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CTAHAAPTM TA KOHCEHCYCH

YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPUHOAOT T

MEPEJIK PEKOMEH/IAIIIIA

HeonaTanpHuii CKpUHIHT

Exonomiuna epexmusnicmo

1.1. Mu pekomeHIyeEMO, 11100 yCi MPOTrpaMK CKPH-
HiHTY HOBOHAPOJIKEHMX BKJIFOYAIN CKPUHIHT HAa BPOJI-
JKeHy TilepIias3iio HaJHUPKOBUX 3aJ03 YHACJHIIOK
pedimury 21-rixpokcunasu (1/@@@0).

1.2. Mu pekoMeHIyeEMO BUKOPHUCTOBYBATHU Ha T1ep-
IIOMY PiBHI CKPUHIHTY aHasi3 17-rizpokcurporecte-
POHY, CTAaHIAPTU3OBAHWI 32 3aTAJTBHOIO TEXHOJIOTIEIO
3 HOpMaMH, CTpPaTu(iKOBAaHUMH 3a TeCTalliiHUM
Bikom (1/@@®0).

Texniune 3ayeancenns: KJIHIIMCTU TIOBUHHI 11aM’s1-
TaTH, 110 IMYHOJIOTIYHI aHaJTi31 BCe 11le BUKOPUCTOBY-
IOThCS 1 BAIUIIAIOTHCS PKEPETIOM XMOHOIIO3UTUBHUX
pesyabratis. CrerudiuHicTs MoKe OyTH HOJIIIIEHa
IIJISTXOM OPTaHiYHOI eKCTPaKIIii 11 BUAJIEHHS Tlepe-
XPECHO Pearyiounx PeYoBUH.

1.3. Mu pekoMeHIyeMo, 11106 APYrHil piBeHb CKPH-
HIHTY MPOBOJMBCS B CKPUHIHIOBUX JIabopaTopisx 3
BUKOPHUCTAHHSAM PiAMHHOI Xpomartorpadii — TaHaeM-
HOI Mac-CIEeKTPOMeTpii, a He BCiX IHIIUX METOiB
(HAIIPUKJIAJ, TEHOTUITYBAHHST ) JIJISI TTOJIITIIEHHST TIO3H-
TUBHOI MTPOTHOCTUYHOI I[IHHOCTI CKPUHIHTY Ha BPO[I-
KeHy TilepIniasiio HagHupkoBux 3a103 (1/@@00).

Texniune 3ayeascenmns: naboparopii, 10 BUKO-
PUCTOBYIOTh PIIMHHY XpoMmaTorpadito — TaHIeMHY
Mac-CIIeKTPOMeTPIlo, IOBUHHI GpaTh y4acTb y Bizmo-
BijHill 1porpami 3abesnedenns sxocri. Kpim Toro,
KJTIHIIUCTY TTOBUHHI YCBIIOMJIOBATH, 1110 iMYHOJIO-
riyni aHaxi3u NPU3BOAATH 0 OLIbLIOT KiIbKOCTI X1O-
HOTIO3UTUBHUX Pe3yJIbTaTiB. TakUM 4YUHOM, SIKIIO
JIabOPaTOPHi pecypcr He BKJIKOYAIOTH PiAMHHY XpOMa-
torpadito — TaHAEMHY Mac-CIeKTPOMETPIo, 7S TTi/I-
TBEP/UKEHHST J[iarHO3y Iepe]l TOYaTKOM JIiKyBaHHS
KOPTUKOCTEPOIZIaMU TIOBUHEH MTPOBOAUTUCS TECT HA
CTUMYJISIIIIT0 KO3UHTPOTTIHOM.

IIpenaTanbHe JiKyBaHHSI BPO/?KEHO1
rinepiuiasii HAHUPKOBUX 37103

2.1. Mu pasiuMo KJIHITIMCTaM MTPOIOBKYBATTH BBa-
JKaTU TIPEHATAJbHY TEPariio eKCIePpUMEHTAIbHOTO.
TakyM YMHOM, MU He PEKOMEH/IYEMO CIIeIaJbHUX
nportokoJiiB JikyBauHs (HexkmacudikoBane monoxen-
HsI HAJIESKHOI TTPAKTUKHN ).

2.2. BariTHuM KiHKaM 3 PU3WKOM HOCIHHS TUIOY 3
BPOI;KEHOIO TITTePILIa3i€lo HaHUPKOBHUX 32103 i sIKi pO3-
IJISIIAI0TH MOMKJIUBICTD TTPEHATATIBHOTO JHKYBAHHS, MU
PEKOMEHTYEMO TIPOBOJIUTH ITPEHATAJIbHY TEPAITIIO JIUIIE
3a MIPOTOKOJIaMH, cxBajieHuMKu HesanekHum eTrnaHum
KOMITETOM, Y TIEHTPAX, 3/[aTHUX HAKOTIUIYBaTH PE3yJIbTa-
TH 3 JIOCTATHBO BEJIMKOI KLIBKOCTI MAIlIEHTIB 1 TOMY TOY-
Hile BU3HayaTH pusuky Ta nepesaru (1/@@@0).

2.3. Mu pekoMeHAy€EMO, 11100 JOCTiAHUIBKI TIPO-
TOKOJIW JIJIsI TIPEHATAJIbHOI Teparrii BKJIoYaIn TeHe-
trnuHnii ckpuHint Ha JITHK Y-xpomocomu y matepus-
ChKiil KPOBi, 1100 BUJIyYaTH IJIOAM YOJIOBIYOI cTaTi 3
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noTteHiinauX tpyn JikysanHs (Hexsacudikosane
TOJIO;KEHHS HaJIe’KHOI TTPAKTUKN ).

JliarHocTHKa BPO/I?KEHOI rinepIuiasii
HA/THUPKOBUX 327103

3.1. Mu pexoMeHIyEMO CKEPOBYBATU HEMOBJIT 3
MMO3UTUBHUMHU PE3yJIbTaTaMU CKPUHIHTY HOBOHAPO/I-
JKEHUX Ha BPOJKEHY TilepIniaziio HaJIHUPKOBUX 3aJ103
JI0 IUTSIYUX €HJOKPUHOJIOTIB (SIKIIO BOHU JIOCTYITHI B
perioHax) Ta 3a HeOOXIIHOCTI OIIHUTU pe3yJIbraTu
TecTy cTUMY.Isil KozunTporinom (1/@®@0).

3.2. B oci6 i3 cuMIITOMaMH, 1[0 BUHUKJIH B MTI3HbO-
My HEOHATATBHOMY TIepio/li, MU PEKOMEHIYEMO TIPO-
Bectn pano-spanili (o 8.00) awamiz y cuposarii
6a30BoOro piBHA 17-riAPOKCUIIPOreCTEPOHY 3a IOIO-
MOTOI0 PiIUHHOI XpomaTtorpadii — TaHAeMHOI Mac-
cnekrpomerpii (1|@@@0).

3.3. B oci6 3 rpapuunumu pisasamu 17-rigpoxcu-
[IPOreCTEPOHY MM PEKOMEHIYEMO BUZHAUNTHU TIOBHUIA
11podisib HATHUPKOBUX TOPMOHIB TICJIST TECTY CTUMY-
i KosuHTponinoM, mob audepeniiosaru gedi-
uuT 21-TigpokcuIasy Bifl iHIMNX (hepMEHTHUX edeK-
TiB (1|@®®0).

3.4. B oci6 i3 BposKeHOIO TinepIiiasico HagHup-
KOBHX 32JI103 MU ITPOITOHYEMO TIPOBOJIUTH T€HETUYHE
00CTEKEHHST JIMIIe TOMI, KOJM Pe3yJbraTi Mpodiso
HA[HUPKOBUX TOPMOHIB TIiCJS TECTy CTUMYJSIii
KO3MHTPOIIIHOM HEOJHO3HAuHI, ab0 CTUMYJISIis
KO3BUHTPOITIHOM He MOsKe OYyTH KOPEKTHO BHKOHAHA
(TOOTO TAI[IEHT OTPUMYE TIJIIOKOKOPTUKOIN), abo 3
METOIO TeHeTHYHOTo KOHCYAbTyBaHs (2/@@@0).

Texniune 3ayeasncenns: TEHOTUITYBAHHS NOHAN-
MeHIIEe OZHOro 3 GATLKIB A0IIOMarae B iHTeprperarii
pe3yJbTaTiB TeHEeTUYHUX TECTiB depe3 CKJAIHICTD
aokycy CYP21A2.

JlikyBaHHSI KJIACHYHOI BPO’K€HO1
rinepmniasii HAJHUPKOBUX 37103

4.1.Y nepiost pocty B 0ci6 i3 KJIaCHYHOKO BPOIKEHOIO
TiNeprviasiero HIHUPKOBUX 3aJI03 MU PEKOMEHIYEMO
HiATPUMYIOUY Tepartiio TizpokoptusoHoM (1|@@®0).

4.2. Y nepiox pocty B 0cib i3 BPOAKEHOIO rinep-
MJIA3i€10 HAJHUPKOBUX 3aJI03 MU PEKOMEHIYEMO
BUKOPUCTOBYBATH TIEPOPATbHY CYCIEH3iI0 TiJIpOKOp-
THU30HY Ta He PEKOMEH/[yEMO XPOHIYHOIO 3aCTOCYBaH-
Hs TJIIOKOKOPTHKOIAIB TpuBaoi aii (1/@@@0).

4.3. Y HOBOHApO/KEHNX | B PAHHBOMY IUTHHCTBI MU
PEKOMEHJIYEMO Y CXeMi JiIKyBaHHsI 3aCTOCOBYBATH Oy I-
POKOPTH30H Ta JoflaBaTi HaTpito xs1opuz (1| @@@0).

4.4. Y mopocaux 3 KJIACUMIHOIO BPOKEHOTO Timep-
MJIA3i€10 HAJHUPKOBUX 3aJI03 MU PEKOMEHIYEMO
BUKODHCTOBYBATH MIOAEHHO TiAPOKOPTU30H Ta/abo
TJTIOKOKOPTUKOIAM TPUBAJOI il pasoM 3 MiHepaso-
KOPTUKOilaMU 32 KJIIHIYHUMU TIOKa3aHHSIMHU
(1l@®®0).

4.5. Y Bcix 0cib 3 KJIACMYHOIO BPOJKEHOIO Tinep-
IJ1a31€10 HAJIHUPKOBUX 32JI03 MU PEKOMEH/IYEMO CTe-
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JKUTH 32 O3HAKAMU TEPE03yBaHHs TIIOKOKOPTUKOI-
JiB, @ TAKOK 32 O3HAKAMM HEZI0CTATHbOI HOpMaJTi3aitii
AHJPOTeHiB, 100 3a JOMOMOIOK JIKYBaHHS ONTHMI-
syBaTu npodiib HATHUPKOBUX cTepoinis (1/@D@O).

4.6. B ycix ocib 3 KIaCMYHOK BPOIKEHOIO Tilep-
IJ1a31€10 HAJIHUPKOBUX 3aJ103 MU PEKOMEHIYEMO CTe-
JKUTH 32 03HaKaMu gedinury abo HaJIMIIKy MiHepa-
nokopTukoifis (1/@@@0).

