
gerns [151].

IMoreHIliiiHi IOBrOCTPOKOBI HACJIAKH

JloBrocTpokosi Haciiku BriuBy Ha g 'K omm-
cani no6pe [116]. PerpociekTuBHe emiziemMiosoriyse
JIOCTI/IZKEHHST TTOKA3aJlo, 10 aHTEeHATAJIbHUI JeKca-
METa30H, SIKUil BUKOPUCTOBYETHCS [IJIST iHILYKYBaHHSI
JTO3PiBaHHS JIeTeHb Ha Ti3HIX TepMiHaX BariTHOCTI, €
He3JIEKHUM (haKTOPOM PU3UKY PO3BUTKY acTMU Y
Bini Bix 3 o 6 pokis [152]. Cepen 24 mepemdacHo
HapOKEHUX JiTeH, SIKi MpeHaTaIbHO OTPUMAJIN JIeK-
caMeTa30H JIJIsl I03PiBaHHS JIereHb, 4aCTOTa aCTMU Ta
ajlepridHuX posjaiis Oysa BUILIOK Yy Bili Big 2 10
5 POKiB, HIXK BiAmoBiAHO y 16 miTedl rpymu KOHTPOJIIO
[153]. Hocmimkenns Ha nypax, ki OTpUMYBaJIN J1€K-
caMeTa3oH I/l Yac BariTHOCTi, MOKa3aJiu 3HUKEHHSI
gyriuBocti 1o ['K Ta excrpecii penenropis [154], a
TAKO’K TPUTHIYEHHS BPOJIKEHNX ITUTOKIHIB 3 1H/[YKITIE€0
aJalTUBHIX IUTOKIHIB [155].

Ocobu, sIKi OTpUMaJIi aHTeHATAJIbHO GeTaMeTasoH
30 pokiB TOMY, MaJH TiABUIIEHY PE3UCTEHTHICTH [0
iHCystiHy, a 7 % — nigBuineHuii 6asaabHUN KOPTU30JI
[156]. Anrenaranbui cunternuyni ['K 3MiHIOIOTH
MetmsyBanusa (etanpHoi JJHK rpusynis, moctiitHo
BILIMBAIOYM HA €KCIIPECiO TeHiB, 1110 GePyTh y4acThb y
BYTJIEBOJTHOMY TOMEOCTa3i Ta MporpaMyBaHHi rinora-
Jamo-rinodizapao-HagarpKoBoi oci [157]. Koporkuit
BILUIUB MAaTEPUHCHKOTO JIEKCAMETA30HY 3HUXKYE €KC-
rpeciio (epMeHTIB HAIHUPKOBOTO CTEPOIZIOTeHe3y Y
MUIIed i dac ix gopociimanus [158]. 3mina meru-
aysannsg JIHK, oueBupHO, 1€XUTh B OCHOBI JIOBTO-
cTpokoBoro BiuBy Ha i gk 'K, tak 1 maTepun-
cpkoro crpecy [129—131]. Brisins Ha HacTyIHI TOKO-
JHHA MOsKe BigoOpaskatu edeKkTH IonepeHuKiB
repMiHATMBHUX KJIITHH HA TOHA/H, 0 PO3BUBAIOTHCS
[112]. He3asrexxHo Bijt TOTO, SIKOIO MipOTO Ha 3MiHU, 1110
CIIOCTEPIratoThCsI B MOJIeJi TPU3YHIB, BIJINBAE TIPEHA-
TaJIBHUN JEeKCcaMeTa30H, 3MiHM B OPTaHi3Mi JIIOAWHI
He MOKYTb OYTH JIEFKO BU3HAYEH.

Basnanc nepesar i mkoau

Anrtenartanbhe JikyBanHda BI'H3 3anumaerscs
cHipHuM 1 cTaHoBUTH cOOOI0 HeBUpilIeHi eTuyHi
NUTaHHSA. K HACHIZIOK, MPaKTUYHI HACTAaHOBU
Ennmoxpunnoro Tosapuctsa 3a 2010 p. 3a3HA4AIOTH,
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IO <IIPEeHATaJIbHA Tepallisi TPOJIOBKYE BBAKATUCS
excrepuMeHnTaabHOI0» [1]. 3 Tux mip rpyna y [Iserrii,
10 BHUBYAJA IPeHaTaJbHe JIKyBaHHS, TPUITMHUIA
Take JIIKyBaHHS 4Yepe3 <«MOXKJWBI HeCHPUSTJINBI
nob6iuni edexru» [159]. HiMenbke TOBAPUCTBO TSI~
YOI eHIOKPUHOJIOTIT Ta AiabeToIori CIiIbHO 3 11'aThMa
IHITUMU  HIMEIbKUMU MEIUYHUMKM TOBAaPUCTBAMMU
JUNTIIO BUCHOBKY, 1o «[Ipenaranpha teparmist BTH3
BCce Ie € eKCIepuMeHTalIbHOI0 Teparieioy» [160].
B «AmepukanchbKOMYy KypHAaJi aKyllepcTBa Ta TiHe-
KoJtorii» B py6puii «KiiniuHa aymka» 0yJio 3pobie-
HO BUCHOBOK, 1110 «PU3UKHU MTE€PEBAKAIOTH TIepeBaru»
[102]. Anmanisz pusuk-mepeBarn Ma€ BPaxOBYBaTH
HeoOXimHicTh JikyBaTH Garato wiozxis 6es BTH3,
Xoua i1 HeTpuBaJIo, Ipore 6e3 OUeBUIHOI KOPUCTI /IS
JIIKyBaHHS OJTHOTO TJIOAY >kiHowoi crati 3 BIH3;
pobaeMaTUYHUM POOIATL el MiAXiJ HaKONUYeHi
JIaHi, 10 CBiYaTh PO MOTEHIIIHHWI TPUBAIUHN PUSUK
Bizl heTasbHOI Teparii jekcamMmeTazoHoM. Tomy Ha i1
TBEP/UKEHHS TIONEPEAHBOTO EKCIEPTHOTO BUCHOBKY
KOMITET 3 HAIlUCAHHS HACTAHOB Haza€ GiJIbII BHCOKE
3HAUEHHsI YHUKHEHHIO HEITOTPIOHOI0 BHY TPIIIHBOYT-
POGHOrO BIUIMBY JIEKCAaMeTa30HY Ha LI i MaTip Ta
3an06iraHHio MOTEHIIHHOI KoY, OB I3aH0l 3 IINM
BIJIMBOM, HiK MiHiMizanii eMouiinux BTpar 6aTbKiB
Ta TAIIEHTIB BiJl HETUIIOBOTO PO3BUTKY 30BHINTHIX
CTaTeBUX OPraHiB.

[IpeimiutanTaiiiina ! reHeTuyHa JiarHOCTUKA Ta
IHIIT TTIPOTPECUBHI JIOTIOMIXKHI PEMTPOYKTUBHI TEXHO-
Jiorii € gogatkoBumu omitiamu [161, 162], ane necyThb
BJIACHWI PU3UK Ta eTU4Hi cyriepeukn [163], mpore 11e
He BXOJIUTDH Y KOHTEKCT [IUX HACTAHOB.

3. AIATHOCTHUKA BIrH3

3.1. Mu pexomMeHYEMO CKEpOBYBAaTU HEMOBJISAT 3
MMO3UTUBHUMHU Pe3yJIbTaTaMU CKPUHIHTY HOBOHAPO/I-
JKEHUX Ha BPOJIKEHY Tilepriasiio HaJHUPKOBUX
3aJ103 JI0 IUTSIYUX €HJIOKPUHOJIOTIB (SIKIIIO BOHU JI0C-
TYIIHI B perioHax) Ta 3a HeOOXiIHOCTI OIIHUTH Pe3yJIb-
TaTH TeCTy CTUMY.JIALII Kocunrponinom (1/@@@0).

3.2. B ocib i3 cuMnTOMaMH, 1110 BUHUKJIHU B MMI3HBO-
My HEOHATATBHOMY TepPioJli, MU PEKOMEH/IYEMO TTPO-
Bectn pano-spauii (o 8:00) anamiz y cuposarii
6a30BoOro piBHA 17-riPOKCUIIPOreCTEPOHY 3a JOIIO-
MOTOIO0 PiAWHHOI XpomaTtorpadii-TangemMHol Mac-
cnekrpomertpii (1|@@@0).

3.3. ¥V o0ci6 3 rpannunumu pisasmu 17-rigpokcu-
MIPOreCcTEPOHY MU PEKOMEH/IYEMO BU3HAUNUTHU TIOBHUIA
11podisib HATHUPKOBUX TOPMOHIB TICJIST TECTY CTUMY-
s KocunTporinoM, mob audepeniiosat gedi-
muT 21-TigpoKcuIasy Bifl iHIMMX GepMEHTHIX AedeK-
TiB (1|@®®0).

3.4. Y 0cib i3 BpOJKEHOIO TinepIiiasieio HajHup-
KOBHX 32J103 MU [IPOIMTOHYEMO MPOBOJIUTU TEHETUYHE
00CTEKEHHST JIMIIE TO/I, KOJKM Pe3yJIbTaTi IPopio

HAJHUPKOBUX TOPMOHIB ITiCJISI TECTY CTUMYJIAII KO-
CHHTPOIIHOM HEOAHO3HAYUHI, 200 CTUMYJIAL[ISA KOCHH-
TPOIIIHOM He MOKe OyTH KOPEKTHO BHUKOHaHa (TOOTO
HALIEHT OTPUMYE TJIIOKOKOPTHKOIL), ab0 3 MeTO
reHeTHYHOro KoHcyasTyBaHHs (2/@@@0).

Texniune 3ayeascenns: TeHOTUITYBAHHS NOHAN-
MEHIIe OZHOr0 3 GATbKIB J0IOMarae B iHTeprperarii
pe3yJIbTaTiB TEHETUYHUX TECTiB 4epe3 CKJIAIHICTh
aokycy CYP21A2.

Jlokasu

Y HOBOHApPO/KEHWX 3 TO3UTUBHUM CKPUHIHTOM
PIllIEeHHS TIPO Te, YU TTIOBIIOMJISITU TiJIbKA TIEPBUHHOTO
JiiKapst abo JUTSYOr0 eHJIOKPUHOJIOrA, 3a/IeKUTh Bij
HagBHoCTI cybcnemiaiictis [47]. STk npasuio, Jikap
MEPBUHHOI MEJIMYHOI JIOTTOMOTH CTEKUTH 32 MOMiPHO
nizsumienuM 170HP 3 noBTOpeHHSM y 3pasKy MIIsIMU
KPOBI 3 (iJIBTPYBAJIBHOTO MATIEPY i OIIHIOE TTiIBUTIIEH]
3HAUeHHs 3 PIBHSIMH B CHUPOBATIll €JIEKTPOJITIB i
170HP. dxmo 11i BuMipioBaHHSI € HEHOPMaJbHUMU,
KJIHIIUCT CKEPOBYE HEMOBJIS /IO IUTSTYOTO €HJIOKPH-
HOJIOTA.

[pyrnii eran ckpuninry 3 LC-MS/MS nae 3mory
edeKTUBHO BUMIpIOBaTH TaHEIb CTEPOI/IiB i T03BOJISIE
miarnocrysary inmn dopmu BTH3, gk 1ie GyJio moka-
3ano st gedimury 11p-rigpokcunasu [164, 165].
SIkio GasajbHi pesy/IbTaTi B cCUpoBatiii abo 3 (ijibr-
PYBaJBHOTO Tamnepy He JAOCTaTHbO iH(MOPMATHUBHI,
HeoOXiZHO MPOBECTH JiarHOCTHKY MallieHTa 3a J0-
MIOMOTOI0 TECTy CTUMYJIsAIii KocuHTpomiHoM [166].
Yunai HOpMHU TPU3HAYEHI MAJS TECTiB 3 BHUKO-
puctaHHAM (apMaKoJOTiuHOI /103U KOCUHTPOIIIHY
(AKTT [1—24]) 0,25 mr, BBeieHOi BHYTPIiIIHbOBEH-
Ho (y miTeli 3 ay’ke HU3bKOIO MACOIO Tijia 1032 MOKe
O6ytu 3menmieHa o 0,125 Mr), mo MaKCHMaJbHO
CTUMYJIIOE KOPY Ha[HUPKOBUX 3as03. Ieit miarnoc-
TUYHUI TECT Bi/IPI3HSETHCS Bijl TECTY 31 CTUMYJISIIET0
Hu3bkoo 03010 AKTI, gxuii BUKOPUCTOBYETHCS
JUIST OI[IHKM 1HTaKTHOCTI TilmoTasamMo-TimodizapHo-
HagHUPKOBOI oci [167]. 3pasku nmoBuHHI 6yTH OTPU-
MaHi mepen Ta depe3 60 XBUJIWH TicJIsT BBEIEHHS
KOCUHTPOTIiHY. Sk MiHIMyM CJiJi BUMIpSITA KOPTH-
3o ta 170HP, ane 170HP moske 6yt migBUIEHIM
3a HASIBHOCTI IHIMMX (epMEHTAaTUBHUX I1e(hEeKTiB,
3okpeMa gedinuty 11B-rigpokcunasuy, piaue — gedi-
Ty 3B-riapokcucrepoin-geriaporenasu abo medi-
nuTy okcupopenykrasu P450. o6 mposectu moBHe
nudepeHIliioBaHds PidHUX (QEepPMEHTHUX AedeKTiB,
sIKI MOKYTh OyTH MoTeHIiliHO npuunHo BIH3,
KJIHIIUCTA TOBUHHI B ifeasli HaACHWJIATH 3Pas3Ku
JI0 EHJIOKpUHHOL pedepenc-1adboparopii s BUMI-
poBanHs 3a gonomoroo LC-MS/MS 170HP, koptu-
3oay, 11-meokcuxoptukoctepony, 11-meokcnkoprnso-
ay, 17-OH-niperenosiony, sieriipoenianipocTepoHy Ta
aHJIPOCTEeHAIONY. SIKIO Yy MaJIeHbKUX JiTell pobeMa
3 06’eMoM KpoBi ab0 BEHO3HHUM JOCTYIIOM, 3a0ip

"MpeimMnaaHTauis — Te, Wo BiABYBAETbCS MiXK 3aNAIAHEHHSIM SMLEKAITUHM | 1T IMIAQHTALLIEIO B CTIHKY MaTKM (MPMM. NepeKkAaAava).

66



CTAHAAPTM TA KOHCEHCYCH

YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPUHOAOT T

npobu MOMKJINBO 3AIACHUTH Juine depe3 60 XBUaum
IicJs BHYTPILIHBOBEHHOrO ab0 BHYTPIIIHBOM' S130-
BOTO BBe/leHHS KOCUHTpoIiHYy. CITiBBiHOIIEHHS T10-
Ka3HUKIB 0COOIMBO KOPUCHI /15t po3pisHenns (ep-
MeHTaTHBHEX AedekTiB [164, 165]. Sk anbrepuaTusa
BUGIPII KPOBI MOXKYTh GyTH IPOaHATI30BaHI 3PasKu
cedi B KiJTbKOX CTeliaJbHUX IIeHTPax, 3 BUKOPUCTAH-
HSIM Ta30BoI xpomarorpadii-mac-crekrpomerpii abo
LC-MS/MS; neit miaxij 3a6e31e4nth aHaJIoTIuHUI 32
TouHicTIO GioxiMiuHMi HiarHos [168].

Tectn HA CTUMYJIAIIIO KOCUHTPOIIIHOM CJIiJT BijI-
KJIACTH /IO 3aBePINeHHS Mepiux 24—48 roiuH KUTTSI.
Icnye BHMcOKa 4acToTa SIK TTOMUJIKOBO-ITO3UTHBHUX,
TaK i TOMUJIKOBO-HETATUBHUX PE3YJITATIB, KOJU KJIi-
HIIUCTY OTPUMYIOTH 3pa3KM Bijpasdy TicJsl Hapoj-
skeHHs. Y pasi gedinuty 21-rigpokcniasu, ik IpaBu-
JIO, MiABUINEHUH piBeHb TaKOK IHIIUX CTEPOIMdiB,
30Kpema 21-71e0KCMKOPTU30JTY, aHAPOCTEH/IIOHY 1 Tec-
TOCTEPOHY.

VY o0ci6 3a paHHBOrO AUTHHCTBA i3 CUMIITOMAMMU
BIrH3 pna cxpuniary ma BTH3 3a gomnomororo
LC-MS/MS mnoBuHHI BUKOPUCTOBYBATHUCSI 3Pa3Ku
CUPOBATKH, OTPUMaHi /10 8-1 paHKy. Y KiHOK, IKi MeH-
CTPYIOIOTh, PEKOMEHYEThCS [TPOBOAUTH BiGIp Mpod
y panHio ¢omikysipny dasy. Ha puc. 2 HaBemeHo
3pa3ok jiarHocTuuHoi ctpaterii [169—172]. Cru-
MYJISIis KOCHHTPOIIIHOM HeOoOXiHA /IS MAlli€HTIB 3
HeBusHaueHumu OGasosumu pisasamu 170HP. [lna
MAIIEHTIB 3 HEAIarHOCTUYHUMU CTUMYJbOBAHUMHA
sHavenrsMu 170HP, 0cob6mBo THX, XTO OTPUMYE
tepanito 'K, niarHo3 Moske MiATBEPAUTH T€HOTHUITY-
Banns [171, 176, 177].

Topmonasibhi heHOTUIIH 100Pe KOPEIIOIOTh 3 FeHO-
turtamn CYP21A2; mpore reHOTUITYBaHHSI HE MOKe
BUSIBUTU BUTpaTy coJii. Hanpukiaa, reHOTUIyBaHHS
Mozke BUSIBUTH [VS2 coneBTpaTHOI Ta MTPOCTOI BipUIb-
Hoi opm [35, 178, 179]. Tereposuroru MarOTh TPOXH
migsuniennit 170HP micaa crumynanii AKTI, ane
icHy€ yacTKOBUI 30ir 3 HeypaskeHuMu ocobamu [173].
Ak Mapkepu Te€TEepO3UTOTHOCTI BUKOPUCTOBYBAJINCS
i1 inmi anasityu [180, 181], ase reHoTHITYBaHHS € Hail-
KpaluM MeTOJIOM BUSIBJIEHHS TreTepo3uroT. lere-
PO3BHUrOTH He MOTPeOYITh MEAUYHOTO JIKYBaHHS,
aje iM CJIiJl MPOBECTU TeHeTUYHE KOHCYJIBTYBAHHS
(nuB. poamin 6.3).

4. JIKYBAHHA KJIACUYHOI BrTH3

4.1. B oci0, gxi 3pocTaioTh, i3 KIaCMYHOIO BPOJI-
JKEHOIO TilepIia3ieio Ha[[HUPKOBUX 347103 MU PEKO-
MEH/LYEMO MTiATPUMYIOUY Tepariio TiPOKOPTU30HOM
(1l@®@®0).

4.2. B ocib, gki 3pocTaiorh, i3 BPOIKEHOIO Timep-
MJIa3i€10 HAHUPKOBUX 3aJI03 MU PEKOMEHYEMO
BUKOPHCTOBYBATH TIEPOPATIBHY CYCIIEH3iI0 IiIPOKOP-
THU30HY Ta HE PEKOMEHIYEMO XPOHIUHE 3aCTOCYBAHHSI
IJTIIOKOKOPTUKOIIB TpuBasoi aii (1/@@@0).

4.3. Y HOBOHApO/KEHUX 1 B pAaHHbOMY JTUTHUHCTBI
MU PEKOMEH/IYEMO JIO CXEMU JIIKYBaHHsI 3aCTOCOBYBa-

N¢ 2 2019
Mowitopunr 170OHP
/ (hoaikyaspHa chaza) \
<200 ng/dL 200—1,000 ng/dL > 1,000 ng/dL
(<6 nmol/L) (6—30 nmol/L) (>30 nmol/L)

CTUMYASLLIAHWIA TeCT /

3 KOCMHTPOMIHOM

v

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

\4 / \
21TOHD BukAtoUYeHUi | 210HD

Puc. 2. AiarHoctuka aedpiumty 21riapokcraasm (21 OHD)
PedepeHTHI cTaHAAPTH AASI FOPMOHAABHOI AlarHOCTMKM GyAM OTPUMaHi 3 MOCKMAaHb
[170, 171, 173, 174]. Lli AlarHOCTMYHI MOPOrK BUSBASIIOTHCS MOAIGHUMM AAS
aHaaiziB LC-MS/MS 3 obmexennx aanux [175]. 3BepHiTb yBary, o BMMNAaAKOBO
BUMIpsiHi piBHi 17OHP MoxyTb 6yTn HopmaabHumu 3a HKBIH3; oTxe, pisHi
170HP cAia BM3HauaTV paHo-BpaHUi (A0 8- paHKy). AASi MEHCTPYIOIOUMX XKIHOK
BMMIPIOBAHHS CTEPOIAIB CAiA NMPOBOAUTH Y (DOAIKYASIPHY a3y i BOHM MOXYTb
BIADI3HSITUCS 3aA€XKHO BiA BMKOPMCTOBYBAHOro aHaaizy. Ocobu, ski MaloTb
KAacmuHy BIH3, gk ciAbBTpaTHY, TaK i NpocTy BipuAbHY hopmmn aediunty 21-ria-
POKCMAA3M, 3a3BMYAN MAIOTb HECTUMYAbOBAHI 3HaueHHs 170OHP y kiabka Tucauy.
3ayBaXkMMo, WO iHOAI CKAQAHO KAIHIYHO BIiAPI3HMTM KAQCMYHI i HeKAaCWuHi
dopmn BIH3 6e3 cuHapomy BTpaTh COAI.

TH (GIYIPOKOPTU30H Ta JOJABAHHS HATPIIO XJIOPUILY
(1l@®®0).

4.4. Y nmopocsux 3 KJIACHYHOIO BPOIKEHOIO
rinepnJasien HaJHUPKOBUX 3aJ103 MU PEKOMEH/TY€E-
MO BUKOPHUCTOBYBATH HIOJIEHHO Ti/IPOKOPTU30H Ta/
a00 IIIOKOKOPTUKOIAM TpUBaJi Aii pa3oMm i3 Minepa-
JIOKOPTUKOIZJaMU 3a KJIIHIYHUMHU TOKa3aHHSIMH
(1®@®20).

4.5. Y Bcix 0ci6 3 KJIACMYHOIO BPOJKEHOIO Tinep-
IJ1a31€10 HAJIHUPKOBHX 3aJ103 MU PEKOMEH/IYEMO CTe-
JKUTHU 32 O3HAKAMU TIePeI03yBaHHsI TTIOKOKOPTUKOI-
MIiB, 2 TAKOXK 32 O3HAKaMU HEZ0CTaTHbOI HOpMaJTi3arii
AHJPOTeHiB, W06 3aBASKK JIKYBAaHHIO ONTUMI3yBaTh
npodiab HagHUpKOBUX cTepoinis (1|@®@0).

4.6. B ycix ocib 3 KJIaCHYHOIO BPOKEHOIO rinep-
IJ1a31€10 HAJIHUPKOBHX 3aJ103 MU PEKOMEH/IYEMO CTe-
JKUTH 32 03HaKaMu gedinuty abo HaIUIIKY MiHepa-
JokopTuKoinis (1/@@@0).

