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Bpoa:kena rinepmiia3sis kopu HagHupkoBux 3aj03 (BI'KH) — rpyma
a/IpeHAJIOBUX CH3UMATHYHHUX PO3JIaJiB, IO NPU3BOAATH A0 3HIDKCHHS CEKpelii
KOpTU30Jy 3 BimmoBimHuM miasumieHHsM npoxyknii AKTT ta no ¢popmyBanss
rinepruiasii Kopu HaJHAPKOBHUX 3aJI03.

Haituacrime 3ycrpivaerses (95 % Beix Bunaakis BIKH) nedinut 21-rin-
pokcunasu (21-OHD), o peectpyethes 3 gacToror 1 Ha 15 000 HOBOHApO-
xeHux. ['enetnunuiit nedexr y reni CYP21, po3sramoBaHoMy Ha XpOMOCOMi
6p21. YcmaakyBaHHSI ayTOCOMHO-pPELIECHBHE. BUIBIIICTh ypaKeHHX € TeTepo-
3uroTaMu. Mae Miclie 3Ha4yHa FreHOTHIIYHO-(EHOTUITIYHA KOPEJALIs, Y 3B'SI3KY
3YMM MOJISKYJIIpHA JiarHOCTHKa IIOTpiOHa JHIIe B CYMHIBHHMX BHIIaJKax
1 IpeHaTaixbHO.

Kaacudikanis nedinuty 21-rinpokcmiasu 3acHOBaHa Ha KITiHIYHIHN Kap-
THHI 3aXBOPIOBAHHS 1 BKIIFOYA€E TPU (GOPMH 3aJIeKHO BiJI BUPAKCHOCTI CHUMITTOMIB!
Kaacuuny 6pooiceny (cinoympamny, ipunbHy) i HeKNACUYHY, KA TIPOSIBIIS-
€TbCs B Pi3Hi BikoBi nepiogn. BIKH, moB’s3any 3 iHIINME BpOKCHUME Je(eK-
TaMH CH3MMIB BIJHOCATh 1O PiAKiCHUX (opM (2inepmensuena, nomipua
eipuibHa ma ciibympamua, 2inepmen3ueHa 6 NOEOHAHHI i3 2iNOKANIEMIEI0).

HanmHupkoBi 3a11031 — napHUid opras, MopQoJIOrivHO CKIAAAETHCS 3 Kip-
KOBO1 i MO3KOBOT pedoBuHH (puc. 1).
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Puc. 1. CrpykTypa HaTHUPKOBHX 3a1103

Mo3koBa pedoBHHA MPOAYKYE KaTeXOoNMaMiHu (aJpeHalliH, HOpaIpeHaTiH)
i Jiero HeiiporyMopanbHuX (HhaKkTopiB.

KipkoBa peqyoBHHA aHATOMIYHO i PyHKIIIOHAIEHO PO3/ILIEHa HA TPU 30HU:

* Zona glomerulosa — mpoayKye MiHEpaJIOKOPTHKOIAN (aJIbJOCTEPOH)
i BrumMBoM aHrioreHsuHy Il 1 piBHS Kaitito KpoBi.



» Zona fasciculata — mpoayKye TIFOKOKOPTUKOIAH (KOPTHU30J) Mij Timo-
TaaMo-TimogizapHuM PEryIIOBaHHIM.

* Zona reticularis — mpoaykye anaporenn (DHEA, DHEA-s) mig pery-
nsmiero AKTT Ta iHIIUX 9UHHWKIB.