Cmpecose do3yeanns

4.7. YciMm maimieHTaM 3 BPOKEHOIO TillepIlIa3i€io
HaJIHUPKOBUX 3aJ103, SIKi IIOTPeGYIOTh Teparlii TJIoKo-
KOPTHKOIZAMHU, Y TaKMX CHUTYyallisX, sIK XBOPOOH 3
rapstaxoro (> 38,5 °C), racTpoeHTepHT 3 JIeTiIpaTariico,
TSDKKQ Xipyprisi, 1O CYNPOBOJIKYETHCS 3arajbHOTO
AHECTE3IEI0 Ta CEPUO3HOI0 TPABMOIO, MU PEKOMEH/TYE-
MO 301/IbIIyBaTH 103y IIIOKOKOPTUKOiZiB (1|@@D0).

4.8. Ilamientam 3 BPOMKEHOIO TilepILIa3ieio Haf-
HUPKOBUX 3aJI03 IMiJl Yac IMOJEHHNX PO3yMOBUX
Ta eMOIITHUX CTPECIB Ta HETSIKKUX 3aXBOPIOBAHb
Ta/a60 nepes 3udaiinuMu GisUYHUMU BIIPaBaMU MU
He PEKOMEHIYEMO 301JIbIIYBaTH A03K TJIFOKOKOPTHU-
koizis (1/@®00).

4.9. IlamientaMm 3 BPOKEHOIO TillepIlia3ie€fo Haj-
HUPKOBHUX 3aJI03, sIKi HOTPEOYIOTh JIKYBaHHS, MU
PEKOMEHYEMO 3aBKAM MaTH i3 co00r0 abo HOCUTH
MEJNYHY ifieHTr(iKaIlifo, sKa BKa3y€ Ha HasIBHICTb
HEI0CTaTHOCTI HaAHUPKOBUX 3a103 (1|/@@D0).

4.10. Mu pekomMeHIyEMO TTPOBOANTY HABYAHHSI T1AITi-
€HTIB 3 BPOKEHOIO TilTePIIa3i€io HaHMPKOBUX 3a7103
Ta IX OITIKYHIB i TICHO KOHTAKTYBaTH 33/1J15 TPODiIaKTH-
KU HEeJOCTaTHOCTI HAJHUPKOBKMX 3aJ103 1 30LIbIICHHS
JI037 TITFOKOKOPTUKOI/IIB (aJie He MiHePAJIOKOPTUKOI/IIB)
Y iHTepKypeHTHHX 3axBopioBantsix (1/@@@0).

4.11. Mu pekoMeHlyEMO OCHACTUTHU KOKHOTO Talli-
€HTA 3 BPOJKEHOIO TillepIIa3ie€io Ha/IHUPKOBHX 3aJ103
KOMILIIEKTOM 13 TTperapaToM iH €KIIITHOTO TIIOKOKOP-
TUKOILY JIJIST HEBIJIKJTAJTHOTO 3aCTOCYBAHHS Ta HABYUTH
CaMOCTIHOMY TTapeHTepaJbHOMY HOTO BBEEHHIO
(MO/IOIMX Ta MALEHTIB CTAPIIOro BiKy) abo IpaBuam
3acrocyBaHHs (6aTbKiB ab0 OIMKYHIB) IJIFOKOKOPTHKO-
iniB aus Hesigkaaanoi nonomoru (1|@@@0).

Momnimopumne mepanii

4.12. Tlamientam BikoMm g0 18 MicsIliB 3 BpomskKe-
HOIO TiTlepIia3ieio Ha/IHUPKOBUX 327103 MU PEKOMEH-
JIYEMO TIPOBOJIUTU CYBOPWI MOHITOPWHT TIPOTSITOM
MepIuX 3 MICSIIB KUTTS 1 Hajali KOKHUX 3 MiCSII.
[Ticrss 18 micsamiB MU pPEKOMEHIYEMO IPOBOJAUTH
KOHTPOJIb KOsKHUX 4 micsi (1/@@00).

4.13. IlemiaTpuyHnUM TaIliEHTaM 3 BPOKEHOIO
rifepIuiasieio HaJHUPKOBUX 3aJ103 ST BU3HAUEHHS
aJIeKBAaTHOCTI JIIKyBaHHS TJIOKOKOPTUKOIAMU Ta
MiHEPAJIOKOPTUKOIJAMU MK PEKOMEHIYEMO, KpiM 6io-
XIMIYHUX BUMIiPIOBaHb, MPOBOJUTU PETYJISIpPHE OIli-
HIOBaHHSI IIBU/IKOCTI POCTY, MaCH TiJia, apTepiaibHOTO
THCKY, a TakoK (isukanbhi oocresxenns (1/@@00).

4.14. IlemiaTpuyHUM TMalliEHTaM 3 BPOIKEHOIO
rinepruiazie€o HaJHUPKOBUX 3aJ103 Y BIlli 710 2 POKIB
MU PEKOMEH/IYEMO MIOPIYHO MTPOBOJIUTHU OIIHKY KiCT-
KOBOTO BIKYy /IO JOCSTHEHHSI 3pOCTy OJU3BKO [0
nopocyioro (HekmacudikoBane mookeHHsS HaexX-
HOI TIPAKTUKN ).

4.15. [TopocauM 3 BPOKEHOIO TillepIliasiero Haj-
HUPKOBUX 3aJ103 JIJIST OI[IHKU aJIeKBAaTHOCTI 3aMiCcHOI
Teparrii TI0KOKOPTUKOIZaMHU i MiHepaJIOKOPTUKOIIa-
MU MU PEKOMEH/LYEMO, KPiM IIPoBeieHHs 610XiMIYHUX
BUMIpIOBaHb, MPOBOAUTH IIOPIYHI (Pi3UKAIbHI OTJISI-
[, SIKi BKJIIOYAIOTH OIIHKWA apTepiajJbHOTO THUCKY,
IH/IeKCY MacH Tijla Ta BU3HAYEHHST HAsIBHOCTI KyIINH-
roigaux osnak (1/@@00).

4.16. TopocauMm 3 BpOMKEHOTO TilEPILIa3iero Hal-
HUPKOBUX 32JI03 MU PEKOMEH/IYEMO ITPOBOIUTU MOHi-
TOPWHT JIIKYBaHHS IIIJITXOM TOCJIiJOBHUX CHHXPOHI-
30BaHUX BUMIipPIOBaHb TOPMOHIB y TIOPIBHSIHHI 31 cXe-
MOIO IpUiioMy JTiKiB Ta yacy no6u (1/@@00).

4.17. Mu pekoMmeHayeMO, 106 KIIHIIUCTH He
MMOBHOIO MipOIO TIPUTHIYYBAJIM €H/IOTEHHY CEKPeIlifo
HaJHUPKOBUX CTEPOIJ[iB JIOPOCIUM 3 BPOKEHOTO
rinepriiasieio HaJHUPKOBUX 3aJI03 [l 3a1100iraHHs
HECIIPUATIMBOMY BILUIMBY Ha JikyBanus (1/@@@0).

JlikyBaHHS HEKJIACHYHOI BPO/I>KEHOI
rinepmniasii HAJHUPKOBUX 37103

5.4, [litTam Ta migmiTKaM 3 HEKJIaCHIHOI0 BPOJKe-
HOIO TilepInia3i€io HaAHUPKOBUX 37103 i3 HEBIAMOBII-
HO PaHHIM IMOYATKOM Ta IIBUIKUM IPOTPECYBaHHSIM
ny6apxe abo KiCTKOBOIO BIiKy Ta IiJUITKaM, sIKi MatoTh
SIBHI O3HAKU BipUJIi3allii, MU TIPOTIOHYEMO TTPU3HAYATH
Tepaniio roKokopTukoigamu (2/@@00).

Texniune 3ayeadicenns: pU3NKHU Ta epeBaru Tepa-
il MIIKOKOPTUKOIZAMHE CJIijl PO3IJISHYTH Ta 00T0BO-
PUTH i3 ciM €10 TaIlienTa.

5.2. Be3cuMITOMHUM HeBariTHUM 0co0aM 3 He-
KJIACUYHOIO BPOJIKEHOIO TillepILIa3i€ro HaIHUPKOBUX
37103 MU He PEKOMEH/IYEMO TePaIliio TJIIOKOKOPTUKOI-
namu (1|@@@0).

5.3. XBOpUM 3 HEKJTACMYHOIO BPOKEHOIO TillepIiia-
31€10 HATHUPKOBHUX 37103, SIKi B MUHYJIOMY OTPUMYBaJIA
JIKYBaHHSI, MU IIPOIIOHYEMO CIIPOOYBATH MPUITUHUTH
Tepartiio, KOJIM BOHH JIOCSITHYTh 3POCTY JIOPOCJIOT JIIO/IU-
1 abo Oyzie ycynyTo i cummnromu (2/@@@0).

3.4. Jlopocanm JKiHKaM 3 HEKJACHYHOIO BPOJIKe-
HOIO TiMepIIa3ieo Ha/IHUPKOBUX 3aJ103, SIKI MaloTh
HENPUUHATHY [JIsI HUX TillepaHiporexio abo 06e3-
TJTIZI/IsT, MM TIPOTTOHYEMO JIIKYyBaHHS TJIIOKOKOPTUKOI-
namu (2/@@00).

5.5. [lig GiabiocTi JOPOCANX YOJIOBIKIB 3 He-
KJIACHYHOIO BPOJIKEHOIO TillepIIa3i€ro HaIHUPKOBUX
327103 MU HE PEKOMEH/IYEMO JHKapsiM 3arajioM Ipu-
3HAYaTU IIOJEHHY TJTIOKOKOPTUKOIJHY Tepariio
(2[@000).

" Testicular adrenal rest tumours (TARTs) — ue ao6posikicHi AKTI-3aAeXHi MyXAMHM, SIKi BUHMKAIOTb Y YOAOBIKIB 3 BPOAXKEHOIO TiNepriAasi€io HaAHMPKOBMX 3aA03,
i SIKLLO TX He AIKYBaTW, BOHU MOXKYTb 3HWULLMTU TKaHWUHY S€YOK. [TpUrHiUyBaAbHE AiKyBaHHS KOPTUKOCTEPOIAAMM MOXKE MPU3BECTU AO PErpecii UMX MyXAMH si€uKa.
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Texniune 3ayeancenus: BUHSITKU CTAHOBJSITh
Gesmuinng, testicular adrenal rest tumors! abo myx-
JWHU HAJHUPKOBHMX 3aJI03, a TakKoxX (eHoTurmu,
MIPOMiKHI MK KJTaCHIYHUM Ta HEKJIACUIHUM (PeHO-
THTTAMU.

5.6. IlamieHTaM 3 HEKJIACUYHOIO BPOIKEHOTO
rifeprviasi€io HaJHUPKOBUX 3aJI03 ITiJl 4aC BEJUKUX
oTiepalliif, TpaBM YU TI0JIOTIB PEKOMEH/TYEThCST 3aCTO-
COBYBATHU CTPECOBE JI03yBAHHS TiJIPOKOPTUBOHY JIUIIIE
B TOMY BHIIQJKY, SIKIIO HALIEHT Ma€ cyOONTUMAIbHY
(< 14—18 mxr/mr, < 400—500 aMoIIb/J1) BiAOBiAb
KOPTH30JIy Ha KO3MHTPOIIH a00 STPOTEHHE MPUIrHi-
YeHHs HaHUPKOBHX 32103 (2/@000).