Jlokasu

[TpasuibHe sgikysants ['K 3anobirae HaqHUPKOBIl
Kpu3i i Bipustisaitii, 103BOJISTIOUN Mail;ke HOPMaJbHO-
My POCTYy Ta PO3BUTKY B JUTUHCTBI. YTNPaBIiHHS
kiaacuunoto BTH3 e ckimagnum GajaHCyBaHHSAM MiK
rimepaHporeHi€ro Ta rimepkopturuamom. [ljs marri-
€HTIB-HEMOBJIAT KJHIIIMCTA MOXKYTh MEPEBUIILYBATH
pekomenioBani 103u T'K, 1106 3MeHIINTU HOMITHO
MABAIIEHNH piBeHb HATHUPKOBUX TOPMOHIB, aie
BKJIMBO IBU/IKO 3HU3UTH JIO3Y MPH JOCITHEHHI iX
1iapoBux pisHiB. HeoOxigHa mepioguyna nepeorinka.
Cupobu mnosHicTio HOpMasisysaTi piseHb 17OHP
3a3BUYAll PUBBOJISTD /10 TIEPE03YBAHHS 3 O3HAKAMU
cungpomy Kymmara. Hemosasra 3 kmacuunum nedi-
utoM 21-rigpokcuiasu norpebytorh TK Ha nomaTok
no JgikyBanasga MC Ta jogaBaHHS XJIOpUy HATPIfo.
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Tabanug 2
MiaTprmyroua Tepanisi y 3poctaroumnx nauienris 3 BTH3

Mpenapartn 3araAbHa AeHHa A03a

Po3noaiA nporsirom o061

I'K: riaApoKOpTM30H, TabAETKM 10—15 Mr/m2/p06y

3 pasu 3a A06y

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

1—2 pas3u/po6y

AOAaBaHHS HATPito XAOPUAY

1—2 /A (17—34 MEKB/A) HEMOBASITAM

Po3noaireHe Ha KiAbka roayBaHb

ITorpeba B HATPIEBI B HOPMAIBHO 3POCTAIOYMX HOBO-
HAPOJKEHUX CTAHOBUTH ~ 1 MMOJIb/KI Ha a00y —
KIJTbKICTh, IO MICTUTHCS B skiHOYOoMY Mosoti. [IpoTe
y TAIieHTiB i3 coseBTpaTHOIO opmoro BIH3 14
KiJIBKICTh HEIOCTATHS, i PEKOMEH/IOBAHE /[0/[aBAHHS
Hatpito xsopuny [182]. B imeani ans nogaBanus codri
CJIiJi BUKOPUCTOBYBATH CTAaHAAPTHWH PO3UMH COJI,
[IPUTOTOBaHMIA AITeKol0 ab0 CTaHAaPTHUMMU TabJier-
KaMU HaTPilo XJOPHUAY. 3aCTOCYBAaHHS XJOPUILY
HaTpito Moke OyTH HEOOOB'AIBKOBUM, SIKIIO 3aCTOCO-
BYBaTH BUCOKY /103y GuryipokopTu3ony [183]; ograk
0COGJIMBO BaskKJIMBO CIIOCTEPIraTd 3a aprepiajbHUM
TUCKOM y HEMOBJIAT, SIKi IOTPeOYIOTh JIKYBaHHS
BUCcOKuUMHU jo3amu MK, BHac/IioK Takoi, 10 KOJIN-
BA€TBHCSI, 3IATHOCTI HE3PIJUX HUPKOBUX KaHAJIbBIIIB
peaGeopOysary Harpiit. Kuininueram corig nepiogmuy-
HO ITOBTOPHO Teperysiaatu xo3u MK Tta Hatpiio, BUXo-
[ 3 apTepiajJbHOTO THCKY, aKTUBHOCTI HAaTpIIoO,
KaJIiio Ta akTUBHOCTI peHiny niiasmu kposi (APIT).

Xoua gedekr 6ioCHMHTE3Y aMbJOCTEPOHY KJIIHIYHO
OYEBUHUII JIMIIIe TIPY CoJleBTpaTHill (opmi, cyOKIi-
HIYHUN /1ePIIAT aTbJIOCTEPOHY MPUCYTHINH y BCIX
dopmax gedinury 21-rigpoxcunasu [ 184, 185] i naii-
Kpaiie HoTo OIiHIOITH 32 CIIBBIHOIIEHHSIM aJIb/0-
crepony no APII [184]. Ore, Bci ocobu 3 Kiaacuy-
Hoto BTH3 norpebytorh Tepartii Gy IpoKOpTH30HOM
Ta aJIEKBaTHUM JIOJIABAHHIM y XapuyyBaHHs HATPilo,
HOYMHAIYN 3 AUTUHCTBA. IligTpuMyBaHHS OajaHcy
HATPII0 MA€ BAKJIUBE 3HAYEHHS JIJIsI €YBOJIEMiT Ta JIJIsT
3HmkeHHs Bazonpecuny ta AKTI, mo gae 3mory
3mennryBat# 03u 'K i TMM camMmuM cripusiti Kparo-
My 3poctansio [186].

Y mursuomy Bini kpamum 'K € rigpoxoptusos,
OCKIJTbKM TIOTO KOPOTKHWI TIepios HaIliBBUBEIEHHS
MiHIMi3y€ HecpusTIuBi 100iuHi epeKkTH, XapakTepHi
JUISE TPUBAJIO AifounX, Oibi noTykHuX I'K, ocobnnso
npurHivents pocry (tabu. 2) [187]. 3a ganumu ozxHo-
TO JIOCTIJKEHHST OUiKyBaHUU e(eKT TPeHI30JI0HY
IIO/I0 TIPUTHIYEHHS pocTy OyB npubansHo B 15 pasis
CUJIBHIIITUM, HiK y Ti[pokopTu3ony [188]; nekcamera-
30H Moske OyTi B 70—80 pasiB CHUIIbHIIINM, HIXK TiAPO-
koptuson [189]. Xoua HecriupToBi cycmneHsii rigpo-
KOPTU30HY JIOCATAIOTh PiBHIB KOPTU30JIY, TOPiBHSTH-
HUX 3 TAKUMU, SIKi JI0CSATA0ThCS 3a JJOIIOMOTOIO TabJie-
Tok TigporopTuszony [190], mepopasbhi cycnensii
TAPOKOPTU30HY HUITIOHATY OYJIM HEAOCTATHIMU JJIst
nocaraenss: koutpomo BIH3 y miteit [191] vepes
HEpIBHOMIPHICTh po3mnofifny y piakiii dopmi. Xo-
POILIKiT KOHTPOJIb MOKe OyTH JOCATHYTHH MLISIXOM
[epOPaJbHOIO BBEJIEHHS TOAPIOHEHUX, 3BAJKEHIX
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TabJI€TOK TiZAPOKOPTU30HY, 3MIIlIAHUX 3 HEBEJUKUM
00’eMOM piauHu, 3a HeOOXiAHOCTI Oe310CePesHbO
nepejl yBefieHHIM. PelentypHi antexu moBuHHi 6yTu
oOpaHi i HaHiliHOCTI TIPpU HPUIOTYBaHHI IyKe
MaJIux /103 abo clelianbHuX JiKapChKUX IIPeraparis,
OCKLJIbKH GYJIN TIOBiIOMJIEHHS [IPO TOYHICTh 3MIHHOI
J1031 B CKJIa/ileHux mpernapatax [192—194].

i mo3m i cxemu BKasaHi sIK MPUKJIAIN i He TOBUHHI
POBLJISAAATICS SIK 00OMEKYBaIbHI Y BHOOPI IS KOXK-
HOTO KOHKPETHOTO TIaIli€HTA.

Henocratipo panux, 1mob pekoMeHayBaTu gpobo-
BUIl PO3IOALI 703 HPOTArOM JHs ab0 eMIipudHe
JI03yBaHHs y paHHi pankoBi rogumu [195]. Ko mo3u
nepesuityors 20 mMr/m? Ha 100y y AiTeil TPyIHOTO
Biky a6o 15—17 mr/m? Ha 100y y T TKIB, criocTepi-
raeThCsl 3HWKEHHSI CTAHJAPTHOI ITKAJIU BiJIXUJIEHb
(SDS), mo npu3BoaNTh /10 3HUIKEHHS CTAH/IAPTHOTO
BixunerHs 3pocty (SDS) [196—199].

VY T1abi. 2 HaBOAATHCA POIIOHOBAHI PEKOMEHIAIIi1
moa0 mo3yBaHHA. BigOyBaroTbcsi BiAMIHHOCTI B
abGcopO1ii riAPOKOPTU30HY Ta Mepioji 0ro HaiBPO3-
najy, 1o Moyke BIUIMBATH Ha rmotpeby B HOro mosy-
BanHi [200]. Xoya JjikyBaHHS TIPEIHI30J0HOM 1 JI€K-
camMeTa3oHOM e(eKTUBHE /Ui IPUTHIYEHHS HaJHUD-
KOBMX aHJporeHis y mireit 3 BTH3, 1i 6i/bIi moTyKHi
JliKapchki 3aco0u yacrile, HiZK TiAPOKOPTU30H, T1epe-
ITKO/IPKAI0Th 3POCTAHHIO Tifa, 1 X He MOKHA PYTUHHO
pexomenayBatu. Ili wac crateBoro m03piBaHHA,
HaBiTh SKIIO 3aMiCHA Teparisg Ta KOMILJIAEHTHICTb
aJleKBaTHi, KOHTPOJIb MOKe OYTH HEAO0CTaTHBO OITH-
MaJIbHUM 4epe3 301JbIIEHHST KJIiPEHCY KOPTH30JIy
[201]. Mopocmmii 3pict xBopux 3 BI'H3 nerarusno
kopesioe 3 03010 'K, npusHaueHoro B paHHBOMY
nyGeprati; MallieHTH, sKi OTPUMYyBaJd Ha IOYATKY
myGeprary TiApOKOPTU30H Y 1000Biil 1031 < 20 Mr/M2,
3HAYHO BUII, HIXK Ti, XTO OTPUMYBaB OiJIbII BUCOKI
no3u tizpokoptusony [187]. Tomy, ax 1 y Mosoammx
TTAITiEHTIB, BAXKJINBO B TIEPIOJl CTATEBOTO J0O3PiBaHHS
JiKyBaTU HaliMeHIol e(heKTUBHOIO 103010 s
JIOCSITHEHHST 11iJ1el JIIKYBaHHSI.

[Tpu 3aBepiuenni 3poctanis abo Ipu HaGIMKEHH]
110T0 3aBepIIeHHsT MOXKYTh npusHavyaTuch 'K Tpusa-
Jioi aii (Tabu. 3), xoua HepeBaKHUM JJIsl JIIKyBaHHS
3aJIUIIAETHCS TiApoKopTH30H. Hemae panmomizoBa-
HUX KOHTPOJIbOBAHKX JOCIIIIZKEHb, IO TTepeadavyaiTh
TPUBAJE CIIOCTEPEKEHHS 32 JJOPOCTUMH, SIKi OTPUMY-
I0Th Pi3HI pexxuMu JiikyBaHHs kiacumunoi BIH3, i
npakTuka kosuBaeThes [202, 203].

OnrumanbHa 1032 3aMillieHHs (IIyPOKOPTU30HY
y Zopocinx (SIK Yy HEMOBJIAT 1 JIiTel) OCTAaTHBO He
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MMiaTpMmyroua Tepanis, 3anporoHoOBaHa AAS MALLIEHTIB i3 3aBepLLIEHUM POCTOM

TAtOKOKOPTHKOT A TPUBAAOT Al 3anponoHoBaHa A03a (Mr/A06Y) Aob6oBa pA03a
liaApokopTH30H 15—-25 2-3
[NpeaHi3oH 5—-7,5 2
[MpeAHi30A0H* 4—6 2
MeTnAnpeAHi30A0H 4—6 2
AekcameTasoH* 0,25—0,5 1
DAYAPOKOPTM30H 0,05—0,2 1-2

*Cycnensis a60 eAikcUp MOXYTb AO3BOAWUTH MOAIMIIMTI TUTPYBAHHS AO3M AAS LMX MpenapaTis.

BuBueHa. Ilorpeba B MK 3MeHIIyeTbCsI 3 BIiKOM,
OCKLJIBKA CHUPOBATKOBUI aJIb/IOCTEPOH BUCOKHUA, a
MPHK nupxkosoro pertennrtopa MK ausbka mpu Hapos-
skeHHi [204], Takoxk y GLIbIIOCTI PaIioHiB BMIiCT couti
BUCOKWI. DibITiCTh HETIMEPTEeH3UBHUX JAOPOCTUX 3
kracnunoio BITH3 3aznatoTh mo3uTuBHOTO edekTy
BiJl TPUBAJIOTO JIKYyBaHHS (DIyAPOKOPTU30HOM. Bu-
Mora o0 3amiin MK nmoBuHHa GyTH nepersstHyTa
i/ 4ac mepexojay Bifl MeiaTpUdHOi /0 JOPOCIOi
MEJIMYHOI JIOTIOMOTH.

YcyHeHHS CUMITTOMIB TillepaH/IPOTreHil y MOJIOINX
JKIHOK Moske 1oTpeOyBaru jikysanHs, Kpim [K i MK,
TaKOX aHTArOHiCTaMU aHJAPOTEeHHUX PeIernTOoPiB.
OpasbHi KOHTPAIENTUBH, IO MICTSITh IPOCIiPEHOH,
e(heKTUBHO 3HIIKYIOTh CUHTE3 SIK HAJIHUPKOBHX, TaK i
SIEYHUKOBUX aHJIPOTEHIB, Xo4a Il He BIJIMBAE Ha
piBenb kopTuzoay [205], aprepianbHoro Tucky, APII
abo piseHb Kajiito B cuposarii [206]. ITepopasbhi
KOHTPAIENTUBY, OJHAK, HE MOKYTh 3aMiHUTH JHKY-
anuga 'K 1 MK 3a kmacuunoi BI'H3, xoua meski
skinkn 3 HKBTH3 3 kiriHiuEMMET TposiBAMY MOXKYTh
Bi/IaBaTH TepeBary Takomy JikyBaHHO. CripoHo-
JIAKTOH € BiJIHOCHO MPOTUIIOKABAHUM SIK aHTaroHiCT
aHJIPOTEeHIB Mpu coJieBTpaTHiN dhopmi BI'H3, ockins-
KU BiH € aHTaro"ictoM takoxx MK i Moke Bukmkarn
3MeHIeHHsT 00’'eMy KpoBi. JIIKyBaHHS TipCyTU3My
BUXO/MTh 32 PAMKU IIMX HACTAHOB i OOGrOBOPIOETHCS
okpeMo B iHI#N HactaHoBi Emmoxkpumunoro Tosa-
puctsa [207].

Bananc nepesaz i wxoou

3anpononosanuii Bubip I'K najae 6inbine 3Haven-
HsI 3MEHIIIEHHIO HETATUBHOTO BILIMBY Ha 3POCTAI0YUX
JIiTel, Hi’K HA 3PYYHICTb.

Crpecose /103yBaHHS

4.7. YciM martieHTaM 3 BPOJKEHOIO TillepILIa3ieio
HAHUPKOBUX 3aJI03, sIKi 1OTPeOyIoTh Teparrii IJo-
KOKOPTUKOIJAMHU, Y TaKUX CUTYallisX, SIK XBOPOOH
3 rapsiuoio (> 38,5 ° C), racTpoeHTepuT 3 JeriapaTa-
€10, TSKKA XiPYPTis, 10 CYTIPOBOIXKYETHCS 3araib-
HOIO aHECTE3i€I0 Ta CEPUO3HOI0 TPaBMOIO, MU pe-
KOMEH/JYEMO 301JIbIIYBaTH 03y IJIFOKOKOPTUKOIAIB
(1l@®@@0).

4.8. IlamienTaM i3 BpOMKEHOTO TiMepILIa3ie€o Haj-
HUPKOBHUX 3aJI03 TIiJ[ Y4ac MIOJIEHHUX PO3YMOBUX Ta

eMOIIIAHUX CTPECIB Ta HETSHKKUX 3aXBOPIOBAHb Ta,/a00
rmepes 3BUYAHUMHU (DISUIHUMHU BIIpaBaMW MU HeE
PEKOMEHIYEMO 301IbIIYBATA 03U TJIOKOKOPTUKOI-
nis (1/@@00).

4.9. TlamierTam i3 BpoaKeHOIO TiNEPIIa3ieio Hafl-
HUPKOBUX 3aJ103, SKi HOTPeOYIOTh JIKYyBaHHS, MU
PEKOMEHIYEMO 3aBKAU MaTH IpU cobi abo HOCUTH
MeJNYHY ifieHTudiKaIifo, SKa BKa3y€ HAa HAsIBHICTb
HaZHUPKOBOI HegocTaTHOCTI (1/@B@0).

4.10. Mu pexoMeHIYEMO TPOBOJIUTU HaBYAHHS
TTAITiEHTIB i3 BPOKEHOIO TillepIlIa3ieio HaIHUPKOBUX
327103 Ta 1X OMIKYHIB Ta TICHO KOHTAaKTyBaTH 3aJIJIsI
npoIIaKTUKYA HAZHUPKOBOI HEJOCTATHOCTI 1 3011b-
IEeHHsT /03U TJIIOKOKOPTUKOIAIB (ase He MiHepaJio-
KOPTUKOI/IIB) TIPU 1HTEPKYPEHTHUX 3aXBOPIOBAHHSIX
(1l@®20).

4.11. Mu pekoMeH/lyEMO OCHACTUTU KO>KHOTO Malli-
€HTa 3 BPOJKEHOIO TillepIias3iio HAJIHUPKOBUX 3aJI103
KOMIIJIEKTOM 13 TIperapaToM iH €KIIITHOTO TIIOKOKOP-
TUKOILY JIJTsl HEBiIKJIQJIHOTO 3aCTOCYBAHHS Ta HABYUTH
MapeHTepaIbHOMY CAMOCTIHHOMY HOTO BBE/IEHHIO (MO-
JIOAUX Ta MAI[E€HTIB CTapIIoro BiKy) abo MpaBuIaM
3acrocyBaHHs (0aThKiB 200 OIKYHIB) TJIIOKOKOPTUKO-
i1iB 71T HEBIIKJIAIHOI TOTIOMOTH ( 1\@@@0).

Jlokasu

Y mnamienTiB 3 TskkuMu dopmaMu 1ediluTy
21-rigpoKcuiasy BifICYTHA MOMKJIUBICTD BUPOOJISTH
JIOCTATHIO KiJTbKiCTh KOPTU30JIY Y BI/IITOBI/Ib HA CTPeEC,
HAaIPUKJIajl, XBOPOOY 3 JIUXOMAHKOIO, TACTPOEHTEPHT
3 Jeriziparari€eto, Xipypriuty orepaiiito abo TpaBMy, a
TOMY XBOpPi OTpeOyI0Th 30imbInerHs go3u TK i yac
Takux enizoxis (tabur. 4). Ha Biaminy Big miarpumyro-
YOTO JIIKyBaHHS 3 NMPUHOMOM IpenapariB Tpudi Ha
JIeHb MU IIPOIIOHYEMO CTPECOBE [O3yBaHHS KOXKHi
6 roguH [208]. Y mocaipkeHHSX 13 3aIyYeHHIM JliTeil
i3 HeypaKeHUMHU HaIHUPKOBUMU 3aJ103aMH, SIKi Tiepe-
HeCJIW aHecTe3ilo i He3HAuHY XipypriuHy olepartio,
KOPTHU30J1 y CHPOBATII KPOBi He TiepeButiryBas 10 MKr/ /11
(276 umoub/a) [209]. OTike, morpeba B CTPECOBOMY
JIO3YBAaHHI IMiJi 4ac HEe3HAYHUX IPOIEAYP MOBUHHA
OIIIHIOBATHCS 1HAMBILyaTHHO.

VY npocrigskenHi, mo 6asyBasoch Ha ONUTYBaHHSIX
122 nopociux 3 kinacuunoio BIH3, nailGiabi momm-
PEHUMM MPUYMHAMKU PO3BUTKY HAJHUPKOBOI KPU3U
Oy pecripaTopHi Ta MIJIYHKOBO-KMIIKOBI 1H(eKIii
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Tabanug 4
IMponoHoBaHi cTpecoBi A03u 'K B AikyBaHHI aApeHaA0BOT
KpU3H

MoyvaTkoBa napeHTepaAbHa A03a

Bik maujieHra .
riAPOKOPTU3OHY

Hosonapowxeri g

i AITM AOLIKIABHOTO BiKYy

ATV LWKIAbHOrO BiKYy 50 mr
Aopocai 100 mr

HapaaAi BHYTPilLHbOBEHHMI1 FAPOKOPTU30H MOXKE BBOAMTUCH Y AO3i, Ika CKAQAQE
Y NMOYATKOBOI MapeHTePaAbHOI AO3M FNAPOKOPTM30HY (BULLE), AQHOT KOXHI 6 TOA.

[210]. ¥V momysgmiiiHOMy TTPOCIIEKTUBHOMY JIOCJIi/I-
skenni 102 6GaBapebkux jiTeil 3 kiaacuuynoio BIH3
27,5% 3 HUX 3a3HaBad HAJAHUPKOBOI Kpusu abo
TITIOTJIiIKEeMil, TOJTOBHUM YHHOM TIPOTSITOM IIE€PITUX
4 POKIB JKUTTH, B MEPIIy Yepry Ti, y Koro GyJa coJe-
BrpatHa hopma BTH3 [211]. V [onatky A HaBenmeHo
MOCUJIAHHS Ha HaBYaJIbHE BiZIeO IS €KCTPEHOTO
BHYTPINTHBOM SI30BOTO BBEJIEHHST T'1/[POKOPTU3OHY.

Koy BBO#ATBCST CTPECOBI /103U TiJPOKOPTU30HY,
MK ne 110TpibHi, OCKiNIbKA MAPOKOPTU30H MOKE aKTH-
ByBatn MK-penenrropu [212]. Ilamientnn moBuHHI
MOBEPHYTHCH /IO MiJITPUMYIOUUX JI03 TiZIPOKOPTU3OHY
micsst crabimisanii i YHUKHYTH TOJIOAYBAHHS IIiJl 4ac
TOCTPUX 3aXBOPIOBAaHb. Y 3B'S3KYy 3 PU3UKOM TillOTJIi-
KeMil Ta ucbasaney eJIeKTPOJITIB GaThKIB CJIiji HaBda-
TH JIaBaTH MaJEHBKUM JiTSIM ME€POPATIBHY TIIOKO3Y Ta
JI0/IaBaTH eJIEKTPOJIiTH. HeMOKIMBICTh ITepopaibHOTO
BBeJIEHHsI PO3UMHIB a0 MeJIMKaMEHTIB BIMarae Heraii-
HOI MEJIMYHOI JIOTIOMOTH 1 TTAPEHTEPATLHOTO BBEJIEHHST
I'K ta i30TOHIYHMX PO3YMHIB I 3arnobiranHs Haj-
HupkoBoi kpusu. Ilapenrtepanbie BBemenns 'K mHe
3aBK/IM IIPOBOAUTHCS [IEPCOHAIOM EKCTPEHOI CITyKOU;
MH PEKOMEHIyeMO, 1100 mnanieHTr Oysu 3abesredeHi
(bJIakoHAMM TiPOKOPTU3OHY IS iH €Ki 1 Gy HaB-
YeHi BBOJAWTH IMperapaT BHYTPIIIHbOM s130B0. PyTrHHI
(hisnuHi BrpaBy i 1MCUXOJNOTIYHUN cTpec (HApUKIAL,
TPUBOTa i1 aKajeMiuHi iCIIUTH) He BUMAraioTh 301/b-
menns go3yBanng 'K [213]. Hemae skonHux mokasis,
IO TiATBEP/UKYIOTh BUKOpPUCTaHHS aoziaTkoBux ['K
ISl TPUBAJIUX TPEHYBaHb.