OyHKIIIOHATEHO HAIHWPHUKH € YacCTHHOK TiNoTallaMo-TimodgizapHo-
aIpeHaoBoi Bici, 0 (YHKIIOHYE 32 KIACHIHUM IPHHIIAIIOM 3BOPOTHOTO 3B'S3KY

(puc. 2).
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Puc. 2. 3BopoTHUIT 3B'I30K Mi’K KOMIIOHECHTAMHU
rimoTagamMo-TinodizapHo-aapeHanoBoi Bici

T'opMoHH KipKOBOi peUOBHHN HATHUPKOBHUX 3aJI03 € MPOJAYKTAMH XOJec-
TEpOITy, IO MiUIAEThCA KOHBEPCIT MMiJ] BILIMBOM YKMCIIEHHUX (epMeHTIB (puc. 3).
Came eH3uMaTHYHI Je(eKTH HAHOLIBII YACTO JIS)KATh B OCHOBI THX YU 1HIIUX
BapiaHTIB aJpeHaNoBOi qUCYHKIIT. PO3yMiHHS B3a€MOBIJHOCHH MK MiHepao-
KOPTHKOIaMH, TJIFOKOKOPTHKOIJAMH Ta aHIPOT€HAMH B YMOBaxX HOPMAJbHOTO
i maroJyorigHoro (hyHKIIIOHYBAaHHS O3BOJISIE NMPABHIBHO AIarHOCTYBAaTH, IPO-
BOJINTH JIIKyBaHHS 1 KOHTPOJIOBATH X pe3yNbTaTH.

AKTI — ommn 3 moxigamx [IOMK. BiH Mae BHCOKY CIIOpiTHEHICTB
3 MEIaHOKOPTUHOBHUM pelenTopom, 30kpeMa 10 MCR1 (peuentopa MenaHOLUT-
cTUMyIIorouoro ropmony). Bemnka kinbkicte AKTI, koHKypyroun 3 MenaHo-
OUTCTUMYJIOIOYMM TOPMOHOM, 3B'S3YETBCS 3 HOTO PEUENTOPOM i BUKJIHKAE
MiABHUINCHHS CHHTE3y MEJIaHiHy B MIKIpi, IO MPHU3BOIAUTE O TiMepIirMeHTAIli.
Hapnmuimok HaJHUPKOBO3aJO3HUX aHAPOTEHIB B eMOPiOHANBHHIA MEPioa MpH3-
BOJWTH JIO Bipwii3allii 30BHIIIHIX TeHiTamil y TuiodiB 3 kapiotumom 46XX.
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Crymiee Bipmimizalmii 30BHIIIHIX TeHITATIH y AiBYATOK KOJHBAETHCA BiX 2-TO
1o 5-ro 3a mkanoro IIpanepa. Ilicnsa HapomKeHHS HAIUIMINOK HAJIHUPKOBO3a-
JIO3HUX aHIPOTEHIB MPHU3BOAUTH 0 MEPEIUACHOTO CTATEBOIO PO3BUTKY 3a i30-
CEKCyaJIbHAM THIIOM y XJIOITIHKIB 1 32 TETEPOCEKCYaTbHOM THIIOM Y IiBYATOK.
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Puc. 3. Cxema cHHTE3Y aipeHANIOBUX CTEPOIJHIUX TOPMOHIB

Buacnimok HenoctatHocTi 21-OHD mae micne nedekTHHI TOPMOHOTEHE3
3 HE/IOCTaTHBOIO POIYKIIEIO TIIIOKO- 1 MIHEPAJIOKOPTUKOI/IB ITPH HaIMIpHOMY
BUPOOJICHHI aIpeHANOBUX aHAPOreHIB i3 3aralibHOrO MomnepeaHuka (puc. 4).

DCHOTHITIYHI TPOSIBM 3aXBOPIOBAHHS PO3PI3HIIOTHCS B 0CI0 YOJIOBIUOT
1 )KIHOYOT cTaTi. XJIOMIUKH HAPOJIKYIOTHCS 3 IPUCKOPEHUM CTATEBUM PO3BUTKOM
3a 130CeKCyaJbHUM THIIOM — TiNEpPIIrMEHTAI€l0 MOUIOHKH, apeoj TPYAHUX
3aj103, Makporenicom (puc. 5).
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BTpara CoJli rimoKOpPTHKO30JI3M  Biputizarist