Texniune 3ayeascenns: jiana3oH HABENIEHO LIS
IPAHUYHKMX MK KOPTHU30JIy, BPaXOBYIOUHU OiJIbILy
crieruiky HOBUX aHaIi31B KOPTU3OTY (/IUB. HUXKYE).

TpuBasie JTiKyBaHHS NALi€HTIB 3 BPOIKEHOIO
rinepIuia3i€o HaIHUPKOBUX 3aJ103

Ilepexio 0o dopocaoi meduunoi donomozu

6.1. Ilamientam-migmiTkaM 3 BPOKEHOIO Tilep-
MJIa3i€l0 HAJHUPKOBUX 3aJI03 MU PEKOMEHIYEMO
MovyaTu Tepexi/l 10 J0POCI0l MeINYHOI JOTIOMOTH
3a KLJIbKA POKIB /0 BUXO/Y 3 AUTSY0I €HIOKPUHO-
Jorii (2| @000).

Texniune 3ayeadrcenns: 1iJ 4ac 1bOTO MEPEXOLY
MU PEKOMEH/[yEMO BUKOPHUCTOBYBATH CITLJIBHI KJIi-
HIKH, JI0 SIKUX BXOJATbH [UTHAYi, PENPOAYKTHUBHI Ta
JIOPOCJIi €HJIOKPUHOJIOTH Ta YPOJIOTH.

6.2. JliBuaTKaM-TiATiTKAM 3 BPOKEHOIO Tirep-
IJ1a31€10 HAIHUPKOBUX 327103 MU PEKOMEH/IYEMO BU3-
HaYyaTH MHEKOJIOrTYHIIT aHaMHe3 Ta IIPOBOAUTH 0OCTe-
JKeHHs1, 100 3abe3neynTH (QYHKIIOHAIBHY KiHOUY
aHaToMiro 6e3 BariHaJbHOIO CTEHO3y abo MOPYIIeHb
MeHcTpyasbHoi GyHkiii (2/@@00).

Ienemuune xoncynromyeanns

6.3. Mu pexomeHyEMO MEIMYHUM TIPAIiBHUKAM,
SKi ToiH(OpPMOBaHI IOAO0 BPOMKEHOI TimepIniasii
HAHUPKOBUX 3aJ103, 3a0e3[eYUTH IeHeTHYHEe KOH-
CYJIBTYBAHHSI JIITSIM 3 BPOJIZKEHOIO TillePILIA3i€ro Hal-
HUPKOBUX 3aJI03, IMJIITKAM, IO MEePEXOASTh [0
JIOPOCJIOI MEIMYHOI JIOTIOMOTH, JOPOCJUM 3 HEKJIa-
CUYHOIO BPOJIKEHOIO TillepIlia3ieio HaJHUPKOBUX
3aJI03 TMiJl 4ac JiarHOCTYBaHHs, a TAKOX IMapTHEpam
TAITIEHTIB 3 BPO/PKEHOIO TiMepIIasi€io HaIHNPKOBUX
327103, SIKi IJIaHyI0Th BaritHicTh (1|@@00).

Koncynvmauin wooo ¢pepmunvrnocmi

6.4. Ocobam 3 BPOZKEHOIO TilepILIasieio HaHup-
KOBUX 3aJI03 Ta TOPYIIEHHSM (DEepTUIbHOCTI MU
PEKOMEHIYEMO 3BEPHYTHCS 0 €HIOKPHHOJIOTa-
penpoiyKToJora Ta/abo cremiaaicra 3 hepTUIbHOC-
Ti (2/®@@00).

Beoenns epooxcenoi zinepnaasii maonuprosux
3a103 ma Hexaacuunoi 6époodcenoi zinepnaasii
HAOHUPKOBUX 347103 Ni0 UAC 6azimHoOCmi

6.5. Mu pekoMeHIYEMO JKiHKaM 3 HeKJIaCHYHOIO
BPOKEHOIO TiNepIIa3ieo HAAHUPKOBUX 3aJ103, SKi
HeIUTiIHI 200 MaroTh aHAMHEe3 IOIePEIHbOr0 BUKHUI-
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Hsl, JIIKYBaHHS TJTIOKOKOPTUKOIJIOM, SIKUI He MTPOHMU-
kae kpisb maanenty (1/@@00).

6.6. BariTHuM ;KiHKaM 3 BPO;KEHOIO TillepIlIa3iero
HAJHUPKOBUX 3aJ103 MU PEKOMEHAYEMO IepedyBaTu
i1 HATJISIZIOM €HIOKPHHOJIOra, 00I3HAHOTO 100 BPOJI-
JKeHol Timepriiasii HagHnumpkoBux 3ano3 (Hexkma-
cudikoBaHe TOJIOKEHHS HATEKHOI ITPAKTUKH ).

6.7. JKinkaM 3 BPOKEHOIO TimepIiasi€io Haji-
HUPKOBUX 3aJ103, SKi 3aBariTHIJIN, MU PEKOMEH/IYE-
MO TIPOJIOBKYBATH JIIKYBAaHHS JIJIS BariTHUX Tipo-
KOPTU30HOM /TIPETHI30JI0HOM Ta (DIyAPOKOPTU30-
HOM 3 KODPEKIIi€I0 JI03yBaHHs, SKIIO 3 SIBJSIOTHCS
CUMTITOMU 11 O3HAKU TJIIOKOKOPTUKOIHOI HeJl0CTaT-
nocri (1/@@00).

Texniune 3ayeaxrcenns: KJIHIIMCTA TTOBUHHI OITi-
HIOBATU HEOOXIAHICTH 30LIbLIEHHS 03U IJIIOKOKOP-
TUKOI/Ly TIPOTSATOM JPYroro abo TPeThbOro TPUMECTPY
Ta BBOJIMTH CTPECOBY JI03Y INTIOKOKOPTUKOIIB TIi/1 4ac
TIOJIOTB.

6.8. JKinkam 3 Bpo;KeHOIO TilepIIa3ieio HalHUP-
KOBUX 3aJ103, Ki BariTHI a00 HaMaraloThCs 3aBariTHi-
TH, MU HE PEKOMEH/[yEMO 3aCTOCOBYBATH TIIIOKOKOP-
TUKOI/IA, SIKi MPOHWKAIOTHh KPi3b TLJIAIEHTY, HAIpH-
kJ1az gexcamerason (1/@@00).

6.9. Mu pazumo, 100 IUIaH IOJONB BariTHUX
JKIHOK 3 BPOJIKEHOIO TilepIIasiero HIHUPKOBUX 3a7103
BKJIIOYaB crertianicta akymepa (Hexmacudikosane
TTOJIOKEHHS HAJIesKHOI TIPAKTUKN ).

Haenao 3a eiddanenumu YckaaoneHHAMU
8pooddicenoi einepniasii HAOHUPKOBUX 3AJ03
ma ix AiKYyeanns

6.10. ITammierTamM 3 BpoaKEeHOIO TillepIlia3iero Hal-
HUPKOBHX 3aJI03 MU IIPOIIOHYEMO 0GPaHHS 3[0POBOTO
c11oco0y KUTTS y PaHHbOMY Billl AJIs MIATPUMAHHS
iHJIEKCY MacH TiJia B MeKaxX HOPMAJIbHOTO Jlialla30Hy,
1100 YHUKHYTH MeTaboJIiYHOr0 CHHIAPOMY Ta CYIIyT-
nix Hacigkis (2/@000).

6.11. Mu pexoMeHAYEMO TIPOBOJAUTU CKPUHIHT
MiHEPaJTbHOI MIIJIBHOCTI KICTOK IOPOCJINM TaIliEHTaM
3 BPOJKEHOTO TilepIlIasieio HaHUPKOBUX 3aJ103, SIKi
OTPUMYBAJIM TPUBAJUHN TEPiOJ TIOKOKOPTUKOIIN B
JI03YBaHHSX BHUIIE CepelHiX, ab0 3a3HAJU HETPaBMa-
TaHoro nepesaomy (2/@000).

6.12. Mu He peKOMEeH/IyEMO JIOPOCJIUM 3 KJIaCchuy-
HOTIO BPOJIPKEHOIO TilepIiazieio Ha[HUPKOBUX 37103
[IPOBE/IEHHS IJIAHOBMX BisyaslizalliiiHux 00CTesKeHb
HazHupkoBux 3a7103 (1|@000).

Texniune 3ayeajxcenns: TPOBOJUTH Bizyasiza-
HiliHi 00CTeKEeHHsT HAJIHUPKOBUX 3a/103 Y JIOJel 3
KJTACMYHOIO BPOJIKEHOIO TillepIIa3i€lo HaJaHUPKO-
BUX 3aJI03, SKi MalOTh KJiHIYHI O3HAKW IMYyXJUHU
HATHUPKOBO1 3aJI03H, MOTAaHWI KOHTPOJIb 3aXBOPIO-
BaHHS, NMPUITMHEHHS JIKYBaHHS TPOTSTOM KiJTbKOX
PoKiB abo BiJCYTHICTb BifnoBiai Ha iHTeHCHbiKOBa-
HY Tepamiio.

6.13. YosroBikaMm 3 KITaCHIHOIO BPOKEHOIO Timep-
IJ1a31€10 HATHUPKOBUX 32J103 MH PEKOMEHTYEMO TIPO-
BOJIUTU TEPIOJMYHE YJIBTPA3ZBYKOBE [OCJI/IJKEHHS
gedok s ouinku possutky TARTs (1/@@00).

65



YKPATHCbKII XKYPHAA AUTAYOT EHAOKPHUHOAOTIT

CTAHAAPTU TA KOHCEHCYCH

N°3—4 2018

6.14. ITamierTam 3 BpoKEHOIO TillepIlyia3ie€ro Hal-
HUPKOBUX 327103 MU HE PEKOMEHYEMO MPOBOIUTH
IJIaHOBe OOCTEKEHHSI Ha cepleBy 1 MeTaboJsiuHy
MATOJIOTiI0, KPIM PEKOMEH/IOBAHUX JIJIS 3arajibHOTO
nacesenns (1/@@00).

Texniune 3ayeancenns: KJIIHIUCTH TTOBUHHI
BUKOPHCTOBYBATH BJIACHE CY/DKEHHS MO0 HaBele-
HUX BHIIE ITPOIIELYP.

BinHoBieHHS PYHKITIOHAIbHOI aHATOMii
HUISIXOM XipyPriYHOro BTPYYaHHs B 0Ci0

3 BPO/I’)KEHOIO TillepIuia3i€o Ha/IHUPKOBUX
3aJ103

7.1. Mu pagumo indopmyBaTi 0aThKIB yCixX miTeil
3 BPOJIKEHOIO Tilepruia3i€elo HaJHUPKOBUX 3aJI03,
0co0IMBO AiBYAT 3 MIHIMAIbLHOIO Bipuizali€eio, Ipo
BapiaHTH XipypTiYHOTO JIKYBaHH:, 30KpeMa 3aTPUM-
Ky HOro mpoBejieHHs Ta/ab0 CIOCTEPEKEHHS, TOKU
nutnHa He cTtane crtapmoio (HexkmacudikoBane
MTOJIOKEHHST HAJIEXKHOT TIPAKTUKH ).