Hopocai 3 kmacnannm BTH3 noBunHI TpooBIKy-
BaTU TPOBOAMTHU ieHTU(DIKAIII0O MEIUIHOTO IIoTe-
pemxenns Ta in'ekmiiini 'K npu ekcTpennx Bumaz-
Kax, ocKiabku 20 % HaIHUPKOBUX KPU3 Yy XBOPHUX 3
BI'H3 BuHUMKaOTh y A0pOCJIOMY Billi, HaldacTile
Mpy TIJIYHKOBO-KUIIKOBUX 3axBopioBaHHAX [210].
Peectp 588 oci6 3 BTH3 nokasas koedillieHT pUsUKy
st emepti 2,3 (CI, 1,2—3,3), mo gopishioe 6,5-piu-
HOMY CEPEeHbOMY CKOPOUYEHHIO TPUBAJOCTI JKUTTS
[214], moB’si3aHOMYy 3 HAIHUPKOBUMH KPU3AMU.
Oxpewmi jieTasibHI peKOMeH/IAIII1 IOCTYIIHI B TIOTIepe/i-
HiX HactaHoBaxX EnpoxpuaHOro ToBapmcTBa 110710
MepBUHHOI HAJHUPKOBOI HegocTaTHOCTI [215].

MoHiTopuHT Tepamii

4.12. TlamienTam BikoM 10 18 MicsIliB i3 BpoKe-
HOIO TilepILIasieio HaHUPKOBUX 3aJ103 MU PEKOMEH-
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JIYEMO TPOBOJWUTH CYBOPHI MOHITOPUHT TIPOTSTOM
MepIInX 3 MICSIIB JKUTTS 1 Haflali KOKHUX 3 MiCSIIi.
[Ticas 18 micsamiB MU pEKOMEHIYEMO IMPOBOAUTH
KOHTPOJIb KOKHUX 4 Micsai (1/@@00).

4.13. IlemiaTpryHmM TaIliEHTaM i3 BPO/KEHOIO
rirepIuiasieio HaJHUPKOBUX 3aJI03 IS BU3HAUEHHSI
aJIeKBAaTHOCTI JIIKyBaHHS TJIIOKOKOPTUKOIAMH Ta
MiHEPAJIOKOPTUKOIZaMI MU PEKOMEHIYEMO, KPiM 6io-
XIMIYHUX BUMIpPIOBaHb, MPOBOJUTH PETYJIIPHE OIli-
HIOBaHHSI IIBUIKOCTI POCTY, MAaCH TiJia, apTEPiaibHOTO
THCKY, a Takok (izukanbnux oberexkenn (1/@@0O0).

4.14. TlemiaTpnyHuM TalliEHTaM i3 BPOJKEHOIO
rinepruazieo HaJHUPKOBUX 3aJ103 Y Billi /10 2 POKIB
MU PEKOMEH/IYEMO NIOPIYHO MTPOBOJUTH OIIHKY KiCT-
KOBOT'O BiKy JI0 JIOCATHEHHSI 3pOCTY OJIM3BKO 0 JI0-
pocioro (HexksacudikoBane moJ0KeHHST HaJeKHOI
MTPAKTUKMN ).

4.15. JlopocnM i3 BpoIKEHOIO TilepIiasieo Hal-
HUPKOBUX 3aJI03 JJIS OIIHKHU afleKBaTHOCTI 3aMiCHOI
Teparrii TII0KOKOPTUKOIAaMH i MiHepaJOKOPTUKOI/Ia-
MU MU PEKOMEH/LYEMO, KPiM ITpoBeieHHs G10XiMIYHUX
BUMIpIOBaHb, TPOBOAUTHU IOPiUHI (Pi3UKAIBHI OTJISI-
[, SIKi BKJIIOYAIOTH OIIHKNA apTepiajbHOTO THUCKY,
iHJIEKCY MacH TiJla Ta BUBHAYEHHST HASIBHOCTI KYIITHUH-
roigaux osnak (1|@@00).

4.16. [lopocauM i3 BpOMKEHOIO TillepILIa3ieio Hal-
HUPKOBUX 32J103 MU PEKOMEH/IYEMO ITPOBOIUTH MOHi-
TOPWHT JIIKYBaHHS IIIJIIXOM TOCJIi/JOBHUX CUHXPOHI-
30BaHUX BUMIpPIOBaHb TOPMOHIB y TIOPIBHSIHHI 31 cXe-
MOIO IpHUiiOMY JTiKiB Ta yacy nobu (1/@@00).

4.17. Mu pekomeHayeMO, 106 KIIHIIUCTH He
MTOBHICTIO TPUTHIYYBAJIN €H/IOTEHHY CEKPEeIiio Haj-
HUPKOBUX CTEPOIIIB IOPOCINM i3 BPOKEHOIO Tiltep-
[UIa3i€10 HaJHUPKOBUX 3aJI03 JJIs 3armo0iraHHs He-
CIPUATINBOTO BILIMBY Ha JikyBanus (1/@@@0).

Jlokaszu

[TpoBomuTu perymosanns npenapartis aag BIH3
CKJIQJIHO. Y HEMOBJISIT 3aB/IaHHS [IOJISATAE B TOMY, 00
3HAUTH BIZANOBIHY 103y (QJIyIPOKOPTU30HY, HE BUK-
JINKAI0YM TilepTeHsii, ocKiabku 9yTanBicTh 10 MK
[PUPOAHO 30iIBIIYEThCS MPOTITOM IEPIIOr0 POKY
KUTTS. Y HPOCHEKTUBHOMY jaocimpkerHi 33 ocib 3
kiacuunoio BI'H3, sxy giarHocToBaHO 3aBISIKN HEO-
HaTaJIbHOMY CKPHHIHTY, OijIbIlle Hi’K [OJOBUHA Malli-
€HTIB 3a3HaJM TimepTeH3il B mepmux 18 MicsIliB
xKuTTd [216]. Y nomysnsiiiiHoMy nocaipkeHHi fitei
(n = 716; BikoBuUii miamazoH Bix 3 10 18 pokiB) m03a
dbaynpokopTisoHy OyJia IOB'sI3aHa 3 apTepiaJbHUM
TUCKOM, a [iTh 3 peryygpHo BuMipoBanum APII
MaJIi HIZKYWH KPOB'SSHUH THCK, HiX Ti, 10 He BU3HA-
yamu APII).

XapakTepHi 0coOJMBOCTI aHaMHE3y XBOPOOH
BKJIIOUAIOTH BiK MOSIBU JIOOKOBOI'O BOJIOCCS, HECITOII-
Bane 301/1bHIeHHs PO3MIPIB (hajioca Yn JOBKUHU Tia,
MOSIBY ZIOPOCJIOTO 3a1axy MOTY i CHMITOMU TIOTSITY /10
cosi abo HagHUPKOBY Kpusy. Ilpu obcTeskeHHi curij
BUSIBUTH MOJKJIMBI IPUCKOPEHY IBHU/IKICTbh 3DOCTaH-
Hsl, O3HAKW BipWJIi3allil i IporpecyBaHHsT KiCTKOBOTO
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J03piBaHHM, 1O BiAOYBAalOTHCS BHACJIIOK TPUBa-
JIOTO HEJIOCTATHBOTO JIiKyBaHHs. HaBraku, 3HMKeH-
HS IIBUAKOCTI 3POCTaHHsI, MIPUCKOPEHEe 301IbIIeHHS
MacH Tijla i BUCOKHUII KPOB'SIHUI THUCK BiIOYBalOThCS
BHACJIIJIOK TPUBAJIOTO HaJMipHOTrO JiKkyBaHHS. Jla-
GopaTopHi JaHi MOBUHHI BKasyBaTH Ha HEOOXiAHICTh
KOPUTYBaHHs 03U [0 TOTO, K BifOyAyThCs 3MiHU
y POCTi, KICTKOBOMY Billi Ta (i3MYHUX O3HaAKaX.
KicTkoBuil Bik € 3aImi3HiINM MOKAa3HUKOM ITOTIEPE]-
HbOTO HEAJEKBATHOTO MPUTHIYEHHS HAJIHUPKOBUX
347103 1 TOMY MOTO CJi/i 32CTOCOBYBAaTU PO3CY/IJIUBO.
PenTreniBchke 0CTi/IKEHHS KiCTKOBOTO BIKY HeE €
KOPUCHUM /IO 2-PIYHOTO BiKY; CJIii YHUKATH HaaMip-
HOTO OIpOMiHeHHS. Ko KicTKOBUI Bik HabJMKa-
€ThCS JI0 MyOepTaTHOrO PiBHSA B HEBIANOBIZAHO paH-
HBOMY Billi, 0OOIPYHTOBaHE TECTYBaHHS HA BTOPUHHUI
nentpanbunil/THPT-3anexHMi TepequyacHUii cTaTe-
BUI PO3BUTOK.

Cuposarkosi 170HP i anzmpocTenmion € Tpamau-
mitHUME TToKasHuKamu afekBatHocTi I'K mpu BTH3.
HenasHo 6yj10 BCTaHOBJIEHO, 1[0 METAOOJITH, TaKi SK
21-ne3okcukopTuson i 11-okcucrepoinm, MOXKYTbH
3abesneynT OibII [PsIMe CBiIYEHHS YTBOPEHHS
MIPEKYPCOPIB aHJIPOTEHIB HAHUPKOBUX 37103 TIPU
BI'H3 [218, 219]. Crepoinu MoKy Tb OyTH BUMIPsIHI B
KpoBi, cauni [220], ceui [86] abo y mpobax Kposi,
BUCYIIeHUX Ha (iIBTpyBasibHOMY marepi [221, 222].
LC-MS/MS € 30/10TUM CTaHAAPTOM 71T BUMipIOBaH-
Hs KPOBi Ta CJWHU, TOJi SIK Ta3oBa XpoMmaTorpadis-
Mac-CIIEKTPOMETPisl € PEKOMEHIOBAHUM METO/IOM
LIS BUMIPIOBAHHS TOPMOHIB y cedi. [lupkaauuii putm
i vac npuitomy 'K BrsimBaroTh Ha TOKa3HUKM CTEPOI-
niB [223]. Takum YMHOM, PEKOMEH/TYETHCST TTPOBOIN-
THU MOHITOPHHT JIIKYBaHHS MIJISIXOM TIOCJIiZIOBHOTO 32
yacoM BUMIipIOBaHHd TropMmoHiB. [loBHa cympecis
piBast 170HP y cuposariii He € METOIO JIKyBaHH:, a
BKa3y€ Ha HaJMipHe JiikyBaHHs. PiBHI aHpocTeHIio-
HY CJIiJl OI[IHIOBATH 32 HOPMAaMM, Bi/ITOBITHUMU JIJIST
crati i Biky. BumiproBanua AKTT ne xopucue y marti-
entiB 3 BIH3. [lamientn 3 BIH3 3 npuitHaTHIM
JIIKyBaHHAM, $IK TpaBuio, mMaioTh piBai 170HP i
AH/IPOCTEH/IIOHY HA BepXHill Meski HOPMU /10 TIOMiPHO
MiJIBUIIEHNX TIPW MOCTiHHOMY BuMipioBanHi. Kuii-
HIIIUCTU TOBWUHHI KOPUTYBATHU JI03M B KOHTEKCTI
3arajJbHOl KJIIHIYHOI KapTUHU, a He TiIBKW Ha OCHOBI
ojuiei maboparopHoi orinku. My He Haa€MO CIIelu-
GiUYHUX IITHPOBUX PIBHIB HAJIHUPKOBUX CTEPOIMdiB,
OCKLIbKK J1labopaTopHi pedepeHTHi Aianasony Bapia-
THUBHI, PI3HUI yac 3a60py 3pasKiB KPOBi, i HEOOXiAHO
BPaXOBYBATH BCIO KJIIHIYHY KapTHHY.

[TommpenicTh MyXJWH SIEYOK 3 a[PEHATIOBOI TKa-
HuHu (testicular adrenal rest tumors (TART) koJu-
BaeTbes, 36ipiyounch miciaa 10 pokis [203, 224].
CKpPUHIHT 3a JIONIOMOTOIO yJIbTPAa3BYKOBUX JOCJIi/I-
JKEHb SIEYOK TIOBUHEH IMOYMHATUCS B IJJTITKOBOMY
Bini. Hemae panux, gki 6 CBigguin 1po Te, K 4acTo
e mMae GyTu 3po0JieHO, ajie, Ha JYMKY €KCIIEpTiB,
KOKHUX 1—2 POKH y 6e3CMMITOMHUX YO0JIOBIKIB a00
yacTille y HamieHTiB 3 cuMnrToMaMu XBopoou. Onru-
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miszauis JgikyBaHHsg TK Mojke 00MeKUTH BUHUKHEHHS
TART na panHiii crazii i 3a106irTH IPOrpecyouoMy
iX pocTy, 10 IPU3BOAUTD 10 Oe3mriaas (AUB. TAKOXK
po3mia npo GhepTUILHICTD).

[Ipuntunu monitopunry mikyBanus 'K y mopoc-
Jmx xBopux 3 BITHJ3 nemo BiapisHAIOTHCS Bif THX, IO
PEKOMEH/IOBaHI y JIiTeil, 3 TepEHOCOM yBaru Ha Perpo-
JNYKTHBHY (DYHKIIIO i XpOHIYHI yCKJIaaHeHHs OiJibliie,
HIXK Ha JI0o3piBaHHA ckesieta. He BcTanoBJsieHO HI onTH-
Ma/lbHUX OloMapkepiB, aHi IIJIbOBUX [OKA3HUKIB, i
KJTIHIIMCTY TTOBUHHI KopuryBaTtu /1031 'K niepri 3a Bce
3 BUKOPUCTAaHHSIM KJIHIYHUX MMOKa3HUKIB. [l JKiHOK
AHJ/IPOCTEH/IIOH 1 TECTOCTEPOH € XOPOIIUMU TIapameT-
pamu KOHTpoJIo 3axBoproBanHs [202], Ta ciin posriis-
JIATU JIOJIATKOBi TECTH B KOHTEKCTi TOPYyIIEHb MEH-
CTPYJILHOTO TIMKJIY i O3HAK HAJJIMIIKY aHPOTEHiB.
g sxiHOK i3 3aTpuMKkoro 3a4aTTst JikyBaHHS [K
[OBUHHO OYyTH CIIPSIMOBaHe Ha JOCSTHEHHS PiBHS
nporectepony y domikyagpuiit ¢dazi < 0,6 Hr/ M
(2 HMOJIB /1), 3 OLJIBII KOPCTKUM KOHTPOJIEM, HIK JJIs
JKIHOK, sIKi He HaMaraloThCsl BariTHITH, YaCTO BUMAralo-
YU 103U [IPeIHI30/I0HY 1iepen cHoM [225]. [losy dury-
POKOPTH30HY Ta/ab0 A0JaBAHHS COJI CJIJ TUTPYBATH
o aprepiasbHoMy THCKY, APII BinosigHO /10 BiKy Ta
MTOKA3HMKIB Kasifo B cupoBartiii. /[T YOIOBiKiB TIpH-
THiYeHI TOHAAOTPOITIHM € BipOTiIHOIO O3HAKOIO He-
mrigHocti, a migBuiienuii pisenb MCI cBiguuTh 11O
MIOIIKO/KeHHsT si€dok y uosoBikiB 3 TART [226].
Yomosikn 3 BesmkuMu TART MoxkyTh Takosk maru
HUBBKUI PAHKOBUI PiBeHb TECTOCTEPOHY, 110 BKA3y€
Ha morany ¢dyHkiio kimitna Jleiigira [227]. Bigno-
HIEHHST aHPOCTEH/IIOHY /IO TECTOCTEPOHY Y YOJIOBIKiB
3 €yrOHAZIN3MOM CTAaHOBHUTD < (),5; TIOKa3HUK > 2 CBij-
YUTH TIPO ToraHuii KoutTposb BI'H3 3i 3nauno0 hpak-
1I€I0 TECTOCTEPOHY HAJHUPKOBOTO MOXOKeHH [ 228].
Hassricte TART He kopesoe crporo 3i cryneHem
KoHTpOJI0 [229[. Tabumiis 5 i0cTpy€e BUKOPUCTAHHS
PI3HMX TOKA3HUKIB TIpU JIKYBaHHI JIOPOCJUX 3 KJIa-
cuunoio BITH3. IMurannsa TART 06rosopioerbes
HIzKYe (JIUB. po3/ia 6 Ipo TpuBae JIiKyBaHHS ).

5. JIKYBAHHSI HEKJIACUYHO{
BPO/IZKEHOI IITEPILIA3I
HAJTHUPKOBUX 3AJI03

5.4. Jlitam Ta migmiTkaM i3 HeKJIaCUYHOI0 BPO/-
JKEHOIO TilepIia3ielo HaJHUPKOBUX 3aJi03 i3 He-
BiZITTOBITHO paHHIM ITOYATKOM Ta MIBUIKUM ITPOTPe-
cyBaHHAM 1ry6apxe abo KiCTKOBOIO BIiKy Ta Yy IiJIT-
KiB, SIKi MalOTh SIBHI 0O3HAKM BipmJIi3ailii, Mu TpPOIIO-
HYEMO TPW3HAYATU Tepariio TJIIOKOKOPTUKOIIaMu
2®@®00).

Texniune 3ayeadicenns: pU3NKU Ta epeBaru Tepa-
il MIIKOKOPTUKOIZAMHE CJIijl PO3IJISIHYTH Ta 00r0BO-
PUTH 3 CiM’€I0 TAITIEHTA.

5.2. BescuMITOMHUM HeBariTHUM ocobaM 3 He-
KJIACUYHOIO BPOJIKEHOIO TillepILIa3iero HaIHUPKOBUX
3aJ103 MU He PEKOMEHIYEMO TEPAIIiio TITIOKOKOPTUKO-
inamu (1/@®@0).
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Tabamug 5

KopucHictb pi3HMX noka3HUKiB AAst MOHITOpUHTY BITH3

MaujieHtn Moka3Huk ®isionoris LliAi Ta komeHTapi
. BiA HM3bKOro A0 HOPMAABHOTO
PeHiH naazmm Craryc 06’emy A roA b !
aKwo 6e3 rineprexsii

Kanain 3amicHi MK MeTa — Hopma

Hatpin 3amicHi K i MK MeTa — Hopma
Vei BiKOBI TOCTEPOH raAbHi aHApOreHu Ta — HOPM: AM3bKO HOPMM

Tectoctepo 3ara aHapore MeTa opma abo 6AM3bKO HO
rpynm . [MepeBa>kHO HAAHMPKOBOIO
by AHAPOCTEHAIOH P AHID MeTta — Hopma a6o 6AM3bKO HOPMU

MOXOAXKEHHS!
TA06yAM, WO 3B'513y€ oo Al PO3PAXYHKY BiAbHOTrO
YA, L 4 TectocTepoH-3B’93yBaAbHMI GIAOK A 1 PO3PAXYHKy
cTaTeBi FOPMOHM i 6IOAOrYHO aKTMBHOIO TECTOCTEPOHY
. . HopMaAbHMI1 NOKa3HWK CBIAUYMTD
170HP BapiatuBHicTb b . . A
NMpo HAAMIpHE AiKYBaHHS
TecTOCTEDOH HaaHupKoBOro abo roHaAHoro IHTepnpeTyBaTH aHOMaAbHI 3HAUYEHHS! B KOHTEKCTI
P MOXOAKEHHS PIBHIB FOHAAOTPOMIHIB | AHAPOCTEHAIOHY
. [oHaaoTpONiHK CTaH roHaaHoi oci Hwu3bKi cBiaAYaTb NPO NOraHnii KOHTPOAb
YonoBiku 0
. epeBaXKHO HAAHMPKOBOIO
AHAPOCTEHAIOH p AHMP Meta < 0,5 x TectocTepoH
MOXOAXKEHHS!

AHani3 cnepmu DepTUAbHICTb Meta — Hopma

Kinku [NporectepoH Koam niaguuienni, To nepeBaxkHo  Meta < 0,6 HI/MA (< 2 HMOAB/A) AASE XKIHOK,

y (DOAIKYASIpHIN dpasi

HaAHMPKOBOIo NOXOA KEHH4A

gKi HamaraloTbCsl 3aBariTHITU

5.3. XBopuM i3 HEKJTACHYHOIO BPOJZKEHOIO Tirep-
J1a31€10 HAJHUPKOBUX 327103, SIKi B MUHYJIOMY OTPH-
MyBaJI JIIKYBaHHSI, MU IPOIOHYEMO CIPOOYBaTH
MPUITUHUATH TEPATIiIo, KOJU BOHU JOCSATHYTH 3POCTY
nopocyol mopauHu abo YCYHYTI 1HIIL CHUMITOMHU
2l@®@®0).

3.4. [lopocuM KiHKaM i3 HEKJIACUYHOIO BPOJIKe-
HOIO TilepIyia3ieio HaJHUPKOBUX 3aJI03, SKi MaioTh
HENPUUHATHY JJIsi HUX TirepaHzaporeHio a6o 6es-
TJTZ/IST, MW TIPOTTIOHYEMO JIIKYBaHHS TJIIOKOKOPTUKOI-
namu (2/@@00).

5.5. st GiIbIIOCTI OPOCIUX YOJIOBIKIB i3 HeKIa-
CUYHOIO BPOJIKEHOIO Tilepriiazieio HaJHUPKOBUX
3aJ103 MU TIPOTIOHYEMO JIiKapsiM TOJIOBHUM YMHOM He
MPU3HAYATA MIOJAEHHY TJIIOKOKOPTUKOIJHY Tepariio
(2l@000).

Texniune 3aysascenns: BUKIIOUECHHS CTAHOBJISITh
Gesmutig, testicular adrenal rest tumors ' abo myxJim-
HU HATHUPKOBUX 3J103, & TAKOK (DEHOTUIIH, TPOMiXK-
Hi M)XK KJTACHYHUM Ta HEKJIACMYHUM (DeHOTHUTIAMHU.

3.6. IlamieHTam i3 HEKJIACUYHOIO BPOJKEHOIO
rileprviasi€io HaJHUPKOBUX 3aJ103 ITiJl 4aC BEJUKHUX
oriepalliif, TpaBM YW IOJIOTIB MU TIPOMOHYEMO 3a-
CTOCOBYBATU CTPECOBE JIO3YBAHHS T'iJIDOKOPTUIOHY
JIMIe B TOMY BHUIQIKY, SIKIIO MAIiEHT Mae cyboI-
tumanbiy (< 14—18 mxr/mi, < 400—500 nmosb,/ 1)
BIZIIIOBIZIb KOPTU30JIy Ha KOCHHTPOIIIH a60 ATPOreHHe
IpPUTHiYeHHsT HaAHUPKOBUX 3a7103 (2/@000).

Texniune 3ayeancenus: Jialla3oH JIAHO IS I'pa-
HUYHKUX MeK KOPTU30J1y, BPaXOBYIOUH OiJIbIITY CrIeiu-
(iky HOBUX aHaMI3IB KOPTU3OTY (/IMB. HUXKYE).

ExcneprHa aymMKa IpUILycKae, 1o st ocib 3 6es-
cumntomaoio HKBI'H3 Tepamiss He Bumpasmana
[230, 231]. KomiTeT 3 HanMcanHs HACTAHOBU TPOIIO-
HYE JIIKYBaTH JIiTell 3 HeHaJIe;KHO PaHHIM BUHUKHEH-
HIM OBOJIOCIHHSI Tijla 1 CTaTeBUM 3allaXOM TiJIbKU
KOJIM KiCTKOBE JI03PiBaHHS JOCTATHHO IPUCKOPEHE,
11100 HEeraTuBHO BILIMHYTH Ha MalOyTHiil spict. 3a
HAasgBHOCTI mepeayacHoro mybepraty Ge3 BUIEpei-
JKeHHS KICTKOBOTO BiKY KJIIHIITIUCTH MOKYTb BiJIMOBH-
THUCS Biji JIKyBaHHS i PETEJbHUM KOHTPOJEM.
Y niamiTkiB 3 HeperyJSpHUMM MEHCTPyallisiMu Ta
aKHe CUMITOMU 3a3BUYAil TTOJTIITYIOTHCS MTPOTITOM
3 micaniB mikyBanus 'K, Tozi sk pemicist ripcyTuamy
Oiabin ckiaana Ha Monotepamnii TK. §Ik i 3a iHmmx
AHJIPOTEHHUX PO3JIAJiB, OPaJbHi KOHTPAIENTUBU 3
anTHaHaporenamu abo 6e3 HuX €, IMOBIpHO, HaliKpa-
UM TXO/I0M I/ JTIKYBaHHS TIPCYyTU3MY B JKiHOK 3
HKBTHS3 [171, 207, 232, 233]. [/lsna naIienTis, sKi
OTPUMYBAJIM JIIKYBaHHS B AUTUHCTBI a60 M TKOBO-
My Billi, MOKe OYTH HOIIJIBHUM POSIJSHYTH MOJKJIH-
BiCTh 3MeHINIeHHs 1 punnHeHHs JikyBanus ['K mics
JOCSITHEHHSI 3POCTY, GJIM3BKO /10 JOPOCJIOrO.