Texniune 3ayeancenuns: Xipypriuni omepaitii
MOBUHHI TTPOBOJANTHUCS TIIBKU B I[EHTPaX 3 JIOCBiJI-
YEeHUMW [UTSYUMH XipypraMu,/ypoJioramMu, TUTs-
YUMH €HIOKPUHOJIOTaMU, IUTSIYUMHI aHeCcTe310J10-
ramMu, GaxiBIAMU 3 TOBEAIHKN/TICUXIYHOTO 370-
pPOB’s 1 mpariBHUKaMu cotiaiabaoi cepu. o ome-
partii TOBUHHI TPOBOIUTUCH NTUPOKI IUCKYCil 11070
PUBUKIB Ta MepeBar, CIiJIbHOTO MPUHHATTS PillleHb,
OIJISIly MOJKJIMBUX YCKJaAHEHb Ta MOBHOI 00i3Ha-
HocTi. BapTo BpaxoByBaTH MOKJIUBICTH BiJIMOBU-
THCS BiJ oTepairii.

7.2. Y mamieHTOK JKIHOYOI craTi 31 3HAYHOIO
BipUJIi3alli€to MU paguMo 0OroBOPUTH PAHHE Xipyp-
riyHe JIIKyBaHHS JJIsI KOPEKI[ii ypOTeHITaJIbHOTO
cunyca (HexkmacudikoBaHe 1oJI0OKEHHST HAJIEKHOI
MPAKTUKN ).

7.3. Ilpu sikyBaHHI HETTOBHOJIITHIX 3 BPOJXKEHOTO
rineprnJasieio HaJAHUPKOBUX 3aJ03 MU PAJIUMO,
o6 yci pillleHHsT 1040 XipypriyHOro JHKyBaHHSI
3aJIMIIAJIKCS [IPEPOTaTUBOIO ciMel (ToOTO 6aTbKIB i
3a 3TO/IOI0 JIiTEHl CTapIioro BiKy) IMPU CIJIbHOMY
NPUUHATTI PillleHb 3 OCBITYEHUMH XipPYpPrivHUMHA
koHcyabranTamn (HexmacudikoBane mosokeHHs
HaJIE’KHOI TPAKTUKN ).

7.4. Y TamienToK ’KiHOYOi cTaTi 3 BPOMKEHOIO
rinepiuiasiero HaJHUPKOBUX 3aJ103, IS IKMX 0OPaHO
Xipyprifo, MU MPOTIOHYEMO BUKOHYBATH BariHOILJIAC-
THKY, BAKOPUCTOBYIOUN ypPOreHiTajibHy MoOLIi3allio,
i, AKI0 00paHO, HEHPOBACKYJISPHO-IIAAHY KJIITOPO-
IJIACTUKY ITPU 3Ha4Hiit Kritopomerarii (2/@000).

EkcrnepumenTasibHa Teparist
Ta Mail0y THI HANPSIMK

3azanoni MipKYy8anHHs ma He3pPO3YMiNi KAIHIUHI
nompeou

8.1. ¥V marienTiB 3 Bpo;KEHOIO TilepIiia3iero Hajl-
HUPKOBUX 32JI03 MU HE PEKOMEHIYEMO BUKOPUCTOBY-
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BaTU €KCIEPUMEHTAIbHI METO/M JIIKYBAHHS 32 MeKa-
MU ODIIIHHO CXBaleHUX KJIIHIYHUX BHUIIPOOYBaHb
(HekmnacugikoBane moyioskeHHs HAJIEKHOI TPAKTUKMN ).

Aopenanexmomis

8.2. ¥V xBopuX 3 BPOKEHOIO TilepIlIa3ieio Hami-
HUPKOBUX 3aJI03 MU HE PEKOMEHYEMO IPOBOJAUTH
JBOCTOPOHHIO azapeHanekToMio (2/@000).

Hcuxiumne 300poe’a

9.1. /1121 0ci 3 BPOZKEHOIO MiIIepILIa3icio Ha{HuP-
KOBMX 3aJ103 Ta X 0aThKiB MU PEKOMEHYEMO IIPOBEC-
TU KOHCYJIBTAIlIl Ta OI[IHKY MOBEJIHKY Ta TICUXIYHOTO
3I0POB’ST st BUPIIIEHHsI Oy /Ib-IKIX [IPOOJIEM, OB’ s1-
3aHUX 3 BPOJKEHOIO TilepIuiazielo HaJlHUPKOBUX
zano3 (1|@@00).

Texniune 3ayeancenHs: KIIHIIIMCTAM CJIiJ| TTamM’s-
TaTH, 10 0COOU 3 BPOYKEHOO TillepIIasicio HaHup-
KOBHX 327103 MOKYTb OIMUHUTHUCS TiJi 3arp0O30I0 PO3-
BUTKY TIPOGJIEM MICUXIYHOTO 30POB’sI Ta MAaTH HU3b-
KWW TIOPIT JIJIsi 3BEePHEHHSI 32 TICUXOJOTIYHUM YU
rncuxiaTpuaHUM JTikyBaHHAM. [IpakTukyoui daxisii
3 TICUXIYHOTO 3I0pPOB’sS TOBUHHI MaTH CIelliaJbHi
3HAHH TO/I0 OIIHKW Ta YIPaBJiHHS MICUXOCOIiah-
HUMU [TPoGJIEMaMU, TI0B SI3aHUMIE 3 BPOKEHOIO Tirep-
TJ1a31€10 HATHUPKOBUX 3aJ103.

BU3HAYEHH, IIATO®DI3I0JIOITA
TA SAXBOPIOBAHICTDb HA BIrH3

BT'H3 — 11e rpymna aBTOCOMHO-PeIeCUBHUX PO3Jia-
JliB, 10 XapaKTepU3YIOThCsS TOPYIIEHHSAM CHUHTE3Y
KOPTH30J1y. 3a JIAHUMU HEOHATAJTbHOTO CKPUHIHTY Ta
HaIllOHAJIbHUX PEECTPIiB y OLABIIOCTI AOCiAKEHD
3aXBOPIOBaHICTh KonuBaeTbes Bim ~ 1:14 000 mo
1:18 000 Hapo/pkeHux, aje naToaorisa OiIbII TOIIN-
peHa B MAJIUX, TeHETUYHO 130JIbOBAHUX TPYIIAaX 3 MEH-
UM TeHo(hOHA0M, 0COOIMBO B BiiJlaJleHUX reorpa-
(iuaux perionax (Hanpukmian, AmsickuHcebki FOmiky,
iHmmx; Tabauis 1 [2—23]). BITH3 cupuunHsaeTbes B
~ 95 % Bunazkax myrarismu CYP21A2, rena, mo
KOJIy€ HaJHUPKOBY crepoin-21-rinmpokcmiazy (P450c21)
[24, 25]. Ieit dbepment neperBopioe 170HP na
11-meoKCMKOPTHU30JI i TPOrecTePOH — Ha JEOKCUKOP-
TUKOCTEPOH, MPUYOMY I1i TIPOJYKTU € TONePeIHUKA-
MU KOPTH30JIy Ta aJbOCTEPOHY. BJokama cuHTe3y
KOPTHU30JIy MPU3BOIUTH 10 CTUMYJISIIIIT KOPTUKOTPO-
MIHOM KOPW HAJHUPKOBUX 3aJ103, 3 HAKOITMYEHHSIM
HOIEPeIHNKIB KOPTU30JIY, sIKi BIIBOASTHCSA A0 6io-
cuHTe3y cTaTeBUX rTopMoHiB (puc. 1). KapamnambHotO
0COGJUBICTIO KJacHYHOI ab0 TSKKOI Bipuiisyouoi
BI'H3 y HoBOHApPO/IZKEHNX KiIHOUOI CTaTi € aHOMAJIb-
HUI PO3BUTOK 30BHIITHIX CTATEBUX OPTaHiB 3 Pi3HOIO
Mipoio Bipmirisarii. Moskausicte BITH3 caig posris-
JIATH ]IS HEMOBJISIT, TI[0 MAIOTh JIBOCTOPOHHI Helab-
noBati roraau. Y 75 % BUIAIKIB 3 TSLKKUM (epMeHT-
HUM 7edillITOM HeaJieKBaTHA MPOAYKIIST ajlbIocTe-
POHY CIIPUYMHSIE BTPATY COJIi, 3ATPUMKY PO3BUTKY i
MTOTEHTIITHO CMepTeJIbHY TIMOBOJIEMIIO Ta MOK. Biamin-
HocTi pisHux denornnis BIH3 mokmanno ommcano
P. C. White and P. W. Speiser [27]. HeonatanpHuii
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Tabanug 1

MopiBHsiAbHA YacToTa KAacu4HuX chopm BIH3 y HaceaeHHs pi3HMX KpaiH

Kpaina MoBHi O6csr Bubipku 1/Yacrora nnu, % Mocuaanus

HaLiOHaAbHI A@Hi? (AoHOLIEeHUX abo B LiAOMY)

ApreHTuHa .

(ByerocAped Hi 80,436 8937 50 121
ABCTpaAis . Hi 550,153 14,869 N/A 13]
(3axiaHa ABCTpaAig)?

ABCTpaais

(HoBuin IMiBaeHHWA Hi 185,854 15,488 1.8 [4]
YeAbc)

ABCTpaais? Tak 18,034 N/A [4]
bpasuais Hi 748,350 14,967 [5]
bpasnis Hi 82,603 10,325 28.6 6]
(wraT Goias)

bpasuais .

(wraT 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]
Xopsaris Tak 532,942 14,403 [10]
Ky6a Tak 621,303 15,931 0.3 [11]
Yecbka Pecnybaika Tak 545,026 11,848 1.6 [12]
DpaHuis Tak 6,012,798 15,699 2.3 [13]
HimeuunHa (baBapis) Hi 1,420,102 12,457 5 [14]
IHAiS Hi 55,627 6334 [15]
Snoxist (Cannopo) Hi 498,147 20,756 8 [16]
Slnonis (Tokio) Hi 2,105,108 21,264 25.8 [17]
HoBsa 3eaAaHais Tak 1,175,988 26,727 [18]
LLIseuis Tak 2,737,932 14,260 25.1 [19]
Beanka bputanis® Tak 18,248 N/A [20]
§6. caari Apabebki 750,365 9030 21]

MipaTu
Ypyrsai Tak 190,053 15,800 [22]

AaHi HEOHaTaAbHOIO CKPUHIHTY, 32 BUHSTKOM THX, WO BU3HAYAIOTHCS K TaKi, O HAAXOASTDH 3 HALOHAAbHMX PEECTPiB. AaHi AOCAIAXKEHb, OMyBAIKOBaHMX
y 2008 p. i ni3Hiwe. biAbl paHHi AoCAiAKeHHS niacymoBaHi H. J. Van Der Kamp and J. M. Wit 2004 [23] i S. GidIof et al. 2014 [19].
Abpesiatypa: N/A — He aocTynHo; MI1LL — no3uTHMBHA MPOrHOCTUYHA LLHHICTb (AASI CKPUHIHIY HOBOHAPOAXKEHMX; AMB. PO3AIA 1).

2 A@Hi 3 HaLiOHAaABHMX PEECTPIB.

CKpUHIHT, BifTenep 3arambHuii y CrHonydyeHux
[rarax [28] Ta 6arathoX IHIINX PO3BUHEHUX KpaiHaX
[19], ™oxe mOM'SAKmATH 1Ii  YCKJIAIHEHHS.
[Ipomymenwnit agiarHo3 cosestpatHoi BIH3
MTOB’SI3aHUN 3 MiABUNIEHUM PU3UKOM PAaHHBOI HEO-
HaTaJIbHOI 3aXBOPIOBAHOCTI 11 CMEPTHOCTI. SIKIIO Tpo-
cra BipuibHa BI'H3 He po3nizHaeThbes 1 He JIKY€EThCS,
TO SIK JIIBUATKA, TaK i XJIOMYUKU MOKYTh 3a3HaBATH
MIBUIKOTO MTOCTHATAIBHOTO 3POCTaHHS 1 Biprrisarii.
OXpiM <«KJAaCMYHOI COJIEBTPATHOI» Ta <IIPOCTOI
BipuapHoi» dopm BI'H3, niarnoctoBanux vy
JUTHHCTBI, ICHYE€ TaKoX M'sika, ab0 HeKJacH4Ha,
(opma, sgka Ma€ pi3Hi CTYIEHI TOCTHATATbHOTO Ha/I-
JIMIIKY aHAPOTeHy, ajie iHozi OyBae 6e3CUMITOMHOO
(29). Jlerki cyOKJiHIYHI TOPYIIEHHS CUHTE3Y KOPTH-
3oty ipu Heksacnuniit BITH3 (HKBTH3) 3azsuuaii
He TPU3BOATH /10 a/ilicoHiyHOTO Kpn3dy. Ha ocHoBi

MOCTiKeHDb acollialii TalJOTHUIIB TOMIUPEHICTh
Heksacuuanx ¢opm BIH3 y 3aranpriit nomyssiii
Glomkipux Jrozeit 6yJio omineHo sk 1 : 500—1 : 1000,
ajie cepeJl MOMYJSAIIN 3 BUCOKUM PiBHEM OJTHOKPOB-
Hux mito6is — Big 1: 50 go 1: 100 [30]. Biabim nizxi
anamisu renorurry CYP21A2 BkasyoTp Ha Te, 110
gacrora HKBI'H3 3uauno Buma ~ 1:200 (95 %
nosipunii intepsad, Big 1: 100 go 1 : 280) y nomyis-
uii CIITA [31].

TsKKicTh 3aXBOPIOBAHHSI KOPEJIIOE 3 ATeThHUMU
papiarisvu CYP21A2. Tenorunysants oci6 is BTH3
MOJKe CTaTH TIOMHUJIKOBUM Yepe3 CKJIAIHICTh AyTIiKa-
il TeHiB, Aesellii Ta TepecTaHOBKHM B XPOMOCOMi
6p21.3 [32]. Bimomo maiizke 300 myramiit CYP21A2
[33], ame Besuki mesertii Ta crlalicMHTOBA MYyTallis
(iatpon 2, IVS-13 A/C > G, -13 nHykjaeotuan i3
CalTy CIJTACMHTOBOTO aKIENTopa), 10 BUCHAXKY-
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A
Cholesterol
P450scc
+ Star
3BHSD P450c21 P450c11AS )
Pregnenolone ————> Progesterone ———> 11-Deoxycosterone ———> Androstenediol
P450c17 l P450c17
3BHSD P450c21 P450c11p
170OH-Preg 170OH-Progesterone ——— > 11-Deoxycortisol ——— > Cortisol
(170HP)
P450c17 +b,
3BHSD
DHEA ———» Androstenediol
l 17BHSD | 17BHSD
|
3BHSD v 17aR2
Androstenediol ———> Testosterone ———» DNT
B
Cholesterol
P450scc
+ StaR
Pregnenolone
P450c17 Reductive
BHSD 5aR1 50-Pregnan- 3aHSD 170H-
170H-Preg ———» 170HP ——— > 170-0l-3,20-dione  ———> Allopregnanolone
|
lP450c17+b5 ! P450c17 +b, P450c17l
3BHSD A
DHEA ————» Androstenedione Androsterone
lﬂBHSD l 17BHSD Oxidative  17BHSD
3BHSD 5aR2 3aHSD

Androstenediol —— Testosterone ——————» DNT < Androstanediol

Puc. 1. (A) HopmaabHuii cTepoiporeHe3 y HaAHMPKOBMX 3aro3ax nAaoAa. OCKiAbKM HAAHMPKOBI 3aA03M MAOAQ MAIOThb
HM3bKWI piBeHb 3B-TIAPOKCUCTEPOIAAEriAPOreHa3n, OCHOBHMIA CTEPOIAOreHe3 CrPsIMOBAHMIA Ha AeriapoeniaHAPOCTEPOH
(ATEA), a notim Ha ATEA cyabdaT, ane HeBeAMKa KiAbKICTb CTEPOIAIB BXOASITb LUASIXaMM B HarpsiMKy aAbAOCTEPOHY
Ta KOpTM30Ay. HaaHupkosa 21-riapokcuaasa P450c21 Ma€e BakAMBE 3HAYEHHS AAS 060X LUASXIB. HaAHMPKOBI 3aA03m
MOXKYTb CUHTE3YBaTWN HEBEAMKY KIAbKICTb TecTocTepoHy yepe3 17HSD5 (AKR1C3). Y HMXHbOMY NpaBoMy KyTi po3MilLleHO
11-OKCMAHAPOreHOBMIA  LLASIX, B $SIKOMY aHAPOCTEHAIOH Yy HAAHMPKOBMX 3aA03ax MNepeTBOPIOETbCS A0 11B-riapok-
craHapocteHaioHy (1TOHAA4), a noTiM y HAaAHMPKOBKMX 3aA03ax Ta/abo nepudepruHmx TKaHMHax A0 11-KeToaHAPOCTEHAO-
Hy i, 3pewToto, 11-ketotectocTepoHy (11KT). CunHtes 1TTOHA4 i 11KT € BaXXAMBMM LUASIXOM Yy MOCTHAaTaAbHOMY >KWTTI, a
TaKO>K MOXKe BiaOYyBaTUChb Y HAAHMPKOBKMX 3aA03aX MAOAQ.

(b) 3a BiacyTHOCTI 21-TiAPOKCHMAQ3HOT akTMBHOCTI P450C21 TpK LIASIXM BEAYTb AO QHAPOTEeHIB. [No-neplie, WAIX Bia XoAe-
crepoAy A0 ATEA 3aamwaetbcs He3miHHMM. HesBaxkaioum Ha Te, wo 6arato ATEA iHaktuByeTbcs A0 ATEA cyabdary,
306iAblieHHs cuHTedy ATEA npusBeae A0 nepeTBopeHHst neBHOI KiabkocTi ATEA Ha TectocTepoH i aAuriapoTecTtoctepoH
(AI'T). Mo-apyre, Xxoua B HOPMaAbHMX HAAHUPKOBMX 3aA03ax MiHIMaAbHI KiAbkocTi 17OHP nepeTBopioloTbCs Ha aHAPOCTEH-
AIOH, BeAnyesHa KiabKicTb 170OHP, wo cuntesyetbest npy BIH3, aae 3mory nepetBopuTH AmLie neBHy KiAbKicTb 17OHP Ha
AQHAPOCTEHAIOH, @ PelTy — Ha TeCTOCTEePOH. [1o-TpeTe, aAbTEPHATUBHUIA LIASX 3aAeXNTb Bia 5a i 3a peaykuii T70OHP Ao
170OH-aronperHaHoAoHy. Llei cTtepoia Aerko nepeTBopiOETLCS Ha AHAPOCTEHAIOA, SIKMIA MOTIM MOXKe BYTU OKMCHEHWI AO
AI'T okucHuM bepmeHTOM 3a-TriapokcrcTepoiaaeriaporeHasoto (3aHSD). Poab aabTepHaTMBHOro wagxy npu BIH3 nia-
TBEPAXKYETbCS 30iAbLUEHHAM PIBHA METABOAITIB MOrO YHIKAaAbHUX CTEPOIAHMX MPOMIXKHUX CMOAYK Y CeYi HOBOHAPOAXKEHMX,
AiTeit Ta poopocamx i3 BIH3 [26].

I0Th aKTUBHICTH (hepMEHTY, CKIanaioTh ~ 50 % aseis
kaacuynoi BITH3 [34—36]. TIpubiusuo 5—10 %
TMAITIEHTIB i3 «coseBTpaTHo0> BI'H3 MaroTsh rimepmo-
6ibHy (opmy cunzapomy Enepca—/laHioca BHaCIi-
JIOK HEIOCTATHOCTI TeHACIIUHY-X, KOJOBAHOTO F€HOM
TNXB, sxwnit nepekpuBae CYP21A2 [37].
HexoHncepBaTuBHe 3aMilieHHS aMiHIB y €K30-
Hi 4 (p.Ile172Asn), o 36epirae ~ 1—2 % depmeHTHOI
(byHKI1ii, ACOTIOETHCS 3 TPOCTOTO BIpUITI3yIOUOIO KJIa-
cuuynoto BI'H3 [38]. ToukoBa wmyTamisi B ek3o-
Hi 7 (p. Val281Leu), ska s6epiraec Big 20 xo 50 %
dyHkuii Gepmenty [38], oxorunoe GibiIicTh anenis
HKBIH3 [31, 39, 40]. Ockisbku GaraTto KOMIIayHI-
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reTepo3UrOTHUX MNAIEHTIB € HOCiaMM OLabIn Hix
oztHi€el MyTaii Ha ogHOMY abo 06ox asensix CYP21A2,
icHye mupoKuil criekTp dheHotumis [35].

INPOBEAEHHS CUCTEMATUYHUX
OIVIAAIB

KomiTer 3 miArOTOBKM HACTaHOBU 3aMOBUB JIBa
CUCTEMATUYHUX OTJISIAU: OAUH CTOCOBHO CEPIEBUX
Ta MeTaboJiYHUX 3aXBOPIOBaHb, IOB'SA3aHUX 13
BI'H3 [41], a apyruii MaB yCTAaHOBUTH, YN TTOBUHHI
KJIHIIMCTA MPOBOIUTHU Ollepallii Ha cTaTeBUX Opra-
Hax [42].
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[Mepuit orasn [41] nigbus nigcymku 20 criocre-
PEKHUX JIOCJIJIKEHD Ta MIPOJIEMOHCTPYBAB HEBEJUKE,
ajie 3HAUHe MiABUINEHHS CUCTOJIIYHOTO Ta JA1acToJid-
HOTO apTepiaJibHOTO THUCKY, PE3UCTEHTHOCTI /10 iHCY-
JIiHY Ta TOBIIMHU IHTMMH COHHUX apTepiil y ocib 3
BI'H3 nopiBHSIHO 3 KOHTPOJIbHOO Ipymoro 6es BITH3.
Sxicte noKasiB (TOOTO BIIEBHEHICTh y IUX OI[IHKAX)
Oysla HU3bKOIO 4epe3 oOcepBalliiiHUI iX XapakTep,
PU3UK yTepe/KeHOCTI Ta HeOIHOPiiHiCTh. KpiM Toro,
B IMONYJSAMINHUX AOCHIIKEHHSIX BUSBJIEHO OLJbII
3HAUHY MOIIUPEHICTD TilepTeHsii, Tirmepinigemii Ta
IykpoBoro aiabery 2 tumy y gopociux 3 BTH3, Hixk
y IpyIi KOHTpoJIo oci6 6e3 BTH3.