Axmo xinka 3 HKBI'H3, gaxa He orpumysama
gikyBanus T'K, crana BaritHow, To ii He HOTPiGHO
JIIKYBaTH IIiJ] 4ac BariTHOCTI. /[Ba peTpocnekTuBHUX
JMoCTiKeHHs BariTHOCTel cepen kinok 3 HKBI'H3
BUSABWJIM, IO OIJBIIICTh BariTHOCTEH HacTaBaId
no piarsoctuku HKBI'H3 y wmarepi [234, 235].
Jlikysanns 'K mpoBoaniocs ais iHgyKyBanus dep-
tusbHOCTE y 23 % [234] i 42 % [235] Bumnaakax.
OG6uzBa NOCHIIKEHHS TTOBIIOMUIN PO IiABUILEHY

' Testicular adrenal rest tumours (TARTs) — ue Ao6posikicHi AKTI-3aAeXHi MyXAMHM, SiKi BUHMKAIOTb Y YOAOBIKIB 3 BPDOAXKEHOIO TiMeprAasieio HAAHUPKOBMX 3aA03,
i SKLLLO TX He AiKyBaTM, BOHU MOXYTb 3HULIMTU TKAHUHY S€4OK. [pUrHivyBaAbHe AiKyBaHHS KOPTUKOCTEPOiAAMM MOXKE MPU3BECTU A0 Perpecii UMX MyXAWH s€YKa.
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YacTOTy BUKU/HIB Y ~ 25 % THX, XTO HE OTPUMYBaB
I'K,iy 6 % tux, xT0 orpumyBaB ['K. Tpere mocmimken-
HsI He BUSIBAJIO Pi3HUII B 9aCTOTi BUKUIHIB MiXK JKiH-
kamu, gki orpumyBanu ['K i gki He sikyBanucs, aje y
nepuioi rpynu OyB KOPOTIIHii yac 10 3auarts [236].
TakuM 4WHOM, KIHKH, 10 CTPAKAAIOTh HA HETUIiI-
HICTh, MOKYTb OTPUMATH KOPUCTH Bij JikyBanus ['K
JU7IST 3a4aTTs Ta M TPUMKH BariTHOCTI.

Hagasni nani Bkasyiors Ha Te, o TART y vomnosi-
kiB 3 HKBI'H3 naassuuaitno piakicui [237]; oTxke, y
IUX Y0J0BiKiB mpodimakTuunuii mpuiiom 'K me
BUIIpaBIaHuii. BificyTHI 0Ka3M KIIHIYHO 3HAUYIIO-
ro gedinury KopTtHszoy abo HaAHUPKOBOI KPHU3U
npu HKBI'H3, i Mmu He mpomonyemo 3amicHy Tepa-
miro y HesikoBaHux panime oci6 3 HKBI'H3 mix yac
TSAKKOTO CTPECY, SIKIMO B HUX He GyJo 3ahikcoBaHo
cyOHOpMaJIbHY BiANOBIAb KOPTU30Jy IIiJ 4Yac iia-
THOCTUYHOI CTUMYJAIii KocuHTpominoMm. /[lesdki
ocobu 3 HKBTH3 (60 % B 0oaHOMY HEBETHKOMY
JIOCJTI/IKeHH1) TMOKa3ajiu HeaJeKBAaTHY Peakxiiiio Ha
CTUMYJISII0 KOCHHTPOIIIHOM, ajie ’KOJeH He MaB
SIBHUX €IMi30/liB HaJHUPKOBOI HemoctaTHOCTi [171,
238, 239]. [lianasoH cut-off KOpTH30Jy 3a3HAYAETD-
cs 9K 14—18 MKT /7171, 9acTKOBO BHACJIiIOK BapiaTUB-
HOCTI JI00YJIiHY, 1[0 3B’s13y€ KOPTHKOCTEPOIAM, a
TAKO’K TOMY, 1[0 HOBI aHaJIi3u 3 Oi/bIIot0 crierudiv-
HICTIO IAf0Th HUKYI TOKa3HUKH [240].

Oco6u 3 redorunamu P30L/null i geskumu myra-
isIMI de 10v0 CKIAA0Th TPOBIEMATHIHY TTOMYJIs-
1i10, OCKiIbKK iX Gioximiuni Ta Kiiniyni (heHoTUIN
MEPEBUIIYIOTh KJIACUIHY/HeKJIacuuny Mexy. Jleski 3
IUX TAIEHTIB OTPUMYIOTh KOPHUCTh Bifl XPOHIYHOI
Teparnii HU3bKIUMU JI03aMU TiIZIPOKOPTU30HY

6. TPUBAJIE JIIKYBAHH? ITAIIICHTIB
I3 BPO’KEHOIO I'TIIEPIIVIA3IEIO
HAJTHUPRKOBHX 3AJI03

Iepexia 10 AOPOCIIOi METUYHOT TOTIOMOTH

6.1. IMamientaM-miamiTKaM 3 BPOIKEHOIO Timep-
IJ1a31€10 HAIHUPKOBUX 3aJI03 MU ITPOITOHYEMO TOYa-
TH TIePEeXif] 10 JOPOCTIOl MEAMIHOI TOTIOMOTH 32 KiJlb-
Ka POKIB /10 BUXOMY 3 AWTAYOI €HJOKPUHOJIOTII
(2@000).

Texniune 3ayeascenns: 1ij 4ac 1bOTO MEPEXOIY
MU PEKOMEH/[yEMO BUKOPHUCTOBYBATH CITLJIBHI KJIi-
HIKH, JI0 SIKUX BXOJATb [UTHYi, PENPOAYKTHUBHI Ta
JIOPOCJIi €HJIOKPUHOJIOTH Ta YPOJIOTH.

6.2. /liBuaTkaMm-TiATiTKaM i3 BPOJKEHOIO Timep-
IJ1a31€10 HAIHUPKOBUX 3aJ103 MU ITPOITOHYEMO BU3HA-
YyaTy TIHEKOJOrIYHMIT aHaMHe3 Ta IIPOBOANTU 0bCTe-
JKeHHs1, 100 3abesneynTH (QYHKIIOHAIBHY KiHOUY
aHaToMifo Ge3 BariHaJbHOTO CTEeHO3y abo MOPYIIEHb
MeHcTpyaibHoi GyHkiii (2/@@00).

Joxa3su

Kinbka ormsmis, ajie He KOHTPOJBbOBAHUX TOCJIi/I-
JKeHb, OTTUCYIOTh, SIK repeBectu marieHTis 3 BIH3 3
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MeIiaTPUYHOTO 10 [opocyoro faorssy. Hanri mporio-
3ulil 6asyloThcs Ha KJiHIYHOMY AocBiai [241—244].
Hopocai xinku 3 BI'H3 wacto 3ragyiors Bi3uTH B
JIUTUHCTBI /10 CBOTO JKapsd $K BUCOKOHAB SI3JIMBI.
Taxkmm yuHOM, TIiCJIsSI TIPOBEAEHHS IEPINOi Oolleparrii
KJIHILIMCTH TIOBMHHI YHUKATH ITHEKOJIOTIYHIX 00CTe-
JKEHb, SIKIO0 a00 JIOKH NAILli€HTKA He 3a3Ha€ 3aTPUMKHU
a6o GoJIICHUX MEHCTPYaIliii, 3alJIAHOBAHOI CEKCyallb-
HOI aKTUBHOCTI 200 BariTHOCTI.

Jisuara-mimitkn 3 Bipuiizyiouoio BIH3 nosunHi
3BepraTHcs 0 JiKaps-TiHekosora Ta/abo AUTS4oro
xipypra/ypoJiora Jjist TIPOBeIE€HHST OOCTEKEHHS Cev0-
CTaTeBOl CUCTEMH, KOJIU Iie HeoOXiIHO, i3 cenatiero abo
anecresieio. IMamienTka i, skuo HeoOXiaHo, ii poauHa,
HOBUHHI 0OroBOPUTH, YK IOTPiOHA onepaltis. Y Biamo-
BiIHUII yac MeANYHa/XipypriyHa KOMaH/a, /10 SIKOi,
B ijleasti, BXOJUTh PENPOAYKTUBHUI €HIOKPUHOJIOT,
[OBUHHA OOrOBOPUTH ITUTAHHSI CEKCYaJbHOI aKTHB-
HOCTI, KOHTparemnilii Ta ¢epTUIbHOCTI. AKyliepu
[MOBUHHI 3HATH, 1110, He3BaKaoun Ha ~ 90 % Bumajkis
HOPMaJIbHOI BariTHOCTI, KiHKW 3 Kiacmunoio BIH3
MaioTh HU3bKy (epruabnicts (0,25 HapomKeHUX
JKUBUMM Ha OfHY KiHKY ripotu 1,8 y 3arasnpHiil morry-
gisii) [225]. Tlpu HKBTH3 72 % BaritHoCcTel 3aBep-
IITYIOTHCST HAPO/IPKEHHSIM KUBOI IMTHHY [236].

[TocTymoBuii mepexi MiATITKIB /10 IOTIOMOTH JIJIsT
JIOPOCIUX ijIeaJlbHO JI03BOJIUTH KOHCOJIIZIyBaTH CTO-
CYHKHU TIaIli€EHTA 3 JIOPOCIUM JIiKapeM 10 TOTO, SIK
MAIiEHT TPUITMHUTH CBOI CTOCYHKHU 3 JIUTSYUM €HJIO-
KPUHOJIOTOM, SIK TIpaBuJio, mmicys 18 pokis. Ha mpomy
eTar malieHTaM CJiji HaraJ[aTy Mpo BasKJINUBICTH TIPO-
nosxeHHs gikyBanus ['K. [Torana meqnyana npuxuib-
HicTh cepen popocaux 3 BIH3 crpusie mempecii Ta
MiABUINEHHIO cMepTHOCTI [245]. HeoOxigHo posris-
HYTH IPOBEAEHHsI BUMIPIOBaHHS 06a30BOI MiHepasib-
HOI 1isbHOCTI KicTkoBol TKanuan (MIIK), a y gosio-
BiKIB — YJIBTPa3BYKOBOTO JIOCTI/IKeHHS sieuok. Moutogii
YOJIOBIKHM MOBMHHI OyTH 10iH(MOPMOBaHI 100 PU3H-
Ky BuaukHeHHss TART (auB. po3mia 6.5).

Tenernyne KOHCYJIBTYBaHHS

6.3. Mu pexomMeHyEMO MEIMYHUM IIPAIliBHUKAM,
SIKi ToiH(OpPMOBaHI MOAO0 BPOKEHOI Timepruiasii
HAJHUPKOBUX 3aJ103, 3a0€3[EYNTH TeHEeTHYHE KOH-
CYJIBTYBaHHSI JIiTSIM 3 BPOJZKEHOIO TillepIiasieio Hai-
HUPKOBUX 3aJ103, MiJJTITKAM, 110 MEPEXOSTh JI0 JI0-
POCJIOl MEJIMYHOI JIONIOMOTH, IOPOCTUM 13 HeKJIacnud-
HOTIO BPOJIPKEHOIO TilepIiazieio Ha[HUPKOBUX 37103
ITi/] Yac JIIarHOCTYBAaHHS, a TAKOK MTapTHEPAM TIaIli€H-
TiB 3 BPO/;KEHOIO TiMepIIa3i€io HaAHUPKOBUX 3aJ103,
AKi IIanyoTh BaritHicTs (1/@@00).

Joxa3u

Tenorun BTH3 i ¢enorun go6pe KOPEIIOIOTS;
cnbminru 3 BIH3 3a3Buyaii, aje He 3aBKIU, MAOTh
HoAiOHI CUMITOMHU 1 CTYyIeHI KiHOYOI Bipuirisarril.
[l IbOTO aBTOCOMHO-PEIECUBHOTO PO3JIaLy iCHYE
25 % sBiporignicTs TOTO, MO0 KOKEH HACTYNHUN
CUOJIIHT yreplie 3aXBOPIIOro XBoporo Oyiae MaTu
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BITH3 i 50 % ifiMoBipHicTh TOTO, 1O KOKEH Oyie
acCUMIITOMHUM HocieM. Ha ocHOBI kiTacmuHO1 yacToTH
BI'H3, mo ckmamae Bix 1: 10 000 1o 1 : 20 000 [23, 43,
44, 52], 1:50—1:71 oci6 y sarajbHiii momyJsiii €
reTepo3urotaMu. BUKOPUCTOBYIOUM cepe/lHE 3HAUEH-
1 1:60 (~2 %), y martienTa 3 kmacuunoo BIH3 Gya
6 siporiguicte 1:120 Maru AUTHHY 3 KJIACUYHOIO
BI'H3. g HKBTH3 maitke 70 % aiarHocTOBaHUX
XBOPUX € CKJIQJHUMHU TETEPO3UTOTAMU, IO HECYTh
OJIMH aJieJib, 1[0 BUKJNKae Kinacuuynuii BIH3, 1 onuH,
axkuii sBukimnkae HKBIH3 [171, 246]. Bigpm m’aka
MyTallist 3yMOBJIIOE (heHOTHTI, 1110 03HAYAE HASIBHICTH
y narienta HKBI'H3, ase moromcTBO maiienTa mae
50 % mranc ycmagkysatu asesnp kiacuanoi BI'H3.
TeopernuHo, i 6e3 TeHOTUITYyBaHHsI, 6AThKO YK MaTH 3
HKBTH3 mae pusuk ~1 : 250 MmaT AUTUHY 3 KJIaCH4-
noio BITH3 [(0,7 x 0,5) x (0,02 x 0,5) = 0,4 %|. Onnax
y ZIBOX PETPOCHEKTUBHUX aHaJi3axX HiTel, HapoJKe-
Hux skinkamu 3 HKBTH3, pusuk OyB BUIIMM — Bij
1,5% mo 2,5% [234, 235]. Toxi6ui pusukn Gyau
BUSIBJIEHI y 3MimaHiii rpymi uososikiB 3 BIH3 i
HKBIH3 [247]. 11106 yTOYHUTH PU3UK, 10 ILIAHY-
BaHHsI BariTHOCTI PEKOMEHIYETHCS TIPOBOUTH I'€HO-
turryBanHst CYP21A2.

Koncynpranisa moao ¢pepruibHoOCT

6.4. OcobaM 3 BPOIKEHOIO TiNEpILIA3icio Hajl-
HUPKOBUX 327103 Ta MOPYIIEHHSIM (HhePTUIBHOCTI MU
MIPOITIOHYEMO 3BEPHYTUCS IO E€HIOKPUHOJIOTA-Perr-
poaykTojiora Ta/abo creniajicra 3 GepTUIbHOCTI.
2l@®00)

Hoxasu

Y vomosikiB 3 BITH3 uacro ctpaxmae dbepTuinb-
HicTb [226, 237, 248—250]. [lo 3araimpuux (hakTopis,
[0 CHPUSIOTh O30 YOJOBIKIB, HajleKaTb
HagBHicTh TART, mpurHiueHHs rOHAIOTPOTIIHIB i Tec-
TUKYJISIPHA HEIOCTATHICTh. 3a JAHUMH OIHOTO [I0-
caimkenns yonoBiku 3 BITH3, mapokeni micis BBe-
JIeHHSI HEOHATATbHOTO CKPUHIHTY, MaJil HOPMAJbHY
(beprumbricTs [247].

[Hommpenictp TART y XxJiomuukiB 3 KJIaCMIHOIO
BI'H3 BikoMm Bix 2 1o 18 pokiB KomuBaeThes Bif 21 10
28 % (227, 251); icHye MaJIo IOCi/IKeHb, 0 OIHCY-
1ot TART y uonosikiB 3 HKBITH3. [Tonmmpenicts
TART 306isblyeTbcst 3 BiKOM, ajie 3HAYHO Bapiioe y
yosioBikiB 3 kyacuyHoto BIH3. i myxsmamM yacrto
3a3HAIOTh perpecy 3a iHTeHcUBHOI ['K-Teparii, aKkio
BOHM BuUsiBJeHI pano (mwB. posxin 6.13) [252].
Hagshicte TART e npenukropoMm Gesruimus [226,
248, 253]. IommpeHicTh MUX ITyXJIHH KOJUBAETHCS B
Mmeskax Big 0 10 94 %, 3ayeskHO Bijf MOCTIIKYBAHOI
nomyssii [254, 255]. TART 3asBuuaii HeBesuki i
JBOCTOPOHHI, He HaJbIYIOThCS, aje JIeTKO BHIBJI-
ioTbest ipu Y 3/1 [227, 251]. TART ne maiorsp 3J105-
KICHUX O3HaK, ajle MOKYTh TPU3BECTU 110 OOCTPYK-
TUBHOI azoociepmii Ta 6esmipus [248]. Konn myxJu-
HU He pearyioTh Ha iHTeHcuBHY Teparniio 'K, moxxHa
BUKOHATU €KCTPAKIIIIO TECTUKYJISIPHOI criepmu [256].
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Cymipecis cexpeltii TOHAIOTPOITIHIB BUCOKUMHU PiBHSI-
MU HaJ[HUPKOBUX aHPOTEHIB TaKOX Toripiiye dep-
THUJIBHICTH, I1l€ OYEBH/HO, KOJIM CIIiBBiJIHOIIEHHS
AHPOCTEHAIOH-TecTOCTEpOH > 2. Jlist 30epesKeHHs
depTUIbHOCTI BapiaHTOM MOKe OyTH GaHK CIIEPMH.
B oxHOMY mOCTIZKEHHT OYJI0 TOKa3aHO, 110 YOJIOBIKI
3 BTH3 majiu MeHie ctabiibHUX TeTePOCEKCyalb-
HUX 3B’S3KiB, HI’)K KOHTPOJIbHA TPyIa Bi/IITOBITHOTO
BiKy [255], Tozi K Gijibll HOBI JaHi He IOKasaiu
TaKUX BIZIMIHHOCTE! Yy BIIHOCHHAX, ajie 3a3HAuYMJIN
3HUIKEHHS CEKCYaJIbHOI aKTUBHOCTI Cepejl YOIOBIKiB 3
BI'H3 [247].

Kinpka mocmimkeHb Mmokasasu, MO 3 Pi3HUX TPH-
YUH JINIIe MEHIIICTh JKiHOK 3 kjacuunoo BIH3
HamararooTbes 3aaritHiTu [225, 257]. Ti, xto OGaxae
3a4aTH, MOXKYTb JTOCSTTH Maiizke HOPMAJTbHOT YaCTOTH
BariTHOCTI 32 paxyHOK onrtumizaiii JikyBansas 'K ra
MK 3 aziekBaTHOIO cyIpecieio mporectepony y ¢ouri-
KyJisipHiit dasi (< 0,6 Hr/mua = 2 HMOJIb/J1; TabJ1. 5)
[225]. Dakropu mo3a BTH3, Taki sik HenmpoxiaHicTh
TpyO i €HAOMETPiO3, MOKYTh CHPUATH OE3MIILI0 i
HnoBUHHI OyTH yeyHyTi. ITyXJIMHN ICUHKKIB 3 agpeHa-
JIOBOi TKAaHWHU BUSBJSIOTHCS 3Pi/iKa, MOPIBHSHO 3
TART [258]. @eprusbricts y koutekcti HKBI'H3
00roBoproeThest B posaiai 5. IHAYKIis oByJALil Ta
eKCTpaKopIiopajbHe 3aIlIigHEeHHS, a TaKOoX 1HIII
JIOTIOMIKHI PEIPOAYKTUBHI TEXHOJIOTIT MOKYTh OyTH
POSTJISTHYTI JIJIST KIHOK, Y SIKUX I1i 3aX0/{1 BUSBJISIOTh-
ST HEJIOCTATHIMU.

Benenns Bpo/KeHoi rinepiuiasii HaJHUPKOBUX
3aJI03 Ta HEKJIACHYHOI BPO/I?KEHOI rinepuiasii
HA/IHUPKOBHX 3aJI103 il YaC BariTHOCTI

6.5. Mu pexoMeHIYyEMO JKiHKaM 3 HeKJIaCUYHOIO
BPOJKEHOIO TilepIlia3ielo HaAHUPKOBUX 3103, SKi
HerriHi abo MaroTh aHaAMHE3 MOIEePeIHbOr0 BUKUII-
Hs, JIIKyBaHHS TJIIOKOKOPTUKOIZIOM, SIKUW HE TIPOXO-
auThb yepes mnanenty (1/@@00).

6.6. BariTHuM :KiHKaM i3 BPO;KEHOIO TilePILIa3i€ro
HaJHUPKOBUX 3aJ03 MU PEKOMEHIYEMO OyTH I
HAIJISIOM €HJOKPUHOJIOra, 00I3HAHOIO OO0 BPOJI-
JKeHoi Timepriiazii HagHupkoBux 3ano3 (Hexkma-
cudikoBaHe TOJI0KEHHS HATEKHOI IIPAKTUKH ).

6.7. JKinkaMm i3 BPOKEHOIO TillepIIa3i€ro HaIHUP-
KOBUX 3aJ103, SIKi CTAIOTh BariTHUMH, MU PEKOMEH/LYEMO
ITPOJIOBKYBATH JIIKYBAHHSI JIJIsl BariTHUX TiJIPOKOPTH30-
HOM/TIPE/THI30JIOHOM Ta (hIIy[POKOPTU30HOM 3 KOPEeK-
€0 JIOBYBaHHS, SIKIIO 3'SIBJSIOTHCS CUMITOMH Ta
O3HAKM TJIIOKOKOPTHKOiHOI HepocTatHOoCTi (1/@B00).

Texniune 3ayeadicenns: KJIHIIMCTA TTOBUHHI OITi-
HIOBATH HEOOXIAHICTH 30LIbIIEHHS 03U IJIIOKOKOP-
TUKOI/LY TIPOTSATOM JPYroro abo TPeThbOro TPUMECTPY
Ta BBOJMTH CTPECOBY JI03Y INTIOKOKOPTUKOI/IB TIi/1 4ac
TTOJIOTB.

6.8. JKinkam i3 Bpo/KeHOIO TilepIiiasieio HaHup-
KOBUX 3aJ103, Ki BariTHI 200 HaMaraloThCs 3aBariTHi-
TH, MU HE PEKOMEH/[yEMO 3aCTOCOBYBATH TITIOKOKOP-
TUKOIJIH, SIKi IIPOXO/SATD Yepe3 TIAIEHTY, HAlTPUKJIA/I,
nexcamerason (1/@@00).
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6.9. Mu paaumo, mo6 11aH HOJIOTiB BariTHUX Ki-
HOK i3 BPOJIKEHOIO TiTIepIIa3ielo HaIHUPKOBUX 37103
BKJIOUaB crerfianicta akyniepa (Hexmacudikosane
MOJIOKEHHST HAJIE’KHOT TIPAKTUKN ).