¥V apyromy orzsizi [42] migGuro migcymku 29 obeep-
BallifHUX JOCJI/IKEeHb, 1[0 OLIHIOBAJIM IAlli€HTIB, SIKi
3a3HaJIM ofepalii y cepeiHbOMY BIlli 3 POKiB.
JlocizkeHHs OIIHIOBAJIM PI3HOMAHITHI Xipypriuxi
METOJAMKK Ta MOBIAOMJISIA PO 00Dy 3arajibHy 3a-
JIOBOJIEHICTD TAIiEHTA Ta Xipypra KOCMETUYHUMU Ta
¢yHKIiIOHATBHUME pe3ybrataMu. OTJIs TaKoXK Mic-
TUB OIIHKY XiPYPTriUHUX YCKJIATHEHD Ta CEKCyaTbHOI
dynxiii. BogHouac Taki gokasu 6yJu HU3bKOI IKOCTI
Ta MaJI BUCOKUI PU3UK YIEPEIKEHOCTI.

1. HeoHaTa/ibHUii CKPUHIHT

Exonomiuna edpexmusnicmo

1.1. Mu pekoMeHIyEMO, 1100 yCi TPOTrpaMK CKPH-
HIHTY HOBOHAPOJKEHWX BKJIOYAJU CKPUHIHT Ha
BPOJUKEHY TillepIIa3ito HAHUPKOBHUX 3aJI03 YHACJI-
nok gedinury 21-rixpokcunasu (1/@@@0).

JHoxasu

Panne posniznaBanng Ta jikyBanHg BIH3 moxke
3a00irTH TS/KKOMY 3aXBOPIOBAHHIO Ta CMEPTHOCTI.
Hapasi y Bcix 50 mrratax CIITA, 35 inmmx kpainax, a
TaKO:X YacTHHi 3 17 10AaTKOBUX KpaiH IMPOBOAUTHCS
ckpuHinr Ha BITH3. 3rigHo 3 pesyabrataMu CKprHiH-
ry, yacrora kjaacuuHux ¢opm BIH3 y Gimbmrocri
romyJisaiin cranoBuTh Big ~ 1 : 14 000 1o 1 : 18 000.
Tabur. 1 migcymosye aani 3a 2008 pik; gaHi, 3i6pani 3
1997 1o 2007 poxwu, noxibHi [23, 43, 44].

CKpUHIHT 3HAYHO CKOPOYYE Yac JIIarHOCTUKU He-
moBJsaT 3 BIH3 [45—48], BiAmoBigHO 3MEHITyIOYH
3aXBOPIOBAHICTH i CMEPTHICTD. PeTpociekTuBHUIT aHa-
i3, nposenennii B Yechkiil PecryOumini i Ascrpii,
BUCYIIEHNX 3Pa3KiB KPOBI HOBOHAPO/KEHUX, SIKi He
Oysn ckputoBani Ha BIH3 y Bumagkax panToBoi
JMUATSY0I CMEPTi, BUSHAYWIN TPU TIATBEPKEHI TeHO-
TumoBo Bumaaku kiracnunoi BI'H3 cepen 242 3paskis,
o Oysm npockpruHoBani [49]. Ha BigMminy Big 115010
BeJINKE TIOMYJISAIiNIHE [OCJI/KeHHsT B palioHi
Manuecrepa y Benukiit bpuranii He BusBUIO BUTIAI-
kiB 3axBopioBanHsa BI'H3 cepen 1198 cyxux 3paskis
KPOBI fiTell, SKi moMeps y Bili Bix 5 10 6 Micsiis
[50]. ¥ xuonuukis i3 cosesrpartoio dopmoio BIH3
yacrile, HiXK y AIBYATOK, TPAIUISIIOThCS 3aTPUMKH a60o
MMOMWJIKA B /IIarHOCTHII, OCKLJIBKM B HUX BIZICYTHS
HeBU3HaueHicTh OynoBu TeHitamiil. OTie, BiIHOCHA
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HEUYHUCJIEHHICTD AiTeH Y0JI0BIYOi CTaTi i3 COJIEBTPATHOIO
dopmoto 'y momyJisiii XBOpUX MOKe OyTW BHU3HAHA
HETIPSIMUM CBiJTYEHHSIM HE3aPEECTPOBAHUX CMepTeit
Bij costeBTpatHnx kpu3iB. Hacmpaszi, B gedaxux [10,
51—53], xoua it He B ycix [50, 54], peTpoCIIeKTHBHIX
JIOCJII/PKEHHIX, B SKUX KJIHIYHO [IarHOCTYETHCS
BI'H3, xiHoua ctaTh nepeBUIIy€ YOJIO0BIUY, 1 1151 TIepe-
Bara 3HWKAaE TP BIIPOBA/KEHH] HEOHATATLHOTO CKPH-
Hinry [54]. Jlesiki JOCiIHUKN TOBIZOMUJIH TIPO YacTO-
Ty cMepreit ~ 10 % cepesr HeMOBJIST i3 COJIEBTPATHOTO
dopmoio BI'H3 3a BigcytHOCTI ckpuHinry [55], are 3a
OCTaHHIMU OITIHKAaMHW B PO3BUHEHMX KpaiHaX BOHA €
HiKuoio — Big 0 10 4 % [56].

[ITo cTocyeTbCst 3aXBOPIOBAHOCTI, TO [iTH, JliarHOC-
TOBaHI IPW CKPUHIHTY, MAlOTh MEHMI CEPHO3HY Tilo-
HaTtpieMiio [48] i, K MpaBHUIIO, KOPOTIITY TOCHiTai3a-
1ito [46, 48, 50, 57|, Hixk giTh 3 Mi3HIM AiarHOCTYyBaH-
HaM. HecripoMoskHiCcTh y HaBYaHHI MO)Ke PO3BUBA-
TUCh Yy TIAIIEHTIB i3 coJieBTpaTHUMHU Kpuszamu [58].
HesBaxkaioun Ha Te, 1110 XJIOTTUUKH i3 COJIEBTPATHOIO
(hopMoI0, 0UEBMIHO, MAIOTh HAUOIIbIIE IepeBar Bij
MIPOrpaM CKPUHIHTY, TAKOK 3MEHINYETHCS 3aTPUMKA Y
MIPaBUJIBHOMY BU3HAYEHHI CTATi /[iBYaTaM 31 3HAUHUM
crynenem Bipuiizarii [43, 48]. Bisbime Toro, y xjor-
YKKIB 3 IPOCTOI0 Bipujisytouot ¢GopMon XBopoba
MOJKe iHaKIlle He JliarHOCTyBaTHCH, JAOKHU TIi3Hille B
JMUTUHCTBI He TIOUNHAE CITOCTEPIraTUCh IMBUIKUN PiCT
Ta TPUCKOPEHHS /I03PIBAHHS CKeJIETa, IO TIPU3BEe
JI0 CKOMITPOMETOBAHOTO JIOPOCJIOTO CTAHY.

Kinpbka HemaBHIX OIJISAMIB HaMmaraawcs MTPOBECTH
aHaJi3 BUTPAT HA BUSBJIEHHSI HEOHATAJIBHOTO CKPHU-
Hinry Ha BI'H3. Taki oninku 3assuuaii mepenbava-
I0Th, 1[0 EMHUM HECTIPUSTIVNBUM PE3YJIbTATOM ITi3-
Hporo giarno3y BI'H3 € cmepTs. Tpamuiiiiino BBaska-
€ThCSI, 1[0 CKPUHIHT Ha [EBHY XBOPOOY € EKOHOMIYHO
surigaum mpu < 50 tuc. gomapis CIIIA 3a pik KuTTS
3 KOpeKIIi€io Ha #oro sikicts [59]. HeromaBHi ominku
nepebyBatoTh B HIMPOKOMY fianasoHi Big 20 Twuc.
nosapis CIIA [59] mo 250—300 tuc. gomapis CIITA
[60] 3 KOpexkIli€to Ha SKICTh POKY >KUATTS.

MeToz0J10ris1 TOYaTKOBOTO CKPUHIHTY

1.2. Mu pekoMeHIyeEMO BUKOPHUCTOBYBATH Ha
nepuromy etarti ckpuHinry ananiz 170HP, crangap-
THU30BAHWI 32 3arajJlbHOI0 TEXHOJIOTII0 3 HOPMaMH,
crparudikoBaHnMU 3a rectamiiinum Bikom (1|@@@0).

Texniune 3ayeancenns: KJIIHIUCTA TOBUHHI
nmam’siTaTu, 10 IMYHOJIOTIYHI aHaJi3u BCe Iile BUKO-
PHCTOBYIOTLCS 1 BaJHUIIAIOTHCSA JIKEPETOM XUGHO-
HO3UTUBHUX pe3yJsratis. CrernudiunicTs MoKe 6y TH
TTOJIITTIIIeHa MIJITXOM OPTaHiuHOI eKCTPaKIIii AJsT BU-
JQJIeHHS TIEPEXPECHO Pearyloynx PeJYOBHH.

Joxa3su

Ha nepmiomy erami ckpuninry nHa BIT'H3 Bukopuc-
TOBYIOTh iMyHOaHami3 st BumipoBanus 170HP y
CYXUX TIJISIMAaX KPOBI HA OJIHIN 1 Tiif 5ke KapTiii (iabT-
pysasibHoro nanepy (Guthrie), 1o BUKOPUCTOBYETH-
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st TS IHIMUX HEOHATaJIbHUX CKPHUHIHTIB [46, 59, 61].
ABTOMATH30BaHWI JIAHTAHIHUN (HIIOOPOIMyHOAHA-
J1i3 i3 PO3/IIJIEHHSIM Y Yaci 3 PO3NINPEHOIO AUCOITIAITET0
[62] maiizke TIOBHICTIO BUTICHUB TPAJUIIMHUI PajTio-
IMyHOJIOTIYHUH aHasti3 [63] Ta iHNI BUIM aHAITI3IB.

Kinbka TexHiYHUX (HaKTOPiB 0OMEKYIOTh TOYHICTD
nnx tectiB. [lo-niepure, pisens 170OHP, gk mpasmio,
BUCOKHUI TIPW HAPOJUKEHHI 1 TMBUAKO 3HUXKYETHCS
MPOTSITOM IEPIUX KiJTbKOX IHIB TiCJS HAPOMIKEHHS
y 3I0POBHX HOBOHapo/KeHuX. Hamraku, piBeHb
170HP 3 uacom 306imbinyerbess y miteit 3 BTH3.
TakuM YMHOM, TOYHICTB JIIAaTHOCTUKYU € HU3BKOIO ITPO-
TSTOM IIEePITNX 2 THIB, 34 BUHSATKOM HAsTBHOCTI Hail-
HUX MEXaHi3MiB 1711 OTPUMAHHS TTOJIBIITNX 3Pa3KiB.
[To-npyre, HEMOBIISATA KIHOYOI CTATI MAIOTh HUZKYUN
cepenriii pieab 170OHP, Hixk 9os0BivOoi, MO0 TPOXMU
3HWKYE UYTJIUBICTH CKPUHIHTY HOBOHAPO/KEHUX Yy
Jesskux TmoBigomyrenHsax [64]. Ilg s3uumkena uwyTiam-
BICTh, SIK IPABUJIO, HE € CEPHO3HOI MPOOJIEMOIO,
OCKIJTbKM TIPAaKTUYHO BCi J[iBUaTa i3 COJIEBTPATHOIO
dopmoro BI'H3 maroTh Bipuirisaiiio i, TaKUM YUHOM,
HIBU/IKO OTPUMYIOTh MeIuuny nornomory. Ilo-Tpete,
HeJI0OHOIIIeH], XBOPi UM CTPECOBaHi AiTH MaIOTh BUTIIAI
piBerb 170HP, Hixk moHOIIEHI HEMOBJISATA, IO CTBO-
proe OGarato xubHMX pesyabraris. Hanpukian, sa
26 pokiB poboru ckpuninrosoi nporpamu B IIBertii
MO3UTHUBHE TIPOTHOCTUYHE 3HAYEHHSI CTAHOBUIIO 25 %
JUISL IOHOTIEHWX HEeMOBJSAT Ta jmmie 1,4 % nis Hemo-
HOIIIEHNX, 1 TPOTHOCTUYHA I[IHHICTH y’Ke€ CHUJIbHO
KopeJioe 3 rectatiiiinM BikoM [19]. Hapernri, imyHo-
JiorivHi aHaisu MOKyTh OyTH Hecnenudiuanmu. He
ICHY€E 3aTaJIbHONPUHHATUX CTAHIAPTIB /11 cTpaTudi-
Kallil HOBOHAPO/KEHUX, ajie B OLabuiocTi sabopaTo-
piit 3acrocoBytoTh cepil cut-off, mo ckopurosaHi sa
Baromw [65—67].

CKpUHIHT ZIPYTOTO 3pasKa yepe3 KiJbKa AHIB TaKOK
MOJITIITYE YYTJIMBICTh Ta TO3UTUBHY IPOIHOCTUYHY
miHHicTh [47, 61, 68]. Hemmomasue nocikenns moka-
3aJ10, IO HEIOHOIIIEHI HOBOHAPO/[KEHI IMOBUHHI MaTh
JIOZIATKOBI 3pa3Ky JIJIsI PECKPUHIHTY Y Bili Big 2 /10
4 THKHIB, 10 € MPAKTUIHO MOKJIUBUM Y TOCITITATI30-
BaHUX XBOPUX [67]. AHaIOrYHUM YMHOM GPa3UIbChKi
JIOCJTITHUKY BUKOPUCTOBYBaIN 3HaueHHsT 99,8 mporien-
Tt st mokasHukiB 17OHP, ckopuroBanmx 3a Baroio
IIPU HAPOJDKEHH], JIIS1 JOCSTHEHHST MO3UTUBHOI ITPO-
rHocTUYHOI minHocti 5,6 1 14,1 % B ABOX TOuKax BigboO-
py 1pob (Bix 48 no 72 rox i > 72 rox BigmosiaHo) [69].
bispiie Toro, MOPIBHSIHHS OJZHOCKPUHIHTOBUX 1 J[BO-
CKPUHIHTOBHX JEP/KaBHUX IPOrpaM BUSIBUJIO OiJIbIL
Brucoky vacrory BTH3 mnpu BukopucranHi apyroro
ckpuninry (1: 17,500 mporu 1:9500) [70].

Crparudikaiiis 3a GakKTUIHAM TeCTAI[iITHIM BiKOM,
a He Barolo Mpu HAPOJPKEHHI, MOXKe TaKOK MOJIiIIIITH-
i crienndiky CKPUHIHTY HOBOHAPO/KEHUX, OCKiJIb-
ku piserb 170OHP naGarato kpaiie CIiBBiHOCUTHCS
3 TIepIIOI0 3MiHHOIO BEJTMYMHOIO, Hi’K 3 OCTaHHbBOIO
[71]. Y Hinepaannax mpuitHATTSI KPUTEPIiB TecTarliii-
HOTO BiKY TOJITIIINJIO TIO3UTHBHE TPOTHOCTHYHE 3Ha-
yeHHs CKpuHiHTy 3 4,5 10 16 % [57].
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[Ilo crocyeTbcst aHasi3iB, MiABUIEHUN PiBeHb
HQIHUPKOBUX CTEPOI/iB HE 3yMOBJIEHUI BUHATKO-
BO IepexpecHOi0 peakIli€lo MpH iIMyHOaHaJi3ax.
Crepoinni podiii HeJOHONIEHNX HEMOBJIST CBII-
4aTh PO PYHKIIOHAJIBHUN /eilluT KiJbKOX dep-
MEHTIB HaJHUPKOBOTO CTEPOIJOTEeHe3Y, 10 € Haii-
HIKYUM y 29 TrkHIB BariTHOCTI [72]. IIpore imy-
HOJIOTIUHI aHaJi3¥ BCe Ile BUKOPUCTOBYIOThHCS, aJe
BOHHU MOKYThb OYTH JXKEPEJIOM XUOHOIO3UTHBHUX
pe3yJbTaTiB uepes3 mepexpecHy peakilio 3 iHIMIIuMU
crepoigamu, Hampukiaan, 17-OH-npernenosony
cyabparom [73]. CnemudivyHicTh iMyHOAHAi3y
MOKe OyTH IIOJIIIIeHa MIJISXOM OPraHiuHOl
€KCTPAKIIii JJIs1 BUIAJIEHHST TTePEXPECHUX PEYOBUH,
TaKWUX SIK CTEPOiIHI cyabdarTiu.

JlanTtanigauit GI0OpoiMyHOAHATI3 3 PO3NIUpe-
HOIO Aucoliialieo 6yio mepedopMyTbOBaHO HAIIPH-
kinni 2009 poky, 11100 3HUBUTH Yy TAUBICTH [0 Tepe-
XPECHO-PEArylounX CIOJYK Y HEeIOHOIIEHUX JiTeil
[74]. I1a 3miHa moJtimnuiIa TO3UTUBHE TPOTHOCTUY -
He 3HaueHHs Big 0,4 10 3,7 % BUKJIIOYHO JJIsI [TEPIIO-
ro cKkpuHiHTY [61].

Hapemnri, anTeHaTanbHi KOPTUKOCTEPOIIN MOKYTh
sHukyBaru piBedb 17OHP, o noreHuiiHo 36i1bInye
HAMOBIpHICTD MOSIBU XUOHOHEraTUBHUX CKPUHIHTIB.
Y nocmizkeHHIX TOBIIOMIISIJIOCh TIPO CyTIepedsThBi
edeKTH Ha MPaKTHIl aHTEHATAIbHOTO BBEIIEHHST KOP-
TUKOCTEPOIiB |75, 76]. Sk 3a3Havasocs pawxiiie, Tec-
TYBaHHSI TH3HIIINX 3Pa3KiB MiHIMI3Y€ 1110 IPobeMy.

CKpHHIHT APYTOTO PiBHSA

1.3. Mu pekomenayemo, mob Apyruii piBeHb
CKPUHIHTY IIPOBOAMBCS B CKPMHIHIOBUX J1aboparo-
PisIX 3 BUKOPHUCTAHHSM PiAWHHOI XpoMatorpadii —
TaHAEeMHOI Mac-CIIeKTPOMETpii, a He BCiX iHITUX
MeTO/IB (HANpPUKJIAJ, TEHOTUITYBAHHS) JIJI TIOJITI-
MEHHST MTO3UTUBHOI TTPOTHOCTUYHOI I[IHHOCTI CKPH-
HIHTY Ha BpPOJIKEHY TiNepIiasiio HaJHUPKOBUX
3a7103 (1/@@00)

Texniune 3ayeasicenns: 1abopaTopii, 10 BUKO-
PUCTOBYIOTh PIAMHHY XpoMaTtorpadifo — TaHIeMHY
Mac-CIIeKTPOMETPIto, IOBUHHI OpaTh y4acTb y BiAIO-
BijHiil 1porpami sabesnedenns gkocrti. Kpim Toro,
KJTIHIIUCTH MAIOTh YCBIJIOMJTIOBATH, IO IMYHOJIOTIUHI
aHali3y IPU3BOAATH 10 OLIbIIOl KiJIbKOCTI XMOHO-
HO3UTUBHUX pesyJbraTiB. OTke, SKIIO JabopaTopHi
pecypcu He BKJIIOYAIOTH PIIMHHY Xpomartorpadiio —
TaHJEMHY Mac-CHEKTPOMETPIIO, /IS MiJATBEPKEHHS
JIiarHO3Y TIepe]] MOYaTKOM JIiKYyBaHHS KOPTHKOCTEPO-
izaMu HeOoOXiZHO IMPOBOAUTH TECT HA CTUMYJISIIIO
KO3WHTPOITIHOM.

Joxa3su

3HuKeHHsT piBHIB cut-off Moske 30iibIIMTH UyT-
JIUBICTH, ajie 3a PaxXyHOK 3MEHIIEHHS MO3UTHBHOI
nporaoctnaHoi BapTocTi. ¥ CIIIA 3 MeTo0 BUSB-
JIEHHS BCiX AiTel i3 coeBTPaTHOIO (DOPMOTIO XBOPO-
6u Ta Maii)ke BCIX 3 IIPOCTOIO Bipuiizyouoto (op-
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MOIO 3axBopioBanig pisui cut-off mma 170HP, ax
MIPaBUJIO, BCTAHOBJIEH] JOCUTHh HU3BKO, i KIIHIITUCTH
MOBiIOMJIIIOTH TIPO ~ 1 % yCiX TeCTiB SK MO3UTUB-
nux. Ockinpku BI'H3 € pinkicHuM 3aXBOpIOBAHHSIM,
MMO3UTHBHE TTPOTHOCTUYHE 3HAYEHHS € Jy’Ke HU3b-
KUM, X04ua crenudivHiCTh Ta Yy TIUBICTD /IyKe BUCO-
Ki [77]. Ha mpotusary oMy nokasHuku cut-off, ski
BCE K TaKW BUSIBUJIN BCiX HEMOBJIST i3 COJIEBTpAT-
noio BI'H3, ame jume ~ 80 % BumaakiB mpoctoi
Bipuiizytouoi BI'H3, gamm no3utnBHy nmporHocTny-
Hy 1iHHicTh y 25 % wemosust [19]. 3i cnenianpaum
Ta Yy TJUBUM CKPUHIHIOM APYToro piBHsI MU MOIJIHU 6
VHUKHYTH BEJMKOI YaCTKM BUTPAT i 6aThKiBCHKOI
CTPUBOXKEHOCTi, CIOCTEPITAIOYN 32 MMO3UTUBHUMMU
TEeCTaMU HEOHATAJIbHOTO CKPUHIHTY. MOKHAa BUKO-
pUCTOBYBaTH SK OioXiMiuHi, TaK i MOJIEKYJSPHO-
reHeTuYHI IiIX0IN.