Hoxasu

PiBHi aHAPOreHiB 1 KOPTU30JIY MOCTYIOBO 301IbIIy-
I0THCS I1/] Yac BariTHOCTI BHACIIZOK 301/IbIIEHHS PIBHSI
IJI00YJIiHY, 110 3B'SI3y€ CTaTe€Bi FOPMOHH, & TAKOK TJI0-
OyJiiny, 10 3B’a3y€ KopTukocrepoiau. IlianeHtapHa
apoMaTu3allis 3a3BUYAil 3aXUINA€E LTI/ BiJl MTOTEHITIH-
HUX BIpUTi3younx eeKTiB MaTePUHCHKIX aH/[POTEHIB
[259]. Marepuncokuii 170OHP migsuiyerbest 3a HOp-
MaJIbHOI BariTHOCTI 1, OTsKe, He MosKe OyTH BUKOPHCTA-
Huli 7711 MoHiTopuHnry JjikyBanHsa ['K. Bucoki pisHi
IIPOTECTEPOHY TTiJ] YaC BariTHOCTI MOKYTh KOHKYpYyBa-
T 3a perentop MK, 1o teopernuno sumarae 36i1b-
HIeHHsT /103 (QIyAPOKOPTU30HY, MPOTE MOKJIUBICTD
IIbOTO He BMBYeHO. KiTiHiUCTH He TTOBUHHI BUKOPHC-
TOBYBATH JIJIs JlikyBaHHs BaritHux 3 BITH3 nekcame-
TasoH abo iHII CTepoinH, sKi He IHAKTHBYIOTHCS I1JIa-
nentapuoio 11p-HSD2. Bixcyrni gani i Hemae 3arajib-
HOTIPUIHATUX PEKOMEH/IAIlIN 00 KOPUTYBAHHS /103
I'K mix gac BaritHoCTi. Hecmerudivuni cummntoMu Haj-
HUPKOBOI HEJIOCTATHOCTI, 30KpeMa TOCTypaJibHa Tillo-
TEH3is i BTOMA, MOXKYTb PO3BUHYTHCS TIiJ[ 4ac BariT-
HOCTI, ajie He € YHIKaJTbHUMU JIJIS JKiHOK 3 KJIACUYHOTO
BI'H3. [losu TK Tta/a6o (GuyapoKOpTH30HY MOKYTh
OyTH 301IbIIEH] TIPY BAHUKHEHH] TAKUX O3HAK 1 CUMII-
TOMIB. Y IUX BUIAAKAX YaCTO KOPUCHUM € 301LIbIIEH-
us nosysanus ['K ma 20—40 %, nounnaioun 3 24-ro
tiokast [215]. Tlix gac mosroriB ¢Jii; BBOAWTH CTPECOBI
no3u 'K, ane BiJICyTHI KOHTPOJIbOBAHI JIOCIIi/IZKEHHST
o710 ix omTuMasibHOTO /03yBaHHsA. sKinku 3 BITH3
MOKYTh MaTH BUINUII PU3MK recraiiiiHoro miabery
[257, 260]. Takum dyrHOM, KJIHIIIMCTY TOBUHHI KOHTPO-
JIIOBATH TOJIEPAHTHICTD JIO TJIIOKO3U SIK TIOKA3HUK KJIi-
HIYHOI OIIIHKY MPOTITOM yci€el BariTHocTi. [lsig BariT-
Hux 3 BTH3 sikyBatHst 10BUHHO Oy TH 1HAMBILyaiz0-
Bano. KecapiB po3TuH € HaWMONIUPEHIIINM METOIOM
MOJIOTIB  YHACJIZIOK BUCOKOI TIOMIMPEHOCTI TIOMepes-
HBOI BariHaJIBHOI XIpyprii i AMCIPOIIOPIIi PO3MIPIB
Tasa i rOJIBKK IJIOJQ, XO4a BariHaJbHi 11OJOTrH OyJiu
3apeectpoBati y 16—42 % sKiHOK, MailzKe BCi 3 SKMX
masi erorunr 6e3 Brparu coi [225, 257]. CkianHo
3pOOUTH OCTATOYHI BUCHOBKM 100 HEOOXigHOCTI
tepamii 'K y xinoxk 3 HKBI'H3, rpynrytouncs Ha
oOMeskeHnX JaHux [234—236]; oHak JIiKyBaHHS MOXKe
npuHecT Kopucthb kinkam 3 HKBI'H3 i3 Gesiurigasam
a60 3 anamue3oM BuKuHs. [TogiOHi IpUHIMIIN BegeH-
HS BariTHOCTI 3aCTOCOBYIOThCS /10 skiHOK 3 HKBI'H3,
stki oTpeOytoTh JikyBarHs ['K i yac BaritHoCT.

Harnsp 3a BijiasieHUMH yCKJIaTHEHHSIMHI

BPOJI’K€HOI TinepIuiasii Ha/IHIPKOBUX 3aJ103

Ta iX JiKyBaHHS

6.10. ITamienTam i3 BpoasKeHOTO TilepIIasieio Hal-
HUPKOBMX 3aJ103 MU IIPOIOHYEMO paguTu 00MpaTh
3I0POBHIL CrOCi6 JKUTTS Yy PAHHBOMY BIlli JUIST TTif-
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TPUMKHU iHJIEKCY Macu Tijla B MeKaxX HOPMaJbHOTO
JianasoHy, mob YHUKHYTH MeTaboJIuHOTO CHHIAPOMY
Ta cymyTHix Haciakis (2/@000).

6.11. Mu mponioHy€eMO TIPOBOINTY CKPUHIHT MiHe-
PaJIbHOI TIJTBHOCTI KiCTOK TOPOCJUM TIaIliEHTaM i3
BPOJKEHOIO TillepIlyia3ielo HafHUPKOBUX 3aJ103, SIKi
OTPUMYBAJIM TPUBAJUHN TEPiOJ] TIOKOKOPTUKOIIN B
JI03aX, BUILUX 3a cepellHi, abo 3a3Ha/IN HETpaBMaTHy-
Horo nepesnomy (2/@000).

6.12. Mu He peKOMEHYEMO JIOPOCIUM 3 KJIach4-
HOTIO BPOJIPKEHOIO TilepIyiazieio Ha[HUPKOBUX 327103
[IPOBE/IEHH IJIAHOBMX BisyasrizalliiiHux o0cCTesKeHb
HazHupKoBux 3a7103 (1[@000).

Texniune 3ayeaxrcenns: NPOBOJAUTH Bidyasisalliii-
Hi 00CTe)KeHHsI HAIHUPKOBUX 3aJ103 Y JIIOJEi 3 KJa-
CUYHOIO BPOJIKEHOTO TillepIlIa3i€io Ha[HUPKOBUX 3a-
J103, SIKi MAIOTh KJIIHIYHI O3HAKY TYXJIUHU HAJHUPKO-
BO1 3aJI03H, IMOTAHUN KOHTPOJIb 3aXBOPIOBAHHS, ITPU-
[UHEHHS JIKYBaHHS IIPOTATOM KiJIbKOX POKIB abo
Bi/ICYTHICTH BiZIIIOBi/li HA iHTeHCH(IKOBaHY Tepariio.

6.13. YosroBikaMm i3 KITaCUIHOIO BPOXKEHOIO Tilep-
IJ1a31€10 HAIHUPKOBUX 32J103 MM PEKOMEHIYEMO TIPO-
BOJIUTHU TIE€PIOJAMYHE YJBTPA3BYKOBE IOCJi/KEHHS
gedok s oninku possutky TART (1/@@00).

6.14. IlamienTaM i3 BpoI;KeHOIO TiePILIa3i€io Hal-
HUPKOBUX 3aJI03 MU HE PEKOMEH/IYEMO ITPOBOJUTU
IJIaHOBe 00CTEKEeHHSI Ha ceplieBy 1 MeTaboJiuHy Ha-
TOJIOTII0, KPIM PEKOMEH/IOBAHUX JIJISI 3araJIbHOTO Ha-
cenenns (1/@@00).

Texniune 3ayeasncenns: KJIiHIUCTU TTOBUHHI BU-
KOPHUCTOBYBATH BJIACHE CYJKEHHS 100 HaBEJIEHUX
BHIIIE ITPOIIELYP.

Jloka3u

Y mitelt Ta WiAMITKIB Ha craHmaprTHii Tepamii 'K
st BTH3 BincyThi fokasu mozo 3amkenHss MITTKT,
110 OIIHIOBAJIM 34 JIONMOMOTOIO TO/IBITHOI eHepreTny-
HOI peHTreHiBcbKoi abcopbiiomerpil, HOpMaIizoBa-
HOI 32 3POCTOM, He3aJIeKHO Bijl TPUBAJIOCTI JIIKYBaH-
Hd, ity BukopuctoByBaHoro 'K ta pisas 17 OTTI
a6o anzpporenis [261—263]. Cranmapt morisamy sa
XOPOIITUM CTAaHOM KiCTOK BKJIIOYAE TIPUIOM BiITIOBII-
HO /10 BiKy BiTaminy D i kasbItito pazom 3 GhisnaHuMN
BIIpaBaMU.

Ha BigmiHy Bifi 1IbOTO PETPOCIEKTUBHE JIOCJIi/I-
KeHHSA 62 mopocaux xinok 3 BIH3 mosigomuiio, o
XpOHIUHUI BIJIUB (apmakosorivaux 103 'K moxke
MIPU3BECTH JIO0 BTPATU KiCTKOBOI TKAHWHH, 1[0 CYIIPO-
BOJDKYETHCSI TIJBUIIEHOIO YaCTOTOIO IEPETIOMIB,
MOPIBHAHO 31 3/I0POBUMH KOHTpoJsiamu [264]. [IBa
JMOCTIKEeHHsT BETUKUX KoropT mopociux 3 BIH3
TTOBIZIOMJISIZTA TIPO BUCOKY TIONIMPEHICTh OCTEOIleHii
(T-scores MIIIK, Bigx —1,0 1o —2,5 SD) i momiphe
30isbIeHHsT omUpeHocTi ocreonoposy [202, 203].
36i/IblIeHHS YACTOTU HIEPENIOMIB HE CIIOCTEPIrasocs
[265]. BunuknenHst i TSLKKiCTh BTpaTH KiCTKOBOI TKa-
HUHK He KOPEJIOBAIM 3 TeHOTHIIOM a00 (DeHOTHIIOM
BI'H3, ame BusBmincs TOB'SI3aHUMU 3 TPUBAJICTIO
mgikyBanus TK. Chakhtoura et al. [266] nokasaiu
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HEraTUBHY KOPEJIiio MixX cykymHoto o300 [K i
MIIIK. IIi zani migKpecaTh HEOOXIAHICTh YHUK-
HeHHs HagMipHoro BBy ['K.

Hamaupkosi macu! ypaxaiors Bix 1 10 4 % HOp-
MaJIbHUX YOJIOBIKIB 1 KiHOK [267], a X mMonmpeHicTsh
30isbInyeTbest 3 BikoM [268]. OxHe mocImiKeHHs 3
BUKOPHUCTAHHSIM KOMITIOTEPHOI TOMOTpadii y 10poc-
sux 3 BTH3 noBiziom151710 Tpo BUCOKY TTONTMPEHICTh
JNOOPOSKICHUX TTYXJIMH HAJHUPKOBUX 32103, 0COOJIH-
BO cepell THX, XTO OTPUMYBAB HEA/[EKBATHY Teparliio
'K [269]. KapunHOMM HaJHUPKOBUX 3aJ103 3piaKa
sycrpivatorbest y oci6 3 BTH3 [270], nosigoMisieTbest
Jidtie Ipo OJWH BUNAAOK y autunu [271]. Macushi
Mi€JIONNOMU HAJIHUPKOBUX 37103 PO3BUJINCS Y KiJlh-
Kox gopociunx 3 BTH3 3 HeoOXigHICTIO XipyprivHOro
BUiaeHHs yepe3 Mac-edextn [272]. HemocraTHbO
JaHuX, 006 PEKOMEHIYBaTH PYTHHHUI CKPUHIHT /1151
BUSIBJIEHHST HA/IHUPKOBUX Mac.

litn 3 BI'H3 matoth 6inbimn Bucokuil IMT, Hix
KOHTPOJIbHI, 32 PaxyHOK 301/IbIIEHHS KUPOBOI Macu
[273]. TTpubiusHO MOJIOBMHA TeAIaTPUYHIX XBOPUX
MaloTh HA/TUIIKOBY Macy Tina, a 16—25 % crpaxia-
I0Th Ha OKUPins [273—275]. 3anponoHnoBanuii cuc-
TeMaTUYHUI OIS/l OXOILIIOBAB MeTaaHauis 14 obcep-
BaIlilHUX JOCHTI/IPKeHb 3 ITUPOKUM BIKOBUM liarraso-
HoM (Big 14 micsatiB no 63 pokis, ~70 % < 18 pokiB).
Y mx 14 pocaimpkennsnx 437 nanientis 3 BIH3 mann
nomipHe 30LIbIIEHHS CUCTOMIYHOIO 1 A1aCTOIIYHOrO
apTepiaibHOTO TUCKY (CcepeHi BiZIMIHHOCTI Bi/IIOBIJI-
HO +4,4 Ta +2,4 MM PT. CT.), OI[IHKY TOMEOCTaTHIHOI
Mojiedti incyminopesucrentnocti (+0,5) i ToBmmMHY
inTumMu connoi aptepii (+0,08 mMm) mopiBHSIHO 3
KOHTpoJIbHIMU ocobamu G6es BTH3 [41]. He Oyia
Bif]MiYeHa CTATUCTUYHO 3HAUYYIIA PI3HUI B IIIiKeMii
HaTIle, PiBHI IHCYJIHY, MOKasHUKaX IJIOKO3U abo
IHCYJTiHY Yepe3 2 TOJMHU TTCJIsT HaBAaHTAKEHHS TJT0-
K03010 abo jinigax cuposarku. Jlani 1po cepresi
nozii 6y piagKicHUMHU, 1 GiIbIIiCTD JiTEpPaTypU 30Ce-
pelKyBasiacsi Ha CypOTaTHMX pe3yJibTaTaX. 3arpo-
MMOHOBAHUI CUCTEMATUYHUN OTJISI/I TAKOXK y3aralb-
HUB JI0Ka3K IHMIKMX 0OcepBalliiHuX JOCIIIKEeHb, K
Mpe/ICTaBUIIN JIaHi, 10 He Ti/JIAI0ThCS MeTaaHai3y,
Bryovaioun koropru 3i IIsewii, BeaukoGpuranii,
Himeuyunn ta Bpaswuii. I1i qocmiakeHHs mokasamm,
1o Jirou 3 BTH3 Moy Th MaTu GiJibIll BHCOKY YacTo-
Ty rineprensii, rinmepaimigemii, Gibpuisiii mepem-
cepiib, BeHO3HOI TpoMboeMboii, oxkupinms Ta giabe-
ty. Cepesl OCHi/KEeHb, BKIIIOYEHUX /10 CUCTEMAaTHY-
HOTO orysmy [41], BigsHauaBcs PU3UK yTepe/sKeHHS
Bijl HOMIPHOTO /10 BUCOKOIO. 3BajKalouu Ha 301/1bIIeH-
Hd Macu JKUPY B OpTaHi3Mi i MOTEHINal CepieBuX
i MeraboJiYHMX HACJIJAKIB, MU IPOIIOHYEMO DPaHO
HNOYMHATH KOHCYJBTYBAaHHS IHOAO CIIOCOOY JKUTTS
3 METOIO 32100 raHHs UM TEHIEHIIIsIM.

Kinkn 3 BITH3 yacto MaoTh HaJJIMIIKOBY Macy
tima [202, 203, 260], ane namientn 3 BIH3 Bikom

micist 30 pokiB MaJ KMPOBY Macy HOAIOHO IO KOHT-
POJIBHKUX 0Ci0 Takoro » BiKy. Majio XTo MaB Tirep-
TEH3110, CepleBO-CYANHHI 3aXBOpIOBaHHA abo aiader.
Haii6ispr 3HauyIorw MeTaboJiuHOK aHOMAJIIE
GyJia TIOMMPEHICTD recTariitioro aiabery y 20 % xBo-
puX, 1110 JIeNO0 BUINA, Hi3K Y 3arajbHIN OIS, SKa
nepenbavyaerbest y 7—10 %, ane KonuBaerbes Big 1 10
25 % |276].

7. BIZTHOBJIEHHSA ®YHKIIIOHAJIbBHOI
AHATOMII IIJIIXOM XIPYPITYHOTO
BTPYYAHHA B OCIb 13 BPO/IKEHOIO
T'IIEPIIJIA3IE€I0O HA/THUPKOBUX
3AJI03

7.1. Mu pagumo inGopmyBaTu 6aTbKiB ycix iTeit
3 BPOJKEHOIO TillepIlia3i€lo HaJHUPKOBUX 3aJ03,
0c00JIMBO AiBYAT 3 MIHIMAJIBHOIO BIPUIIi3ALi€lo, PO
BapiaHTH XipypTivHOTO JIKYyBaHHS, 30KpeMa 3aTPUM-
Ky HOro mpoBeleHHs Ta/ab0 CIOCTEPEKEHHS, TOKU
nutrHa He ctane ctapmoio (Heknacudikosane nosio-
JKEHHS HAJIe5KHOI TTPAKTUKN ).

Texniune 3ayeancenns: Xipypriuti onepartii TOBUH-
Hi TIPOBOAIMTUCST TiJTbKW B I[EHTPAX 3 /IOCBiYEHUMU
JUTSTIUMU XipypraMu/ypoJioraMu, JUTSIYMME €HJI0-
KPUHOJIOTAMH, JUTSIIYNMU aHecTe3i0IoramMu, (haxiBIigd-
MW 3 TIOBEIIHKN /TICUXIYHOTO 3/I0POB’S 1 TpalliBHNUKa-
MU comianbHoi cdepu. /lo omeparrii TOBUHHI TPOBO-
JIUTHCH TMUPOKI JMUCKYCil MO0 PU3UKIB Ta TepeBar,
CITIJIBHOTO TIPUUWHSITTS PillleHb, OTJISIY MOXKJIUBUX
yCKJIaJHEHb Ta MOBHOI obisHaHoCTi. Bapro BpaxoBy-
BaTU MOKJIMBICTDb BiZIMOBUTHCS BiJ oIepartii.

7.2. Y marieHToK jKiHOYO]i CTaTi 31 3SHAYHOIO BipILTi-
sartieto (puc. 3) MU pazuMo 0OTOBOPUTH PaHHE Xipyp-
riuHe JIIKyBaHHS [IJIS KOPEKIlii ypOTreHiTaJbHOTO
cunyca (HexkmacudikoBane MOJI0KeHHS HaJIeKHOI
npaktuku) (puc. 4).

7.3. 1Ipu JikyBaHHI HETIOBHOJIITHIX i3 BPO/KEHOIO
rinepIiasiero HaJAHUPKOBUX 3aJ103 MU PalMO, 106
yci pillleHHsT Mo/10 XipyPrivHOTO JIKYBaHHS 3aJIUIIIa-
JIUCSL TIPeporaTuBoio ciMeil (To6TO GaThKiB 1 3a 3ro-
JIOTO JIiT€li CTAPIIOTO BiKY) TMIPH CIIJIbHOMY TPUHHSATTI
pillieHb 3 JOCBIJYEHUMH XipypPTiYHUMU KOHCYJIib-
tantamn (HekmacudikoBane mosoxeHHS HajleKHOI
MTPaKTUKN ).

Joxa3su

Bizcytni panjioMi3oBaHi KOHTPOJIbOBAHI JTOCTI/T-
JKEHHS [I0JI0 HalKPaloro Biky abo Kpaliux MeTo-
JIiB BiTHOBJIEHHS (PYHKIIIOHAJIBHOI KIHOYOI aHATO-
Mil 3 BiZIOKPEMJIEHOIO YPEeTPOIo i OTBOPOM ITiXBU B
oci6 i3 BTH3. Ony6aikoBaHa JiitepaTypa Ha Cbho-
TOJIHI CIMPAETHCS HA OI[IHKY B Mi3HbOMY ITi/ITITKO-
BoMy a6o gopociiomy Bili, yacto 20 i 6isnblie pokiB
micys moyatkoBoi omnepaitii. IIpoTsarom mporo vacy
PO3BUHYJINCS METONU Bii/liIEHHST yPOTeHiTaJIbHOTO

! HaAHVIpKOBi Macun, MyXAMHU HAAHUPKOBUMX 3aA03U, adrenal masses — aHomaAbHe PO3POCTAHHA TKAHMHM, O PO3BMBAETHCA B HAAHMPKOBUX 3aA03aXx.
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Bipuai3auis HOpMaAbHUX XKIHOYMX reHiTaAii npu BIH3

b

Puc. 3. AHaTOMisi HXKHbOI YPOreHiTaAbHOI AASIHKM 3a nomipHoi i Tsbkkoi BIH3 (A, b)

BiA3HaUa€eTbCs HM3bKe 3AUTTS B (A), Ae MixBa 11 ypeTpa CXOAATbCS MOBAM3Y WKipW, Ha BiAMIHY Bia (B), Ae 3AMTTS nixBu
M ypeTpu HabAMXeHe AO WuiKM cevoBoro Mixypa [Congenital Adrenal Hyperplasia Due to Steroid 21-Hydroxylase
Deficiency: An Endocrine Society* Clinical Practice Guideline. J Clin Endocrinol Metab. 2018;103(11):4043-4088.
doi:10.1210/jc.2018-01865. ] Clin Endocrinol Metab / Copyright © 2018 Endocrine Society].

CUHYyCa, 10 MPU3BOJAATH JO BiJIKPUTTS MiXBH [0
MPOMEKWHU, IHTPOITOTJIACTUKYU Ta JIIKYBAHHS KJIi-
TOpOMeTaJii.

Buxojsun 3 HAsIBHUX PE3YJIbTaTiB, MU IIPUITYCKAE-
MO, IO JIJIST TAIEHTIB 3 HU3bKUM YPOTEHITAIbHUM
3JIUTTSM MIXBU U ypeTpu (puc. 3) MOCBiIUeH] Xipypru
BUKOHYIOTh MOBHE XipypridyHe BiJ[HOBJIEHHS y pPaH-
HbOMY Billi (BiJOKpEMJIEHHSI YPOTeHITAIbHOTO CUHY-
ca, 3 MPUBEJIEHHSIM IiXBOBOTO OTBOPY B IIPOMEKHHY,
IHTPOITOIIACTHKA 1, SIKIIO OOPaHO, KJITOIIACTHKA)
[277—281]. dust 0cib 3 BUCOKUM 3IUTTSIM (AUB. prc. 3)
Yac orepartii MEHII BU3HAYEHU I, XOUa PETPOCTIEKTUB-
HI JIOCJII/KEHHST TIOBIIOMJISTIOTh, IO PaHHS Xipypris
MA€E MO3UTHUBHUI IOBFOCTPOKOBUI YCITiX MOJIO CTaTe-
BOI (DYHKIII TOPIBHSHO 3 HOPMAJIbHUM KOHTPOJEM
[277—281]. HenoBenena XipypriuHa mepesara Bifl-
KJTa/IeHO1 PEKOHCTPYKIIii MTOJISITAE B TOMY, 11O MOXKYTh
OyTH 3MeHIIeH] PUBHK BariHaJIbHOTO CTEHO3Y 1 Heob-
XIZHICTh IIOZAJIBIIO] BariHaJbHOI Jusaraiii. SKiro
KJTHIIUCTN PO3TISAI0OTH KJIITOPOMETAJIIIO /LIS JIKY-
BaHHS HEMOBJIST i3 CepO3HOI0 BipMJIi3alli€io, TO
nepeBarv paHHbOI MTOBHOI PEKOHCTPYKILii OJISTAOTh
Yy MOXKJUBOCTI BUKOPUCTAHHST HAJJIMIITKOBOI 3arajib-
HOI TKaHWHU YPOTEHITAJLHOIO CHHYCA JIJIsl PEKOH-
CTPYKIIii mepeHboi cTinku mixsu [282]. Cauin yauka-
TU PO3IIUPEHHS CTEHO3Y MiXBH /10 TIOYATKy MEHapXe.