Bioximiunuii ckpunine opyeoezo piens. OOMeKeHH
imyHostorivaux aHaniziB 170OHP Bkiouae cripaBskue
HiBUIIEHHST HOro PiBHS y HEJOHOIIEHUX AiTeil, abo
XBOPUX YU CTPECOBAHMX, a TAKOXK BiJICYTHICTD CITEIHU-
diunocTti antuTia. OpraHiyHa eKCTPaKIlisl PO3UNHHU-
Ka /I TiIBUIIeHHS crieln@ivHOCTI IMyHOaHaTi3y Ha
CbOTOJIHI BUKOPHUCTOBYETHCS SIK CKPUHIHT J[PYroro
piBH: y Kismbkox mtatax CITA.

Opnak npamuii 6ioxXiMiYHMI aHaji3 crepoifiB 3
Bukopucranuam LC-MS/MS 6ibinn eeKTUBHUN, HixkK
iMyHOaHaJIi3 pU BUpilleHHi 1ux mpobaem [78, 79].
Y Taknux aHamizax dYac [OCJIi/KEHHS JIJIS OKpPeMUX
3pasKiB CTAaHOBUTH Bifl 6 10 12 XBUJINH, 1110 HETTPAKTHY-
HO JIJII CKPUHIHTY BEJIMKOI KiJTbKOCTi 3pasKiB, ajie Mmpu-
HHATHO JJIsI MEHIIOT KIJIBKOCTI, 110 MOTPeOYIOTh CKPH-
HiHTY JIPYroro piBHS 3 BUKOPUCTAHHSIM BHCYIIECHUX
nepBUHHUX 3pa3kiB Kposi [78, 80]. I[IpukmeTHo, 1110 ~
40 % 3paskis, 10 TTO3UTUBHI Ha MEPIIOMY eTalli CKpU-
HIHTY 3 IMYHOJIOTIYHUMHY aHasTi3aMu, (haKTUYHO MAIOTh
nopmasbHi piBHI 170HP, BuMmipsui nuisxom LC-MS/
MS, 1o Bignosigae cybonTuMaibHiil crienudini anTu-
TiJ. BuMiproBaHHsI CHIiBBiIHOIIEHHS CTEPOI/iB MOXKeE
1ie OiJiblile TOJINIINTA CKPUHIHTOBY crienugiuHicTh
LC-MS/MS. Onnn 3 miaxo/iB PO3TJIsiaB CIiBBiIHO-
IeHH s, Bu3HaueHe sk cyma piBHiB 17OHP ta anzgpoc-
TEH/IIOHY, Tojli7leHa Ha PpiBeHb kopTusomy [81]. Ila
crparterist OyJsia BAKOPUCTaHa Ha IPAKTUI SIK CKPUHIHT
Jpyroro piBHsA B nrrati MiHHecoTa mpoTtsroMm 3 pokiB
(204 Tuc. HApO/PKEHNX) Ta TIOJIIITYBAIa TTO3UTUBHY
MIPOrHOCTUYHY MiHHICTh cKpuHiHTy BTH3 [82], onnak
HACTYTIHI TIOBIZIOMJIEHHS 3 AHAJIOTIYHOTO 1IEHTPY TIOKa-
3aJIH, 11O 11€eii miaxiz OyB ripiiuM 3a TECTYBaHHSI APYTo-
TO 3pa3Ka 3a JOIMIOMOTOI0 TPAIUIIIHOTO iIMYHOJIOTIYHO-
ro a"amizy [67, 68]. BogHouac iHIIT MOBIIOMUIN TIPO
3HAYHO Kpallli pe3y/sraTh 3a Bukoprctanis LC-MS/MS
[83, 84]. V¥sromeHicTh pe3ysbraTiB Moxe OyTH
HOJIIIIeHa 32 PaXyHOK 000B'I3KOBOI y4acTi B Hal[io-
HAJBHUX [TPOTpaMax TecTyBaHHs [85].
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BumipioBanusa jozaTKoBUX aHaiitis! abo criBBiz-
HOIIIEHHST aHAJITIB TAKOXK MOXKE MTOJTITMIITUTH Pe3yJIbTa-
i ckpuninry. Hanpukiaz, 21-ngeoxcukoprusost (1ipo-
nykyerbesa nuigxoMm 11B-rigpoxkcuimiosanns 170HP),
SIK TIPABUJIO, HE CEKPETYETHCST Y BEJUKUX KLIbKOCTSIX
(HaBITh Y HEJIOHOTIIEHUX [T ), | TAKUM YNHOM, TTi/IBU-
1eHi piBHi xyske crienudiuni g 210HD. Y monndi-
koBanomy riporokosi LC-MS/MS Bukopucrano crmis-
BiHOIIEHHS, BU3HaYeHe gk cyma piBHiB 170OHP Ta
21-71e0KCUKOPTHU30JTY, TTO/IiJIeHa Ha PiBeHb KOPTU3O0IY, i
11ell TapaMeTp MPaBUJIBHO i/IeHTU(IKYBaB yCiX XBOPUX
Hiteii 6e3 XUOGHO-IIO3UTUBHUX PE3YJIBTATIB, 3 TIO3UTHB-
HUM TporHoctTuyHUM 3HadeHHsaMm 100 % [80].
BigHomieHHst B ceui MeTaboJIITIB [IPErHaHETPIONOHY i
6a-TIZIPOKCUTETPATIIPOKOPTU30HY, BUMIPSIHI 32 JIOTI0-
MOTOI0 Ta30BO1 Xxpomartorpadii 1 TaHAeMHOI Mac-
CIIEKTPOMETPIi, TaKoXK a0 Ayxe ao0py crerdiy-
HICTb, HABITh Y HEJIOHOIEHUX HEMOBJIAT [86].

Monexyaapno-zenemunnuil Opyzuil eman cKpu-
niney. Myrauii CYP21A2 MoyTh OyTH BUSBJIEHI B
JIHK, exctparoBaHiil 3 THX cCaMUX BUCYIIEHUX TIJISIM
KPOBi, 1[0 BUKOPUCTOBYIOTHCS JIJISI TOPMOHAJIBHOTO
cKpuHiHry. Mertoan merekiii BKJOYalOTh B cebe
[IPOTOKOJIN HOT-010THHTY [87], aHani3u BUSHAYEHHS
giryBanus? [88, 89], kinbkicui I1JIP? y peanbHomy
yaci [90, 91], moBHe cexBenyBanHs [92] Ta MiHi-cek-
BenyBaHH: [93]. Ockinpkn > 90 % MyTaHTHUX aje-
JIB HecyThb OAHY ab0 KiJbKa AMCKPETHUX YHCEJ
MyTalliif, SIKIO He BUSIBJIEHO >KOJHUX MYTaIlil,
MOJKHA TIPUILYCTHTH, 1[0 0coba He Ma€ MaToJIoTii.
Akmo BUSABASETHCA TPUHANMHI O/{HA MyTaIlis, Maii-
€HT ToTpebye A0JaTKOBOro obcTeskeHHs. HacTka
HociiB st kaacnunoi BITH3 y 3aranbhiil nomyssiii
ckaagac ~ 2 %; sKIIo I yactora He Gya OiibIioo
cepell HEMOBJISIT 3 MO3UTUBHUM IMEPIIUM CKPUHIiH-
rom [90], a 1 % ycix mepuux cKpUHIiHTIB 6yB TO3MU-
TUBHUM, TO 3a I1i€io crparerieio y 0,02 % (1/5000)
yciX HeMOBJIAT Oyje IO3UTHBHUM APYTUil eTar
ckpuninary. Ockinpkn daktnuyna vactora BITH3
ckmagae ~ 0,006 % (~1/16 000), mosuruBHa MpO-
THOCTUYHA I[IHHICTh I[HOTO IIAXOAY MA€E CKJIACTH
~ 30 %. IcuyioTp ABi IPUYKHHU, YOMY MU HE MOKEMO
BUKOPHMCTOBYBATH aHaJli3 OJHOrO 3pasKa, 11100 ojpa-
3y miarnoctyBatu BI'H3. Ilo-mepire, reteposurot-
HUI HOCi Bizomoi myrarii kugacuunoro 210OHD
MOKEe MaTH HEBH3HAYeHY HOBY MYTAIIO B iHIIOMY
asesi. ITo-apyre, 6arato anenis BTH3 HecyTh Gijib-
e OJHIET MIKIIMBOT MYTallil, 10 YHEMOKIUBIIOE
BCTaHOBJIEHHsST (hasu (TOOTO 1106 BUBHAUUTH, YU €
IB1 MyTallii Ha pisHUX ajiesigx abo Ha IIbOMY K aJiesii)
6€e3 reHOTUITYBaHHSI IPUHANMHI OJHOTO 3 OAThKIB.

Kimpka mocstipkenp o0 TeHOTUITYBAaHHS 3Pa3KiB
3 MPOTpaM CKPUHIHTY TOKa3asH, M0 Teil Miaxin €
MOTEHIIHHO KOPUCHUM JIOTIOBHEHHSIM JI0 TOPMOHAJIb-
HUX BUMipioBaHb [6, 87, 88, 90, 92, 94], ane, Hackisib-

TAHaAIT — peyoBMHA UM iHLIA CKAQAOBA CUCTEMM, LLO MIAASIFAE XIMIYHOMY aHaAi3y (MpuM. nepekAaaava).
2 AiryBaHHsl — KOBaA€HTHe 3'€AHaHHs ABOX KiHLiB MoAekyA AHK a6o PHK (npum. nepekaasava).

3TAP — noaimepasHi AaHUIOrOBI peakuii (MpuM. nepekAasava).
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KM HaM BIiJIOMO, BiJICYTHi MaciuTaOHi HOCJIiIKEHHS
10710 H1oT0 e(heKTUBHOCTI SIK IPYTOTO eTaly CKPUHiH-
Iy B peaJIbHOMY BUKOPUCTAHHI.

TeHOTUITYBAHHST 3aJIMIIAETHCST GLIBIIT BAPTICHUM 1 TPY-
pomictinm, nizk LC-MS/MS na octosi Bubipku. Xoua
obmannanss st LC-MS/MS komirye goporo, Garato
IIPOTPaM CKPUHIHTY B3Ke JIOCTYITHI /IJIsT IHITNX TECTIB.

Bananc nepesaz i wxoou

KowmiTeT 3 mi/iIroTOBKM HACTAHOBU HAJA€ OiJIBIIOTO
3HAYEHHS [TepeBaraM IOBHOIO BCTAHOBJIEHHS JiarHo-
3y HemoBisATaM 3 kjacuunoio BTH3 i minimizartii
HaCTiIKIiB HeOHATAJIBHUX COJEBTPATHUX KPU3, HiK
JIOZIATKOBUM BUTPATaM Ha CIIOCTEPEKEHHS 3a XUOHO-
[MO3UTUBHUMK CKPUHIHTAMHU.
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