Y mamientku i3 BITH3 Ta 3nauno0 Bipuisali€ro,
SIKill He OyJIO BHKOHAHO XipypriuHOro JIKyBaHHS,
icHye mocTiiiHa moTpeba B CIIOCTEPEKEHH] 32 MOKJIH-
BUME 1H(EKIISIMU CeYOBUBIIHUX NUISAXIB 1 006CTPYK-
11ii MEHCTPYAJIbHOTO CTOKY B II€Pi0J] CTAaTEBOTO JI03Pi-
BaHHS, OCKIJIBKU TiXBa BIAKPUBAETHCS B 3arajbHUN
YPOTeHITaTbHUN CUHYC.

Y neskux xBopux i3 BI'H3, kapiotunom 46, XX i
nosHoto Bipuizaniero (Prader 5/HopmanbHo cdop-

MOBAHUI <«II€HIC»I3 CEYOBUITYCKATHbHUM KaHAJIOM Y
TOJIIBIII) iICHYE CITipHE MMUTAHHS 1010 OITUMATBHOTO
BU3HAUYeHHs cTaTi (AWB. po3mia 9 TWpo TCcuxiuHe
3nopoB’s). Xipypriuna demiHizalig 3 KiHOYOI0 TeH-
JIEPHOTO i/IEHTUYHICTIO € HAJITO CKJIAHOIO BHACJIJIOK
ekcTpeMasibHOI Bipuiizamii. MaiiGyTas depTuib-
HICTh MOXKJINBA SIK Y JKIHKU. SIKIIT0 JK TAI[iEHTKA BUXO-
BYETBCSI B YOJIOBIUIN CTATi 3 HEMOBJISAATH a00 PAHHBOTO
JUTHHCTBA, I 3a100iraHHs TeHepHO-HeBIII0BI1-
HOMY PO3BUTKY TiJia MOKYTb 3HAJOOUTIICS OIlepaliis
3 BHIAJEHHS MaTKU Ta SIEYHUKIB 0 11y6epTaTHOrO
nepioay abo mperapary AJis IPUrHIYeHHsI TOPMOHIB Y
ny6eprarti. [Tatocu i MiHycH KiHOYOro a6o 40JI0Biu0-
IO TEH/IEPHOTO BU3HAYEHHS Ta BIIUBY Ha (epTUIIb-
HicTh MOBUHHI OyTH OGrOBOPEHI BiAKPUTO i BIUEpII-
Ho. [Tocriiine menmune mikysBamusi 'K ta MK Bce
ofHO Oyne HeoOXiAHWM, 1 HOAATKOBUI TECTOCTEPOH
MOKe 3HaJ0OUTHCS IS TATPUMKH YOJOBIYMX BTO-
PUHHUX cTaTeBUX o3HaK. KiHIleBuii 3picT A5 MaIieH-
TiB-40JIOBIKiB OyB O KOPOTIIMM IIOPIBHAHO 13 cepeil-
HiM 3pocToM bGaTbKa.

YeknaHeHHS icsT ypOTeHITaIbHOT PEKOHCTPYKITii
B oci6 i3 BITH3 MoyTh BKJIKOYATH BariHaJbHUII cTe-
HO3, pyOIi crareBux Ty6 abo BXOAY B IIXBY, BTPATy
crateBoi (hDyHKIII, ypeTpasbHO-BariHajibHI (icTyJn,
HeTpuManHs cedi [283]. OzHe peTpociieKTUBHE T0CTi/I-
JKEHHS T/ITBEPANJIO BiJIHOCHE 3HUKEHHS YyTJIMBOCTI
KJTITOPA MicJIs Moro Xipyprii, ajie B iHIMUX JIOCITi/I>KeH-
HsX He 0yJ10 3a(iKCOBAaHO KOJHOIO MOPYIIEHHS CTaTe-
BoI (hyHKIIIT TOPIBHAHO 3 BikoBUMM KOHTpossiMu [ 280,
284—286]. 36iblIeHIIT KJIITOP, IO CIIOCTEPIracThCs Y
HOBOHAPO/IKEHOT0, MOKE 3MEHIIYBAaTUCS 3 YaCOM Ha
CTaHJAPTHOMY MeMKaMeHTO3HOMY JiikyBaHHi. Hemae
JQHUX OO JOBIOCTPOKOBUX PE3YJIbTaTiB s 0cib,
SJKUM He TIPOBOAWIN OIepalii AJs BiIOKPeMJIEHHS
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YacTkoBa Mo06iAi3aLLisi yporeHiTaAbHOro CUHycCa i3 BUAIAGHHSIM YpeTpM i BariHu

Repair of previous
vag

from excess common

b

Puc. 4. YacTkoBa yporeHitaAbHa MOGiAi3aLLisi 3 BUAIAGHHAM ypeTpu Ta nixsu (A, b)

Cxema 4acTkoBOi MOGiAi3aLLii ypOreHiTaAbHOro CMHYyCa, KOAM BiIAHOBAIOETLCSI HOPMAAbHA >KiHOUYa aHaTOMis. BiasHavaeThcs
BMOKPEMAEHHS B (A) MiXBU 1 YpeTpU 3 NpernapyBaHHIM HAAAMLLIKOBOIO 3araAbHOIO YPOreHiTaAbHOrO CUHYyca AAS (hOPMYBaH-
HS MepeAHbOl CTIHKM MiXBM LUASIXOM aHAaCTOMO3Yy AO HOPMAaAbHOI MepeAHboi CTiHKM nixBu (B) i mpenapyBaHHS 3aAaHbOrO
KAQMTS LWKipK npomMexmHn (A) aas popMyBaHHs 3aaHbOT cTiHkm nixeu (B) [Congenital Adrenal Hyperplasia Due to Steroid
21-Hydroxylase Deficiency: An Endocrine Society* Clinical Practice Guideline. ] Clin Endocrinol Metab. 2018;103(11):4043-
4088. doi:10.1210/jc.2018-01865. ] Clin Endocrinol Metab / Copyright © 2018 Endocrine Society].

YPOTeHITATIBbHOTO CHHYCA 1 BUBEJEHHS IiXBU JIO TPO-
MexXUHM, a0 THUX, KOMY He IPOBOIMJIM 3MEHIIEHHS
kiitopa. Oty xipypriunoi npaktukn CIITA [287,
288] i mizkHapoHOI [279] TakoX CBIMYUTH MPO TIepe-
Bary pannpoi xipyprii auig BITH3. Kuininucrn nosun-
Hi oOMiHIOBaTHCS 3 OarbKaMu BCI€IO JOCTYITHOIO
iHdopMartielo Mpo TepMiHU, PU3UKH, TIEpeBard Ta
YCKJIQJIHEHHS XiPYPrivHOTO BTPYYAHHS 1 PAJUTU iM,
[0 MOKJIMBI BizicTpouka abo BiMOBa Bij oneparii.
BaskiBo TakosK 0GrOBOPUTH SIK 3 6aThbKaMi Ha MOMEHT
BCTAHOBJIEHHS [[IaTHO3Y, TaK i 3 MAI[ilEHTAMH B MEPiOJ
JIO3PiBaHHS, MO BiZIOMO TTPO IOBTOCTPOKOBHIT TIPOTHO3
CeKCyasIbHOI Ta penpoiyKTuBHOI (pyHKItil. Ha choromni
He icHye O0’€KTMBHMX JOKasiB TOTrO, IO HaiiKkparie
30epirae saraspiy QOL a6o cexcyaibHy (QYHKIO —
paHHs abo Mi3Hs Xipyprist uu il BIACYTHICTb.
HermomaBHi KOrOpTHI AOCTIKEHHS TIOKAa3aIn BiJl-
CYTHICTb 3MiH HEWPOKOTHITUBHUX pe3yJbTaTiB Y
JIiTel, sIKi TTPOMUIILITN OTHOPAa30Be 3aCTOCYBAHHS aHeC-
te3il y Biti 10 36 micsis [289]. IIpore nani, orpuma-
Hi Ha TBapWHaX, i PETPOCHEKTUBHI OCTII;KEHHS Ha
JIIOJSAX BUKJIMKAJIM 3aHEIOKOEHHS, 10 TpuBajia abo
MMOBTOPHA 3arajibHa aHecTe3iss MOKe MOTiPITUTH PO3-
BUTOK MO3KY B PaHHBOMY Billi, 0COOJIMBO HOTIPIIyIO-
Y1 JOBIOCTPOKOBI MOBHI 3/[i0HOCTI Ta misHarHst [290].

Bananc nepesaz i wxoou

IepenbauyBaHa LIHHICTH IOIIYKY paHHIX Xipyp-
TYHUX BTPpyYaHb /s *KiHok 3 BITH3 Ta Bipumizariieto
HOJIITa€ y BiHOBJIEHH] *KiHOYOI aHaToMil, 3armobiraH-
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Hi iHIKYBaHHIO CEYOBUBIIHUX MIJIIXIB 1 T1ZIPOMETPO-
KOJIBIIOCY, 3HUKEHHI TPUBOKHOCTI OaThKIB IUTHHE 3
BPO/IPKEHOIO aHOMAJIIEI0, YHUKHEHHI CTUTMaTH3allii
JIBYMHY 3 MACKYJTIHI30BAHUMU CTATEBUMU OPraHaMu,
a TaKO IICHUXOJIOTIYHOI TPaBMU BiJ TeHITaJIbHOI
Xipyprii B auTgdomy i oHanbkomy Bimi [291, 292].
IepenbauyBana KOPUCTD Bij Mi3HbOI Xipyprii moJisi-
Ta€ B CAMOCTIHOCTI PillleHHs TMalli€HTa M0/I0 OIepa-
il 3 KpaluM PO3yMIHHIM CBOIX BJIaCHUX YII0100aHb
(criyibHUE TIpOTIeC TMPUUHATTS PillleHb, HA BiJIMIHY
Bizt BUGOpY GaThKiB) 1010 I€HAEPHOI IAEHTHYHOCTI,
PUBUKIB, TlepeBar, aJIbTePHATHUB i YCKIaIHEHb.

leniTasbHa PEKOHCTPYKTUBHA XIPYprisi BUMarae
PIBHST XipypTi4HOTO [IOCBi/Y, @ TAKOK €HJOKPUHHOI,
aHeCTe310JI0TIYHO1, CECTPUHCHKOI Ta TICUXO0COITiaThHOI
MATPUMKH, SIKi MOKHA 3HANTH TLTBKH B IIEHTPAX, IO
PETyJISIPHO BUKOHYIOTH TaKy TPOIeAypy. XipypridyHa
ekcriepruza Oyjia BU3HAUY€HAa OJHICI0 TPYIIOIO, IO
BUKOHaja TpuHaiiMHi 10 reHiTOIJIACTUK Y TIOTIEpe/I-
Hix 8 pokis [293].

7.4. Y Tali€edTok KiHOYOI cTaTi i3 BPOIKEHOIO
rinepIuiasiero HaAHUPKOBUX 34103, JJIS IKKX 0OPaHO
Xipyprifo, MU MPOIMOHYEMO BUKOHYBAaTH BariHOILJIAC-
TUKY, BUKOPUCTOBYIOUM YPOreHiTaabHy MOOiizalio
i, AKI0 0O6paHO, HEHPOBACKYJIAPHOMIAAHY KIITOPO-
IUIACTUKY NP 3Ha4Hiit Kritopomerarii (2/@000).

Joxasu

3arajibHa yporeHitajibHa MoGimisamis [294] crana
3HAYHUM TIPOTPecoM y Xipyprivaomy JikyBanni BIH3.
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[t MmeToMKa TpaHchOPMyBaIach y Cy4acHy METOUKY
YaCTKOBOI yporeHitaabHOI MOOLIi3allil, siKa Ha BiAMiHY
BiJ momepentboi He norpebye kpyrosoro (Ha 360°)
BHUCIUEHHsT TKaHWH 11py (ikcaril ypeTpu iz JoOKOBO0
KICTKOIO, 110 CHPUSE 30epeKeHHI0 inHepsarii chik-
TEPHOI MYCKYJIaTypH, HeOOXiHOI JIsl yTPUMAaHHSI cevi
[279, 282, 295, 296]. 3aiuIaoThest MicJas0IepaIiiiHu-
MU IIpobJIeMaMi HETPMMAHHS ceul Ta BariHaJbHUN cTe-
HO3, sIKi BUMAraioTh AujaTalii abo HoBTOPHOI oneparii
[297—300]. /loBrocTpoKoBi COCTEPEKHI AOCIiIKEHHS
Terep TMiATBEeP/UKYIOTh, 110 HETPUMAHHS cedi € pijKic-
HUM, ajie HeBeJNKa KiJIbKICTh MAI[IEHTIB ITiCIs CTaTeBO-
ro J03piBaHHI MOTPEOYIOTh J0AaTKOBOI BariHaJbHOI
xipyprii [277, 282, 301—304]. HeiipoBackynsgpHoiagHa
kiitoporiactuka [305] € HeoOOB'SISKOBOIO TIPOIIELY-
POIO i 11 CJII/T TIOSICHUTH SIK TaKy.

Bananc nepesaz i wxoou

Kowmirer 3 HanmcanHss HACTaHOBU IOIJISIE 3asIBJIEH]
nepesary OLIBIIOCTI NAIEHTIB 1 KIIHIUCTIB Ta Haja€
BEJIMKOTO 3HAYEHHS pe3yJibTaTaM PaHHbOI MOBHOI pe-
KOHCTPYKIIii, 110 BUKOHYETHCS Xipypramu 3 [0CBi/IOM
yporeHiTajbHOI MOGITI3allii, 3SMEHIIEHHIO HEOOXIHOC-
Ti KOMIUIEKCY TIOBTOPHUX IIPOIEYDP Y I/TITKOBOMY
abo JI0pOCJIOMY Billi, @ TAKOK MiATPUMI[ HOPMAJIbHOI
YYTJIUBOCTI MPOMEXUHU H Kiitopa. Kpim Toro, exc-
MepTHA JlyMKa 3a3HayaE, 1o /st namienTis i3 BIH3 i
kapioturiom 46,XX, 1110 KUBYTb SIK >KIHKH, TOTEHITITHA
depTIIIbHICTh TIOBMHHA OYTH MaKCHMAJIbHO 30epeske-
Ha. Y THX, SIKi JKUBYTb SIK YOJOBIKH, MOJKJIMBI BapiaHTH
30epesKeHHsl TKAaHUH S€YHMKIB, 11 HOBUHHO 00OTOBO-
proBarucs 3 6aTbkamu (i SIKIO IPAKTUYHO, 3 TAIli€HTa-
MU) TIepe]] OBAPieKTOMIEIO.

8. EKCIIEPUMEHTAJIbHA TEPAIIIA
TA MABYTHI HAITPAMU

3arayibHi MipKyBaHHS Ta He3PO3yMiJIi KJIiHIYHI
norpeéu

8.1. V¥ martienTiB 3 BPOKEHOIO TilepILIa3i€io Haj-
HUPKOBHX 3aJ103 MU He PEKOMEH/IYEMO BUKOPHCTOBY-
BaTH €KCIIEPUMEHTAJIbHI METO/IM JIIKYBAHHS 32 MesKa-
My oDINiHO CcXBaJeHUX KJIHIYHUX BUIPOOYBaHb
(HexknacudikoBane moIoKeHHs HaJIEKHOI TTPAKTUKHN ).

Hoxa3u

Ak 3a3HaYeHO y BUKJIAJEHUX BUIIE PO3[iJax, He-
3Bakatoum Ha Tepario 'K ta gpaynpoxoprusony are-
TaTOM, 1110 30€epirae KuTTs, 6araTo AiTeii i JOPOCINX i3
BIrH3 3asBuuaii moTepmaioTh Bifl HECTPUSTIMBUX
HachigakiB [202, 203]. Takum uywHOM, TOAJBIIE
BUBUYEHHST aJIbTEPHATUBHUX TT/IXO/iB JIIKYBaHHS Ma€
BPaxoByBaTU POCTOBI, MeTaGOJIiuHi, PENpOAYKTUBHI
Ta HeHpoICuXiaTpUJHi KiHIIEeBi TOUKU.

Mertoau nosimuenss xocrasgu I'K

Mu BUCTYITa€MO 3a PO3POOKY HOBHX IAXOMAIB 0
JIKYBaHHS, ki MiHIMI3yI0Th 1060BY 1103y T'K, 3 MeTOM0O

N2 2 2019

JOCATHeHHST (Pi3i0JI0TIYHOI 3aMiHN KOPTU30JIy Ta 3a-
nobiranng HaaMipHill cexpenii amngporenis. Hop-
MaJibHa CEKpellisi Ha/IHUPKOBUX 3aJI03 MA€E IUPKAJ-
uuit putMm [306, 307]. [TporpamoBana ingysis rigpo-
KOPTHU30HY, IO ITOCTAYaBCsI 3 YPaxXyBaHHSIM IUPKAI-
HOTO PUTMY TIOTaHO KOHTPOJHOBAaHUM XBOPHUM i3
BI'H3, nmpussena mo maitke HopmanmbHoro AKTI i
170HP [308, 309].

Y nocaimkenni ¢asu 2 y BOCbMU IOPOCJINX 3 KJa-
cuyroio BI'H3 1 MHOXUHHUMU CYTTyTHIMU 3aXBOPIO-
BaHHSIMU CITOCTEPIraJIOCs 3HAYHE 3HVKEHHS HaJHUP-
KOBUX aHPOTEHIB i 3HAUHE TIOJIIIIEHHS TTapaMeTPiB
QOL i Bromu micas 6 MicgiiB miamKipHOl iHQY3ii
TiIPOKOPTU30HY, CIIPSIMOBAHOI HA imiTtariifo disiomo-
rivnoi cekpertiii koptusony [310]. Hespaxkatoun nHa
KOHIIENITyaJIbHY MTPUBAOIUBICTD, TTapEHTEPaIbHI Ipe-
MapaTv reMiCyKITMHATY Ti/[POKOPTU30HY He TpU3Hayve-
Hi 1 He cXBaJIeHi AJId MiAKIPHOrO BBEeHHsT; BiaOyBa-
I0TBCST peakilii B Mictli iHdy3ii, 1 yIpaBJIiHHS HACOCOM €
CKJIafHUM. TvM He MeHII TaKWil MiXii MOKE MaTH
3HAYEHHS JIJIsI MOTUBOBAHUX MAIli€HTIB, 0COOINBO THX,
XTO Ma€ MBUAKII MeTaboJIi3M TiPOKOPTU3OHY.

BokuBanss 1 pas Ha 100y IiIPOKOPTU30HY 3 MOJH-
(pikoBaHUM BUBIJIBHEHHSIM Y JIOPOCJNX 3 KJIACUIHOIO
BT'H3 naso 3mMory focsarti KOHIIEHTpallii KOpTU30Jy
B CHPOBATIIi, XapaKTE€PHOI /IS KJIACUYHOTO JOOOBOTO
putmy; ogHak 170HP i anapocTennion y cuposarii
3pociau 10 GiJbIl BUCOKUX PIBHIB HAIPUKIHIN JHS,
HIDK TIPU 3BUYAHHOMY 3-Pa3oBOMY BBeJleHHI Tipo-
koptuzony [311]. Hosinry Bepcito 11poro mpernapary
(MyJIBTMYACTUHHI Kamcyin) BUBYaim y dasi 2 Bij-
KPUTOTO AocipkerHss y 16 gopocsanx 3 KIacHIHOO
BT'H3 [312]. IlopiBHSsHO 3 pisHuME (hopMaMu 3aralib-
HONIPUIHATOI Teparlii [0 BCTYILY TIei MiXif 1aB 3MOTy
3uu3uty 3Havenns 170OHP i angpocreniony npors-
TOM JIHSI, He3BaXKAIOUM HA 3MEHIIEHHST eKBiBaJIEHTHOT
nosu rigpokopruszony ((28 £ 11,8) mporu (259 +
7,1) mr/n). IIpoBoauThest haza 3 BIAKPUTOTO paHIOMi-
30BaHOTO JOCIIIIKEHHs 3 apaJieJIbHUMU TiIKaMu, 1106
BU3HAYNTH, YN TOJITIITYE 1EH TTi/Xi/i KOPOTKOCTPOKOBI
korinivHi pesyasrati (NCT 02716818).

Ha cporomni HalimeHmIa 1o3a Ti[POKOPTU30HY B
TabyleTKax CTAaHOBKUTh 5 MI'y TabJIeTIi, o € HajaMip-
HOIO /IJIS HEMOBJIAT 1 MajieHbKuX fiteil. HagaBHicTs
HeiaTpUYHUX PELenTyp yCyHe IMOOOIBAHHS 3 MPH-
BOJLy HENIPABUJIBHOTO IIPUTOTYBAHHS TiZIPOKOPTUZOHY
3 Tabserok [192—194]. B inumomy KiriHiYHOMY ZOCITi-
JKEHHI BMBYEHO KOPHUCHICTH Jy:Ke HU3BKOIO30BUX
IPaHyJI TiJIPOKOPTU3OHY VIS JTIKYBAHHS HEMOBJIST i3
BTH3 [313].

AHTaroHicTH aH/IPOT€HIB/eCTPOTreHiB
Ta iHridiTopu CUHTE3Y

AJsTrepHaTUBHNN Ti/Xi/ 10 onTuMizaiii BrmBy ['K
HoJjisirae y noeaHanHi HabsmxkeHol 10 disiosoriynol
samicnoi go3u I'K 3 inmoio Tepariero, sika 6esocepes-
HBO IPUTHIYYE MPOAYKINIO i/a00 Aif0 aHAPOreHiB Ta
€CTPOTEHIB, I MU BBAXKAEMO, 110 TaKi MiIXO/N 3aCTyTO-
BYIOTb Ha TIOjiaJibllie BUBYeHHS. [leprimM mpukiazom
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TAKOTO Miaxomy OYB PesKMM 3 YOTHPMA IIperapaTaMu,
IO TOEHYBAB AHTATOHICT AHPOTEHIB (uyTamia Ta
IHTIGITOP apOMAaTa3U TECTONAKTOH 31 3HUKEHOIO 03010
rizpokopTH30HY (8 Mr/M2 Ha 100y ) 1 (hJIyAPOKOPTU30-
HOM. [lopiBHSIHO 3 TPaUIIHHUM JIIKyBaHHSIM TiJ[pO-
KOPTHU30HOM 1 (DJIyIPOKOPTU30HOM Y IEPEXPECHOMY
nocaizkerHi 12 pitedt 151 cxemMa 3HUKYBaJIa MIBUKICTH
pocrty, npubaBKU MacH TiJjia i mo3pisanHs KicTok [314].
Y 2-piunoMy paHZIOMi30BaHOMY TTapaJieIbHOMY TOCJIiJT-
JKeHHi 28 ziTell marienTH, sIKi OTPUMYBaJIA eKCIlepu-
MEHTJIbHY CXeMy 3 YOTHpPMa IIperapaTaMu, Majiu
HOPMAaJTBHUI 3PICT i T03piBaHHS KiCTOK, HE3BAKAIOUN
Ha Ii/BUIIeH] HaZHUPKOBI cTepoimu [315].

Yci nuisaxu crepoizioreHe3y aHIPOTeHIB 1 eCTPOTeHiB
BuMaraioth ¢epmenty 17-rizpoxcunasu/17,20-mia3n
(P450c17, CYP17A1) (puc. 1). AbGiparepoHy aierar €
[IePOPaAIbHO aKTHUBHUM IIPOIperapaToM abipaTepoHy,
noTyskHuM iHriGitopom P450¢17 [316], npusHayeHM
NI JIIKYBaHHS KacTPaIliiiHO-PE3NCTEHTHOTO PaKy
npoctatu [317, 318]. Binkpure mocmimpkenns dasu 1
abipaTepoHy alerary B KiJIbKOX 032X BKJIIOYAJIO LIiCTh
JIOPOCJTHX *KiHOK 3 Kmacnmunoio BITH3 i Bucoknmu KoH-
[EHTPAIIiSMI AaHIAPOCTEHIIOHY B cpoBaTiii (> 345 Hr/mi1
a6o > 12 umoub/n) [319]. Abiparepony arerar y 1031
250 Mr/m HopMasi3yBaB PiBeHb AHAPOCTEHIIOHY Ha
7-it neHb y BCix ydyacHukis. Ockijabku aGipaTepoHy
aleTaT TaKoXK MPUTHIYY€e YTBOPEHHS CTEPOiJIiB TOHA/1a-
MH, Iie JJOCJIPKeHHs OyJI0 oOMeKeHe JOPOCTUMMU JKiH-
KaMWU, SKi TpPUNMaIN TepopajbHi KOHTPAIEIITHBH.
Ortske, 3actocyBaHHs abGiparepony arerary npu BTH3
Moke OyTH oOMeskeHe I AiTell mperybepraTHOro
BIKy Ta JIOPOCJMX, SIKi MPUHMAIOTh 3aMiCHY Tepartifo
mist roran. Tpusae dasa 1/2 BunpoOysanHs abipaTe-
poHy arerary B npenybepraraux gireii is BTH3 (NCT
02574910). 11i HoBi miAXOAN JIIKYBaHHS MOJATAIOTH Y
HOpMaJisallii pocty i po3Butky y aiteit i3 BIH3 nua-
XoM 3HmKeHHs BBy ['K.

TopMoH pocrty i npenapaTi, U0 COPUSIIOTh POCTY

Y moemHaHHI 3 TTOMEPEHBOIO BEPCi€r0 MMX HacTa-
HOB [186] GyJ10 MArOTOBJIEHO CHCTEMATUYHUI OIS
Ta MeTaaHaJli3 3POCTy AOPOCAUX OCI0 3 KJIaCHYHOI0
BT'H3, sixy miarnocroBato 0 5-piunoro Biky. 3 1016
oIy6JIiKOBaHUX 3BITiB Jiviie 35 BiANOBiAaIM KpUTEPI-
SIM TPUUWHSATHOCTI JIJIS BKJIIOUEHHS /10 aHami3y. Bci
BOHU OyJin 0OCepBaLiTHUMU TOC/II KEHHIMU 3 METO-
JOJIOTTYHUMEU OOMEKEHHSIMU 1 1y7Ke HU3bKOSKICHUMU
CBiUEHHSAMU. 3HOBY » TaKu, OUIBIIICTh MAIiE€HTIB
OyJIi iarHOCTOBaHI 10 Py HEOHATAILHOTO CKPUHIH-
Ty, MEHIIle TI0JIOBUHU TIOBIJOMHUJIN TIPO CEPeHIN BiK
miarHocTUKY 10 1 POKY, i GiIblIiCTh 3 HUX HE HaZAIn
neraseit moxao xo3 K. O6’exnani gani csigyars nmpo
CKOPHUTOBaHMIT Jopocuii 3pict Ha piBai —1.05 SDS.
Amnai3 maArpyn BUSBUB, 110 TOJIABAHHS /10 JIIKYBaHHS
MK 0yJ10 10B’sI3aHO 3 BUIIIUM KiHIIEBIM 3POCTOM.

Ocob6u i3 HKBTH3 Takosk MOKyTh MaTH CKOMIIPO-
METOBAHUIT IOPOCNI 3PICT, ajie 1edilliT 3POCTY MEHTIT
cytTeBuii, HixK 3a kiacnunoi BI'H3. Oxnax icHytoTh
oOMesKeHi JIoKasu Toro, 1o iHimioBaHH JikyBarHs TK
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JIO HIoYaTKy IyGepTaTy MoyKe MOJIIIIUTH 3PICT J0pOoc-
gioi moauan [320, 321]. HepanpomizoBane 1ocitijKeH-
Ha mpotsrom 1—2 pokis giteit i3 BIH3 mokasamo
MOJIITIIIIEHY IBU/IKICTh POCTY 1 Z-Score 3pocTy ISt
KICTKOBOTO BiKY Ha TJIi IPUHOMY OIHOTO JIUIIIE TOPMO-
Ha pocty (n = 12) abo y moemHaHHi f0T0 3 aroHiCTOM
[aPT (n = §; P <0,0001) [322]. ¥ 14 namienTis, gxi
OTPUMYBAJIH TIPOTSITOM ~ 4 pokiB ropmon pocty i [THPT
pas3oM i3 3araJbHONPUIHSTOIO TEPAIli€lo, Bi3HAYEHO
nogtinmieHHss gopocyoro 3pocty (+1,1 SDS) [323]
MOPIBHSHO 3 iCTOPMYHUMH KoHTpoJssmu i3 BI'H3,
SIKi OTPUMYBJIA TIJIBKU 3araJbHONPUIHSATY Teparniio
(SDS -0,4 ipotu —1,4; p = 0,01). JlikyBanus anasora-
mu THPT 36ibirye gopocauii spict giteit i3 BTH3, y
SIKUX PO3BUBAETHCS TIEHTPAIILHIIT TIEpe/IYaCHUI cTaTe-
BUiT po3BUTOK [324]. JKoaHe panmomizoBaHe a0CTiI-
JKEHHs He BUBYAJO BIUIMB MOHOTepalii aroHiCTOM
I'uPT a6o inriGitopamu apomarasu Ha JOPOCAUI 3PiCT
miteit i3 BTH3 i BuacHuM mybGepTaToMm.

Takum unHOM, ocobu i3 BTH3 MoxyTh pocsartu
HOPMAJTBHOTO JIOPOCJIOTO 3POCTY 3aBISIKA PO3YMHOMY
BUKopucTaHHIO ctanzapthHoi Tepamii 'K ta MK, a
mperaparu, 1o CHpUSIOTh 3POCTY, CJijl PO3TISAATH
TLJIBKY TSI XBOPUX, Y SIKUX 3PICT HassBHUH a60 04iKy-
BaHWI 3HAYHO MEHII, Hi’K Y OIHOJIITKIB, 1110 BU3HA-
YyaeThes SAK monaimentre —2,25 SDS. Mu Buctymae-
MO 3a IOAAJBIIN IPOCIEKTUBHI, PaHAO0Mi30BaHi Ta
J00pe KOHTPOJIbOBaHI A0CIIIPKEHHS, 1100 BUSHAYMTH,
uit 301IbIIYI0TH JOpOCauil 3picT B oci6 i3 BITH3 npe-
Mapatu, siki CIpPUSIIOTh POCTY.

AnpeHasneKkToMist

8.2. ¥V xBopux 3 BPOIKEHOIO TillepIliasieio Hai-
HUPKOBUX 327103 MU TIPOTIOHYEMO HE TIPOBOJIUTH JIBO-
cropoHHIo anpenanekTomiio (2/@000).

Hoxasu

JIBOCTODOHHSI aJIpEeHANIEKTOMisI 3MEHINYE PHUIUK
Bipuutizaliii y >KiHOK 1 jja€ 3mory 3Hu3uTH 703u ['K.
3amnepedeHHsI 1MOA0 a/[PEHATEKTOMII TPYHTYIOTHCS
Ha XipyprivHOMY PU3UKY, MOXKJIWBOMY ITi/IBUIIEHH]
PUBWKY BUHWKHEHHSI HAJIHUPKOBOI KPU3W BHACJIIJIOK
BTpPATH 3aJUIIKOBOI (DYHKIII HAJHUPKOBUX 3aJI03 i
MO>KJIMBOI BTPATH TOPMOHIB, Ki MOXKYTh MaTH CIIPH-
SITJTUBUH BILJIUB.

Cepen 18 oci6 i3 BITH3, aki nepenecin aBoCcTo-
POHHIO aJAPEHANEKTOMII0, I'SITepo Maau OAHY abo
GiJiblile HAAHUPKOBUX KPH3, a B ABOX 3 MOJIOAIINX
MAITEHTIB CIIOCTEPiTasacs TSIKKa TiTIOTJIiKeMisT 3 XBO-
po6oto mpoTsiroM ~5 pokis crioctepexenns [330]. Yei
HalieHTH Big3Hauaiu cyO'€KTUBHI IepeBaru Iic/s
oriepailii, 30KpeMa BTPATy MacH Tijia, 3MEHIIIeHY MOT-
peby B 4aCTOMY MOHITOPHHTY, @ TAKOK MEHII O3HAKU
I CUMNITOMM HAQJJIMIIKY aHApPOTreHy. Y 8 MalfieHTiB
(44 %) micist omepartii Ipy 3HUKEHHI JO3H TiPOKOP-
TU30HY OyJIM MiABUINEH] TPEKYPCOPU CTEPOIIB, iMO-
BipHO, Bifl HAHUPKOBUX 3aJUIIKIB, 1[0 BUMArajo
30isbIneHHss 103 rigpokopTusoHy. OxHak mosu TK
OyJIM HUKYMMU TICJIS aZpeHaleKToMIl, HiK paHie.
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[I’'atboM mopocamM TAIliEHTaM i3 COJIEBTPATHOIO
dhopmoro BITH3 6yJ10 poBeieHO JBOCTOPOHHIO ajipe-
HaJIEKTOMIIO i3 CepelHiM ITepiofloM CIIOCTEPEKEHHS
4,2 poxy [331]. JIBi xBopi 3 Ge3ILIAAAM TI€PEHECTIN
aZpeHaJIEKTOMIIO 1 3aBariTHIJIN TPOTITOM 2 POKIB.
TpboM naiieHTaM OyJI0 MPOBEAEHO AAPEHANEKTOMIIO
Ha TJIi HECYTIPeCOBAHOI TillepaHIPOreHii Ta MoripIiex-
HSl OKMPiHHS. Y BCIX TPbOX HAII€HTIB BinOysI0Ch
3HMIKEHHS MacH TiJIa, OJ{HAK y BCIX ITiJ{ 9ac crocTepe-
JKeHHs 3a3HavajIi MrMeHTallifo i HaAHUPKOBI KPU3M.
AnpeHaniekToMist MOXKe He MTOBHICTIO yCyBaTH Timep-
aH/IPOTEHIif0 Yepe3 MOTEeHIIHHNI PO3BUTOK MyXJIUH 3
azipeHasoBoi TkaHuWHM B sieukax [330], seunmkax
[332] a6o 3aouepeBunto [333]. 3 UX MPUYKH OYAT-
KOBWIi €HTY31a3M Bijl KOPOTKOCTPOKOBOTO YCIIiXy OYB
CTPUMAaHUIA JIOBFOCTPOKOBUMU YCKJIQJIHEHHSIMU. 3Ba-
JKAl0YM Ha BUCOKWH PU3UK 3HAYHOI 3aXBOPIOBAHOCTI
Ta CMEPTHOCTI micjs onepaiiii, ocobu 3 nonepesHim
AHAMHE30M MEJUYHOT HEKOMIIJTAEHTHOCTI € MOTaHu-
MU KaHAuZaTaMu BUOODY IS aJlpeHAIEKTOMII.

Bananc nepesaz i wxoou

Mertoto TOAANBIINX AOCTI/KEHb 3 €KCIepUMeH-
TajsbHOI Tepamii y mpopocaux € moninmenass QOL
3aBASKU IMATPUMaHHIO Malizke (hi3ioJIOTiYHOTO TOp-
MoHaiabHOTO Gastancy. [Tlogo aiteil Komiter 3 Harw-
CAHHS HACTAHOB IIPHUIIIAB BeJUKe 3HAYEHHS 3MEH-
menHto BBy Haummky 'K Ha pict, IMT i kapmuio-
MeTabo I uHI YCKJIaTHEHHSL.

HocaipxeHHs nedinury aapeHaniny

Mu BucTymaEMO 3a JOAATKOBI JIOCII/IZKEHHST 1010
nedinuTy agpeHaxiny B pearyBatHi Ha ctpec. Ocobu 3
kiracnynolo BIH3 marore azpeHomenyssipHy Hezo-
cTaTHicTh, ocKimbkn 'K BifiirpaioTh CyTTEBY POJb Y
PO3BUTKY Ta PEryJisilii MO3KOBOI PEYOBUHU HATHUPKO-
BUX 3a703 [334]. Tloennannsa pedinuty KopTHU30Yy i
aJIpeHaTiHy TIPU3BOIUTB /IO TTOPYIIIEHb PETyJIAIii TITI0-
KO3, iHCYJIIHY Ta JIENITUHY, 110 MPOSIBJSIIOTbCS MPH
KOPOTKOYACHKX BIIPaBaX BUCOKOI iHT€HCUBHOCTI 335,
336] Ta TpuBasMX BIpaBaxX cepeHbOI IHTEHCUBHOCTI
[337]. Kniniuni Hacmigku redinuty ajpeHatiny gocre-
MEHHO He Bi/IoMi, ajie BiH, IMOBIPHO, CIIPUSIE PUSUKY
rinoryikeMii iz 4ac GpeOpuIbHUX 3aXBOPIOBAHb, 0CO0-
JIBO B jiiTelr Mosioaiioro Biky [211, 338]. 3amimenns
a00 JIOTOBHEHHS 10 a[peHaJIiHy He BUBYEHO.

JloKTiHIYHI TOCTIIKEHH

lenna teparisi THUMYacOBO BiTHOBMUJIA HAJHUPKO-
BUI cTepoisoreHe3 y 21-rizpoxcniasnedinmuTHIX
mutieit [339]. 3xaTHICTh BUNPaBIATH TeHETUYHI
MyTaitii, mo cnpuunHgiotTs BIH3, misixom 3actocy-
BaHHs TeHHOI Teparlii 10 BJIaCHUX CTOBOYPOBUX KJIi-
TUH HAJHUPKOBUX 3aJ103 JIOJIUHU TEOPETUIHO BUJIi-
kye BI'H3 i noz6asuth HeOOXiAHOCTI HAIHUPKOBOI
3amicHoi Teparii. KioiTuHHI Teparmii Ta TeXHOJIOTis
pelaryBaHHs FeHiB MOXKYTh OyTH HOBUMU BapiaHTa-
MU BUIIPABJIEHHS MyTalliil abo JiKyBaHHS B MaiiOyT-
HpoMy [340, 341].
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IIcuxiyHe 310pOB’st

9.1. JI1s1 0¢ib 3 BPOAKEHOIO TiIlepILIasicio Ha Hup-
KOBMX 3aJ103 Ta iXHiX OaThbKiB MU PEKOMEH/YEMO IIPO-
BECTH KOHCYJIBTAIlil 1 OIIHKY MOBEAIHKM Ta TICUXiY-
HOI'O 3JI0POB’S ISl BUPIIIeHHsT Oy/Ib-IKUX MPOOJIeM,
TTOB’sI3aHUX i3 BPOKEHOIO TilepIIa3i€io HaJHUPKO-
Bux 3a103 (1/@@00).

Texniune 3ayeancenHs: KIiHIIMCTAM CJIiJ| TTaM’si-
TaTH, IO 0COOU 3 BPOJYKEHOIO TiIIePILIA3icIo Ha[HIP-
KOBHX 327103 MOKYTb OIMUHUTHUCS TIiJi 3arpO30I0 PO3-
BUTKY TIPOGJIEM MICUXIYHOTO 30POB’SI Ta MaTH HU3b-
KWW TIOpIT 71 3BepPHEHHS 3a IICUXOJOTIYHUM YH
ncuxiaTpuaHuM JTikyBaHHAM. [IpakTukyioui daxisii
3 TICUXIYHOTO 3I0pPOB’sS TOBWUHHI MaTH CIelliaJbHi
3HAHHS IO/I0 OIIHKYM 1 YTPABIIHHS MCHUXOCOIiah-
HUMM [IPoOJeMaMu, OB SI3aHUMU 3 BPOIKEHOIO Ti-
[ePILIA3i€r0 HaIHUPKOBUX 37103,

Joxa3su

Knacuura BTH3 i3 acomifioBanuMu pusuKamu
MMOTEHIIHHO CMEPTEJBHUX €EJEKTPOJITHUX KPHU3 i
HACJIIKAMU TiTlepaH/IporeHii 7151 Opra’isaMy, MO3KY i
CTaTEBOI MOBEJ[IHKM MOKe BUKJIUKATH 3aHETIOKOEHHST
i craHoBUTH 1TPOGJIEMH J171st OAThKIB 1 ypaskeHuX ocib
[342]. V 46,XX HOBOHAPOKEHNX 31 3HAUHOIO MACKY-
JTIHI3AIli€I0 CTaTeBUX OPraHiB reHepHe TTPU3HAYEHHS
CIIOYATKY BUKJMKAE CYMHiBH, a GaTbKM BiJUyBaiOTh
mok. HammipHo Bipmji30BaHMX HOBOHAPOKEHUX
MOKYTh HEHABMHCHO BM3HAYaTH B YOJOBIUill cTari,
0COGJIMBO TaM, Jie TPAAMILisE CIpuUsie YouoBikaMm [343,
344]. 4k TinbKK Take BU3HAYeHHs BiaOyJocs, mepe-
LJISTHYTH Horo Moske OyTu ckiaaHo [345]. BpaxoByroun
JMaHl MO0 TapHOl ajamTalil marieHTiB i3 46,XX
BI'H3, 3apeectpoBanux y 4oJioBiviil crati, 31 3HaU-
HOIO MAaCKYJIIHI3aIi€l0 TeHITamiil i MOTeHI[IMHUMHA
pusukamu pemMiHi3y4oi Xipyprii /JisT KOCMEeTUYHOI i
crateBol GyHKIN (quB. po3ma. 7), nesKi eKcrepTu
passITh HABMUCHO BUXOBYBAaTH YOJIOBiKAMU HOBOHA-
pokenux 3 46,XX BITH3 i3 mackyJsiHi3oBaHUMU
TeHITaIisIMU BUCOKOTO CTyTeHs [346], He3Bakaroun
Ha TIPUITYIIEHHS 100 BTpPaTU (HEePTUIBHOCTI Ta
HEeOOXITHOCTI JIOBIYHOrO JIIKYBaHHS aHIPOTEHAMHU.
[Teit aprymMeHT miJITBEP/ZKYETHCS MACKYTiHIZYIOUNMU
edeKkTaMy MPEHATaTbHOrO HAJJIMIIKY aHJPOTEHY Y
miteit i3 46, XX BI'H3, sxi BuxoBaHi skiHkaMu, Ha pi3-
HOMaHITHI CIIEKTPU TEHIEPHO-POJIHOBOI ITOBEIIHKHI
[347—351], 1o MosKe PU3BECTH [0 TEHEPHOTO OIH-
TYBaHHSI Ta 3MIHHOI ifieHTu(iKaIlii TpaHCreH/epiB
[352]. Tum He MeHII OLIBIICTD BUXOBAHUX JKIHKaMU
miTITKIB 1 Jopocanx i3 46,XX BI'H3 marots skinouy
OCHOBHY TeHJIEPHY i/IEHTUYHICTD 1 COIliaJIbHY POJIb.
Cepen 250 oci6 i3 46, XX BI'H3, BuxoBanux sKinka-
M, juie 5,2 % Maji cepiiosHi mpobieMu reHaepHol
igenTaHoCTi [353].

Kuiniunai Bumajaky, ajge He CHUCTeMaTH4HI J10-
CTIJKEHHST, 33/IOKyMEHTYBAJM 1HII TICUXOCOIiaTbHi
HACJTIZIKA aTUIIOBOTO PO3BUTKY CTATEBUX OpraHiB [354].
i Hacmizky mosigTaroTh B YCBIZIOMJIEHHI HEBIIOBII-
HOCTI MK BUIJISI/IOM 30BHIIITHIX TeHITaliil TalienTa i
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MIPU3HAYEHOIO CTATTIO; CyNepewnBiil ieHTudikaiii
crari WwieHaMy ciM'T; iIBUIIIEeHIH I[IKaBOCTI I1[0/I0 CTaTe-
BUX OpTaHiB TIAIliEHTa Ta ITOCUJIEHOI CTUTMAaTHU3aIlil
THIMMMM; a TAKOK MOPYIIEHHI BUTJISITY BJIACHUX CTaTe-
BUX OPTaHiB, 1110 MOKe CIIPUATH 3arajibHill HEBIOBOJIE-
HOCTI 00pasoM BJIACHOTO Tijla, 3yMOBJIEHII HUSBKIM
3POCTOM, Ti/IBUIIIEHOIO Barot i ripcyTusMoM. Takwii
JIOCBi/l MOKe TPU3BECTH JI0 BIZIXOY BiJl COIAIBHOTO
JKHUTTsI, 0COOJIMBO B CUTYALIISIX, 1[0 CTOCYIOThCS IyOJIiy-
HOTO OroJieHHs (KOMaHIHUX BUIIB CIIOPTY ab0 MeJiy-
HUX OOCTEKEHb), a TAKOK YHUKHEHHS POMAHTUUHUX
B3aEMO/IiH 1 ceKcyanbHUX CTOCYHKIB. st 3ari00iraHHst
HECTIPUSATIMBUAM IICUXOCOIIAIbHUM HACiIKaM KTiHIdH1
peKOMeH/Iallil 3 JIKYyBaHHS, SK TPABUJIO, BKIIOYAIN
KOPEKIIiiHY TeHITaJbHYy Xipyprilo B PaHHbOMY JNTHH-
crBi (deminizaniss abo MacKyJiHizallis, 3aJeKHO Bi
CTaTeBOl TPUHAJIEIKHOCTI IUTUHY, SIK 3a3HAYAJIOCS B
po3a. 7). 3 orJisily Ha TIOTEHITIIHI YCKIIaHeHHS Ta 3Mi-
IIaHi KOCMeTHYHi Ta (QYHKITIOHAIbHI HACJIJKU TaKoi
Xipyprii (uB. po3/. 7) KijJbKa TPyIl aKTUBICTiB-iHTEp-
CEKCiB, eTHKU Ta TIOCTAYaIbHUKH TTOCITYT KOPCTKO KPH-
TUKYBaJIM BCi 11i onepaii [355—357] aGo Buctyraiu 3a
iX BiZITepMiHYBaHHS, JIOKM TAIIEHT 3MOXKE CaM J[aTh
irdopmosany sromy [358—361]. [lesiki amBokaTu 3aKim-
Kajli JI0 MOPaTOpilo Ha Taki omepaiiii, Z0ku He Oyie
OTPUMAHO TIEPEKOHJMBUX EMITIPUYHUX JIAHUX TIPO
pusuku Ta niepeBaru [362]. Kputuky Takosk BKa3yloTh
Ha BiJICYyTHICTh KOHTPOJIBOBAHUX CIIOCTEPEKHNUX JIOCIIi/I-
JKeHb, ki O MiATBepIKYBaIH, 10 IeHiTalbHa Xipypris
3anobirac HeCHPUATINBUM IICUXOCOLIAJILHUM HACJIiL-
KaM HEBU3HAYEHUX CTATEBUX OPTaHiB.

[Ipore onurtyBanns xiHok i3 BITH3 nokazasnu, 1o
OLJIBIIICTD PECIIOHAEHTIB OYJIM IPUXIJIBHI 10 TeHITa Ib-
HOI Xipypril 10 miamiTkoBoro Biky 281, 284, 363—365],
stk i Garbky aiBuar i3 BITH3 [281, 285, 366]. Bisbiie
TOTO, HaBiTh SKIIO MAIEHT AOCAT MOTPIOHOTO BIKY,
OTPUMaHHS CITPaB/i TOiH(GOPMOBAHOI 3TON 3/IAETHCS
HepeasbHUM, SIKIIO MAIEHT € CEKCYyaJIbHO HEIOCBi ue-
HuM. Ha xazp, y Hac BiJICYyTHI cucTeMaTW4HI MOPiB-
HSUJIBHI JOCTIPKEHHS PaHHbOI 1 M3HbOI (TOOTO Micst
JIOCSITHEHHS BIKY 3rof) TeHiTaabHOI Xipyprii abo
BUOOPY B3araji He MaTW XipypridyHOro BTPYYaHH,
30KpeMa IIo/I0 CTUTMAaTH3allii, CTaTeBOro (hyHKITIOHY-
Bannd i QOL; Takox 10ci HEBiIOMO, Y TIPIHECe Kpati
pe3yabraTi BIOCKOHAJIEHHS XipypriuHOI TEXHIKU B
ocTaHHE gecATuIiTTs. Tomy 6aThKu, IMOBIPHO, MOYY-
I0Th cyrepeunuBi pekomenzaiii [367]. Posrisanaoun
IUTIOCH 1 MiHYCH PaHHbBOI reHiaIbHOI Xipyprii, HeoOXij-
HO TaKOK BPAaXOBYBaTH, 110 He OYJIO IIPOBEAEHO KO-
HIUX JIOCJIIKEHB, sIKi 6 IPOIEMOHCTPYBAJIH, 110 TIOTEH-
IITHO HECTPUSITANBI TICUXOCOIMiaTbHI HACTIAKUA TEH-
JIEPHOI HEBI/IMOBIZIHOCTI CTaTeBUX OPTaHIB MOXKYTb
OyTH IOKpAIleHi [CUXOJOTIYHIM KOHCYJIBTYBAaHHSIM
abo tcuxorepariero. Jlikapi mosuHHI iH(GOPMYyBaTH
ciMi npo Bei 1 mpobseMu 1 03BOJIATH IM JJOCATTH
OOIPYHTOBAHOIO PIllIEHHS 32 JOIIOMOIO0 PI3HUX JIKe-
peJt, BKIIOUA0YH TPy CIMEHHOI MiTPUMKH.

Bucnosku mono 3arampHoi QOL y marieHTis i3
BI'H3 mopiBHSHO 3 KOHTPOJBHUMHU 3HAYHO BiPi3HSI-
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I0ThCsI: Big kpamoro [255, 368] i mopiBHAIBHOTO
[369—372] mo mopymienoro [202, 284, 373—375].
[Hopymennsa QOL wacrimnie criocTepiraeTbest y 10poc-
JIUX, HIXK Y JiTeid, 1 IeBHUM YIHOM II0B’13aHO 3 OijIbIi
Tsokknumu hopmamu BIH3 [284, 369, 371] i mixg-
BUIIEHUM OKMPIHHSM, 1HCYJIHOPE3UCTEHTHICTIO i
3aCTOCYBaHHSIM IIPEAHI30JI0HY a0 AeKCaMeTa3oHy
[376]. HeBignoBigHicTh y pe3yabraTax MOSICHIOETHCS
pisHMU (aKTOpaMH, TaKUMH SIK Pi3HOMaHITHICTh
ckJIaay BUOIPKH, TOPMOHa/IbHI Ta Xipypriubi cxemu
JIIKyBaHHS, a TAaKOK iHcTpyMeHTH orinku. [Ile He pos-
poGueni crenudivni s DSD iHcTpyMeHTH st
orinkn QOL. KoHKkpeTHI BUCHOBKHU TIIO/I0 TICUXIYHO-
TO 37I0POB’Sl Ta TICUXIYHWX PO3JA/IB Yy KJIIHIYHUX
Bubipkax oci6 i3 BI'H3 ananoriuno pisHopigmi i
CTPAKIAIOTDH BiJl YUCJIECHHUX MOPIBHIIBHUX METOIO-
JoriyHuX HezponikiB [342]. Enigemiosoriuni mocif-
JKeHHs HarioHambHOTO peectpy IlBertii mokaszasnm,
o JKinku Ta yosioBiky i3 BITH3 manu migsuienuii
PUBMK OTPUMAHHS Oyb-sIKOI0 MCUXiaTPUYHOIO Jia-
ruoo3y [OR, 1,5 (1,1—2,2)]. [iByara Ta XiHKu i3
BI'H3 manu migBumieHnii pu3uK peakilii Ha eKcTpe-
MaJIbHI CTpecoBi Ta peryJsaTopHi podnaan [OR, 2,1
(1,3—3,6)] Ta 3nosxkuBanust ankorosem [OR, 2,8
(1,7—4,7)] nopiBHSIHO 31 3M0POBUMH, 3 HAHUBUIIUM
PU3UKOM cepej; 0Ci0 3 HaOLIbII TAKKUM TEHOTHIIOM.
Jluist XJIOMYKKIB 1 4OJIOBIKIB BHINOK OyJia dacToTa
HOBIZIOMJIEHB TIPO caMory0bcTBa Ta Cripodu camMoryo-
crBa [OR, 2,3 (1,1—5,0)], 3/I0BJKUBAHHS aJIKOTOJIEM
[OR, 1,9 (1,0—-3,5)] [377, 378].

Yunni kainiuni HactanoBu [379—384] pekomen-
JIYIOTh 3a7lydyaTV MUKAUCIUTITIHAPHI rpynu ¢axis-
I[iB 3 MUTAaHb IICUXIYHOTO 3/I0POB’s, STKi MAIOTh IOCBiT
VIIPaBJIiHHS TICUXOCOLIaJbHIUMU PoOJIeMaMi, Xa-
pakrepHumu 175t DSD. 3aBaanusg MoXXyTh BKIOYA-
i: 1) Meanuny ocsiTy 6aThKiB/cim’i, KOHCYJIBTAL]
6aTbKiB/CiMell MIOA0 ICHXOCOIIAJbHOIO MPOTHO3Y
Ta yIpaBJiHHS GaThbKIBCHKUM JUCTPECOM; 2) CIIPH-
SIHHSI IPU3HAYEHHIO CTATi TTPY HAPOJKEHHI y BUTIA]I-
KaxX BHpakeHol BipwJisallii cTaTeBUX OPTaHiB;
3) o6roBopeHHs IUIIOCIB 1 MiHyCiB reHiTanbHOI
Xipyprii ctati (He 3 MeIMYHOI TOYKH 30PY) Y HEMOB-
JIAT 1 B PAaHHBOMY JUTHUHCTBI; 4) KOHCYJIBTYBaHHSI
OO0 TOTEHIINHOI 3MiHM cTaTi XxBopux 3 46,XX
BTH3 micis meonarambroro mepioxy [353]. 3as-
HAYa€ETHCS, 10 PEKOMEH/IOBaHE JIiKapeM Iepenpu-
3HaueHHd naiieHraM 3 46,XX IIOMUJIKOBO BU3HAYe-
HOI 4YOJIOBIYOI CTaTi B ’KIHOUY B HEOHATAJIbHOMY
mepiojii HE BUMAara€ MCUXOJOTIYHOTO TEH/EPHOTO
OIlIHIOBAHHS, OCKIJIbKU BUKOPUCTAHHS JITbMU TeH-
JIepHUX MTO3HAYOK MMOYNHAETHCS Bifg ~17 10 24 mics-
1B, a BIAMOBI/IHE cCaMOBU3HAYEHHS CTATI HE 0caATa-
eTbes 10 ~3 pokiB [385, 386].

Honatkosi DSD-crienuiuni myHKTH /7151 KOHCYJTb-
TYBaHHS TIAIIEHTIB i CiMell BKJIIOYAIOTH: MIZITOTOBKY /10
OTIEPATUBHUX BTPYYaHb; 3aHEMIOKOEHHS ITIO/I0 HEA/EK-
BaTHOI I[iKaBOCTI ab0 BiABEPTOI CTUrMATH3AIIT 3 OOKY
IHIMX 4JIeHiB ciM'l, OJ{HOJIITKIB, KOXaHI[B ab0 HaBiTH
MeZIMYHOTO repcoHarty [387] y Bi/iIOBi/ib HA TEH/IEPHO-
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HETUTIOBI COMATUYHI OCOBIUBOCTI; TEHIEPHO-ATUTIOBY
HOBEIIHKY Ta IOB'sA3aHi 3 HEl0 MpoOJIeMHU COL[aIbHOI
NPUAATHOCTI; OiceKCyasbHi Ta TOMOCEKCYaIbHI TSKiH-
H4, SIKi fleto Buti y skiHok 3 46,XX BI'H3, ase Bce x
TaK¥W 3aJUIIAThest B MeHmIocTi [388, 389]; crarese
(ynxiionyBanns; BrviuB Bracie BI'H3 Ta #ioro miky-
Bannsg Ha QOL. B ineani daxisiii 3 nuTanb MCUXiYHOTO
3J10pOB’s, sIKi MaloTh J0cBij poboru 3 DSD, nosunmi
BUPIIIYBaTH Taki IPoOJIeMU 3 BUKOPUCTAHHSIM KJIHIY-
HUX HactaHoB [342, 379—383, 389—394]|, ocBiTHixX
BeO-CallTiB Ta JUCTAHIIHHIX KOHCYJIBTALLi crieriasic-
TiB yepes inrepuer abo 3a TesaeOHOM.

Bananc nepesaz i wxoou

Ockinbku BI'H3 o3nauae HasiBHICTD YMCJIEHHUX
E€MOIIITHUX CTPECOPIB Ta BUKJIWKIB JJIS MAIIEHTIB Ta
iXHIX ciMell 3 Pi3HUMU HACTIAKaMH IJIs TICUXIYHOTO
3nopos’a Ta QOL, mu BBazkaeMo, 110 TATPUMKA TICH-
XIYHOTO 37I0POB’SI € IIIHHUM JOTIOBHEHHSIM 0 €HJI0-
KPUHOJIOTIYHOTO Ta XipyPrivHOTO JiKyBaHHSI.

10. IIIJII MAVIBYTHIX JOCJIZKEHD

HeonaranbHuii CKpUHIHT

e BusnaunTn, 4m MOXYTb aHAJITH, BiAAMIHHI Bif
170HP, okpemo abo B noeaHanHi 3 inmmmu 6ioxi-
MiyHMMH a00 FeHEeTHYHUMU TeCTaMH, MiABUIINTH
YYTJIUBICTh 1 creludivuHICTh POTPaM CKPUHIHTY
HOBOHAPOJIPKEHUX.

IIpenaranbHe JiKyBaHHS

e CTBOpHUTH HaIliOHAJBHI Ta MIKHAPOAHI pPEECTPHU
[IPeHaTaJbHO JIKOBAHUX HOBOHAPOJPKEHUX.

e IIpoBoaNTH MOBrOCTPOKOBI CIIOCTEPEKHI MOCII-
JKEHHST TIPEHATAIBHO JIIKOBAHUX HOBOHAPO/KEHITX
Ta KOHTPOJIbHUX TPYIT TIPOTSTOM PENPOALYKTUBHO-
TO BiKY.

Hiaranocruka BTH3

e BusHaunTH KOPHCHICTH HOBUX IMaHeJel HaIHUp-
KOBUX CTEPOiIiB as miarHoctukn BI'H3.

JlixyBauust BTH3

e BusHaunTy onTHMasIbHI CXeMU JIIKYBaHHS 3a JI0-
MTOMOTOTO MTPOCTIEKTUBHUX JIOCIIiIZKEHD.

* BusHauuTy KOPUCHICTH HOBUX CTEPOIHUX GioMap-
KepiB, HanpukJa, 21-ge3okcukoprusony, 11-kero-
TECTOCTEPOHY 1 MPETHEHOJIONY CyJIb(aTy sl MO-
HITOPUHTY Teparii.

e Kpame posmexyBatu cutyaiii, ki BUMaraioTh
«JI03yBaHHS CTpecy» Ta MiHIMaibHI eheKTUBHI
no3u I'K g yripaBiiiHHS 1IUMA TTO/ISIMU.

* Busnauuty, gk sminoerbes norpeda 8 TK mpors-
TOM BariTHOCTI Ta TIOJIOTIB.

HKBI'H3

* YiTKO BU3HAUUTH KPUTEPIi [iarHOCTYBAHHSI, JIKY-
BauHs Ta MoHiTopuary HKBI'H3.

N2 2 2019

* IlpomemoHCTpyBaTH PU3WKHU Ta IepeBarv Teparii
'K pa mominiieHHsT pe3yJibTaTiB BaTiTHOCTI MPU
HKBI'H3.

JLoBrocTpoKoBHii MOHITOPHHT

* BusHauuTH ONTUMAJIbHI PEKUMU ITEPEXOY TOTJISI-
Iy BiJl AMTSYUX €HAOKPUHOJIOTIB /10 KITIHIYHUX Ta
PETPOLYKTUBHUX €HJIOKPUHOJIOTIB.

* IIpoBecTu MOBTOCTPOKOBI JAOCJIIZKEHHS JJIsT OIliH-
KW PUBHKIB CEPIIEBO-CYIMHHUX 3aXBOPIOBaHb, (hop-
MyBaHHs [yXJUH, Oe3IUIAAA Ta IHIIUX CYITYTHIX
3aXBOpPIOBaHb y fopocaux i3 BIH3.

* Pospo6uTit Ta BIPOBAAUTH TeJeMeIUUHI IPOIEe/Ly-
pu JIsT HAJIESKHOTO €HJAOKPUHHOTO Ta IICUXiaTpud-
HOTO JIOTJISITY 3a MaIliEHTaMy Ta CiM sIMU, SIKi TTPO-
JKUBAIOTH Y BiJIATIEHNX PalloHaX.

* OxapakTepusyBaTH JJOBTOCTPOKOBI HACIIIIKN TeHe-
TUYHUX BIKPUTTIB (HANPUKIAJ, CYIIyTHBOI Jejie-
mii BI'H3-tenaciunu-X) 3a momomoroio TeHe-
TUYHUX JIOCJII/PKEeHb, acOoI[illOBaHUX 3 KJIHIYHUM
deHoTUTIOM.

Xipyprist

* [IpoBoauTH TOBTOCTPOKOBI MOAABIII TOCIiIKEH-
HS 71T OLIHKN Pe3yJIBTaTiB PI3HUX XipyprivHUX
MIXOiB TIOPIBHSIHO 3 BiJICTPOYEHOIO OIEPaIli€ro
a6o Ges Hel.

e Ha Bizminy Bijg iHIINX BPOZKEHUX IATOJIOTINA ce-
YOCTAaTEeBOI CUCTEMH, TAaKUX SIK €KCTPOdisi ce40BOTO
Mixypa, prunebelly syndrome (cunapom miapisaHoro
JKUBOTA) 1 33/1H1 ypeTpasbHi KJIallaH!, YacTOTa BUHUK-
HEHHsI aHOMAJIill yPOTeHITAIbHOTO CUHYCA, 1TOB sI3aHa
i3 BI'H3, ne 3mennmuacs. Takum unHOM, icHy€ moc-
TiiiHa moTpeba B OTPUMaHHI HAYKOBO 00IDYHTOBAHUX
peKoMeHialliil it Xipyprigyaoro JikyBanHs BIHS3,
BKJIIOYAIOYW ijIeasibHI TePMIHM ollepartii, Xipypriuny
TEXHiKy, PU3UKH HETPUMAHHS Cedi, J0JaTKOBOTO
XipyprivHOTO BTPYYaHHS (HATIPUKIAM, KOPEKIIis Bari-
HAJILHOTO CTEHO3Y IIPU CTATEBOMY JI03PiBaHHi), BTpa-
TH cTaTeBol (DYHKIL Ta 06csr Xipypril KiiTopa.

ExcnepuMeHTaibHa Tepamisi

* PospobuTit HOBI MiAX0A¥ A0 JiKyBaHHS, SIKi MiHi-
Mi3ytoTh BB ['K.

* [lomambiie BUSHAYEHHS KJIIHIYHUX HACIIKIB m1edi-
IUTY aJIPEHATIHY.

IIcuxiyHe 310pOB’ st

* Pospo6uTi Ta 3aTBEpANTH J0AATKOBI IHCTPYMEHTH
st ominkn QOL y mamienTis (Ta ixHIX cimeil)
JUIS TIOJIETIIEHHST OIIHKK [MOTOYHOI Ta MallGyTHBOI
Teparrii.

METOZOJIOITA

Yuacuuku

Komiter 3 HanmucanHs HACTaHOB CKJIAJABCS 3
10 excmepTiB 3 TAaKUX CIEIiaTbHOCTEN: €HIOKPUHOJIO-
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TabAnusg 6

Kaacudpikauis pekomenaauin HactaHosu GRADE

fIkicTb AOKasiB

Bucoka skictb

MomipHa sikicTb

Husbka siictb

Ay>e HM3bKa SIKiCTb

Onuc pokasis

Aobpe BukoHaHi PKA,
Ay>Ke CUAbHI AOKasn
3 HeymnepeAXKeHnx
obcepBauinHnX

PKA, 3 Aeaknmm
0OME>KEHHAMM
CuAbHI A0Ka3m

3 HeynepeAXXeHmx

PKA i3 cepito3Hnmm
HeAOAIKaMM

Aeski pAokasu

3 ob6cepBaLinHMX

HecnctemaTnyHi
KAIHIUYHI OrASIAM
Ay>xe Hernpsimi
AOKasu 3 o6cepBaLliii-

AOCAIAXKEHb o6cepBaLinHMX AOCAIAXKEHD HUX AOCAIAXKEHD
AOCAIAXKEHD

CunbHi (1): 1 ODDD 11®®®0 11e®00 11000
s «MK pekoMeHAYEMO. ..»
T KopucTb sBHO nepesakae
T wkoay i 06TsKEHHS
qg abo HaBnakm
g YmoHi (2): 2| o000 2|@®®0 2|@®00 2|@000
~ “Mu nponoHyemo...»
S KopwcTb mainke

36aAaHCOBaHa
3i LUKOAOIO i OOTSI>KEHICTIO

Mpumitka. PKA — paHAOMI30BaHi KAIHIUHI AOCAIAXKEHHS.

Tisl, AUTSAYA ypoJioTisa Ta Tcuxosoris. [/[Boe useHiB
KOMITeTy TPUBHECIU MIiXKHAPOJHY TIEPCIIEKTUBY
1o/10 1€l remu. KomiTeT TakoK BKJIIOYAB METO/I0JIO-
ra KJTHIYHAX MPaKTUYHUX HACTAHOB, SKWH OYOJINB
IpyIy JAOCTIIHUKIB MOPIBHAIbHOI e(heKTUBHOCTI, SIKi
MPOBOAMJIM CUCTEMaTUYHI OIJIS[M Ta MeTaaHaJi3u.
Metoposnor 3iicCHIOBAB HATJsA 32 3aCTOCYBAHHIM
MeTtomosioriuaoi ocioBu GRADE a7 xokHOI peko-
MeH/Iallii, BKJIIOYAI0UN OIIHKY SIKOCTi IOKa3iB 1 edek-
TUBHICTh PEKOMEH/IAIII .

IIpouec po3BUTKY HACTaHOB

ITponec pospobku Kainiunmx nacranos Emnjo-
KkpunHoro ToBapucTBa MHO€AHYE B €00l ejleMeHTH
rpagaiii GRADE (395) 3 migxomom, sskuii BBaKa€eTh-
CsI BIATIOBITHUM IS PIAKICHUX €HAOKPUHHUX 3aXBO-
proBaHb, Jie HayKoBi AaHi oOMeskeHi abo BiJCYTHi.
Tosapuctso xie B Mmexkax GRADE s mocmigkerts
MasloBUBUeHUX TMTaHb (auB. Tabua. 6). GRADE
3abe3neuye METOA0JOTYHY 1 CTaTUCTUYHY TOYHICTB,
1[0 CHpPUSE BUPOOJEHHIO HAAIMHUX PEeKOMEH/allii,
Kl KacugikyroThCs 3a SKICTIO JIOKa3iB 1 iX CUJIOI0,
stk onmcaHo Guyatt et al. [396] ta rpadiuno mpen-
craBJjieHo B TabL. 6.

Aoaatok A

Pecypcy 110A0 HEOHATAaABHOIO CKPUHIHTY:

Skuo mokasu BKpail oOMeskeHi Ta/abo aHasizy-
I0TbCS HECHCTEMaTUYHO, MU HAJaEMO PeKOMeHallii
HAa OCHOBI €KCIIEPTHOrO OIJISIAYy OOMEKEHUX JaHUX.
Ileit mpoliec € MeHIII CUCTEMATUIHNM, Hi’K METO/I0JIO-
riura ocioBa GRADE; ognak 11i pekoMeH/a1lii Takok
4iTKO KIacudikyioThest 3a cucremoio GRADE.

Jlesiki 3 HaCTaHOB KJIIHIYHOI MPAKTUKH TOBAPUCTBA
TaKOK BKJIIOYAIOTh HeKJacudikoBaHi TBepKeHHS
npo Hasexxny npaktuky [397]. i meknacudikosani
KJIIHIYHI HAaCTAaHOBU MOXKYTh BKJIIOYATH €KCIIepPTHI
CBITYEHHST 1[O/I0 HAJIEIKHOI IPAKTUKY, MOCUIAHHST Ha
pekoMen/iailii, 3po6JeHi B IHIINX KePIBHUX HACTAHO-
BaX, 1 3ayBaKeHHs II0/I0 TPOMITAKTUYHOI [OTIOMOTH
Ta CITLIBHOTO TIPUNHSATTS PillleHb.

Pexomeniarttii MicTSATD BiIOBIIHY TTOIYJISIIIIO, BTPY-
YaHHSI, OPIBHSIHHSI 1 pe3yJibrart. SIKIo HeoOXiAHi mogab-
11 PO3'ICHEHHSI 1010 BIPOBAPKEHHSI, MI BKJIIOYAEMO
TEXHIYHI 3ayBakeHHsI. BoHu MicTaTh 01aTKOBY iHGMOP-
MAIIifo, TaKy SIK TEPMiHW, BCTAHOBJIEHHSI, PEKUMU 103y~
BaHHsI Ta HeoOXi/IHI 3HAHHS. YCi peKOMeHIallil CyIpoBO-
JUKYIOTBCSI Pe3IOMe JIOKa3iB, sIKi JIie)kaTh B MOTO OCHOBI.
ABTOPU MOJKYTb TaKOXK BKJIIOUATH KOPOTKi T€3W IIOI0
LiHHOCTEI Ta yrog00aHp MalieHTiB, GalaHCy HepeBar Ta
IITKO/TH, & TAKOZK J[yMKH MEHIIIOCTI TaM, JI€ T1€ € IOPETHUM.

* http://www.babysfirsttest.org/newborn-screening/conditions/congenital-adrenal-hyperplasia

Pecypcu 1WOAO KAIHIYHMX AOCAiAXKeHD i3 BIH3:

 http://clinicaltrials.gov/ct2/results?term = congenital + adrenal + hyperplasia

Pecypcu a9 nauieHTiB i cimeit:
* https://www.caresfoundation.org

* https://www.cc.nih.gov/ccc/patient_education/pepubs/BIH3.pdf
BiaeoaeMoHcTpaLii HeBIAKAQAHOT BHYTPILLIHbOM 130BOI iH'€KLLIT N APOKOPTHU30HY:

* https://www.youtube.com/watch?v=moSz5ZoTJFE
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APII — akTuBHICTD pPeHiHY TIJIa3M1
BI'H3 — Bporkena rinepruiasisg HAIHUPKOBUX 347103 (KJTAaCHYHA | HEKJIACUYHA)
I'K — raokokopTHKOin

I'aPT— ronazoTpomnin-pusi3suHT-ropMOH
IMT — ingexc macu Tisa

MK — MiHepaJToKOPTUKOI

MIHIK — minepasbHa NITBHICT KiCTOK
HKBI'H3 — nekmacuyna BpoasKeHa TiMepITasist HaIHUPKOBUX 3aJ103
Y3/l — ynsTpasByKoBe IOCIIIKEHHS

11p-HSD2 — 11p-rizpokcucrepoiajeriiporenasa TUILy 2

170HP — 17-rizpokcumnporecTepoH
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DSD — posnaau cratesoro audepenmniosanns (disorders of sex development)

LC-MS/MS — piagunna xpomarorpadis—rangemua mac-ciekrpomerpis (liquid chromatography—tandem
mass spectrometry)

OR — BigHomenns mancis (odds ratio)

QOL — saxicts sxuttst (quality of life)

SDS — mkama ctangaptraoro Biaxusenus (SD score)

TART — nyx/iMHU s€4oK 3 aapeHaioBoi Tkanuuu (testicular adrenal rest tumor)
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