Puc. 4. Cxema CUHTe3Y a[JpEHANOBHUX CTEPOITHIX TOPMOHIB
nipu aedinurti 21-rinpokcunazu

Puc. 5. ®eHoTHI JUTHHY Y0JIOBIUOT CTaTi HpH AediuunTi 21-rigpokcuiasu
HoBoHnapomkeHi AiBYaTKa MAlOTh BIPHIII3AIiI0 30BHIIIHIX CTATEBUX Op-

TaHiB Pi3HOTO CTYNCHS BHPAXKEHOCTI BiJl KIIITOPOMETatii IO MOBHOI MacKyJIiHi-
3arii (puc. 6).
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Puc. 6. ®eHoTrn AUTHHY XKiHOYOI cTaTi pH AediunTi 21-rigpokcuiazun

Cranii Bipwri3auii 30BHIIIHIX CTaTeBUX OPTaHiB NMPUIHATO BU3HAYATH
3a KiacuyHoto Tabmuneto Ilpanepa (puc. 7). Came y 3B'si3ky 3 popMyBaHHAM
MacKyJiHizamii oci0 kiHouoi crati (HecmpaBkHiil repMappomuTH3M) uepes
aJIpEHAJIOBI PO3NIaH BPOKCHY TillepIuia3it0 KOPH HATHHPKOBHUX 3aJI03 Ha3H-
BAalOTh AOPEHO2EHIMANbHUM CUHOPDOMOM.

Normal ¢ I [ i v v Normal &
Sy S S\ W %&

ORROCERGCERGEIROCEGR®
JJ\L/VLJ\L\L,\L@

Puc. 7. Crapii Bipuni3anii 30BHINIHIX CTAaTEBUX OpPTaHiB

Cinsyrparna ¢popma BI'KH. bnusbko 75 % wnacuunux popm BI'KH
CYIIPOBOIKYIOTECS AE(IIIMTOM MiHEPAIOKOPTHUKOINIB, (OPMYBaHHIM CHHAPOMY
BTpaTH COJi, MOTEHLINHHO (aTaJbHOrO0 uYepe3 PO3BHTOK TiMOBOJEMIl 1 IIOKY.
MiHepalOKOPTHKOIHA HEAOCTATHICTh PO3BUBAETHCS TIIBKA MPH HYIBOBIH
akTHBHOCTI (pepMeHTy. OCKUIBKH B HOpMI cekpenist anpaoctepony B 1 000 pa-
3iB MEHIIIE CeKpelii KopTu3oiy, Bxke 1 % akTHBHOCTI (pepMEHTY BHSBISETHCS
JIOCTaTHIM JIJIS i ITPUMKH BOJTHO-COJIEOBOT'O OaJIaHCy.

VY niteit 000X craTeii 3BepTae Ha ceOe yBary moraHe CMOKTaHHS, 3pUTY-
BaHHA i OJIFOBaHHS, 3aTPUMKa 30UIBIIICHHS MacH Tina i pocty. [lamieHTH HaaXOATh
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B CTalioHap Ha 2—3-My TIXHI JXUTTA B CTaHI TOCTPOi HETOCTATHOCTI KOPH HaJ-
HUPKOBHX 3aJI03: 3 TIMOHATPIEMIEIO, TilepKaliEMI€I0, IeTiIpaTalli€ro, TiMoTeH3I€lo,
TinorJiKkeMiero, HOPYIIEHHIMH CBIZJOMOCTI Pi3HOTO CTYIICHS BHPaKEHOCTI.

pocta BipuabHas ¢opma. Ipu niit popmi BI'KH HasBHUIT HemOBHMIA
nedimut Cy-TiqpOKCHIIa3W Ta TiNepIUIa30BaHi HAJHUPKOBI 3aJI03H e B 3MO3i
BHPOOIIATH JOCTATHIO KiJTBKICTh KOPTHU30ITY Ta ajJbIOCTEPOHY.

PosBurok niei popmu BI'KH nounHaeThest iHTpaHaTaNIBHO Ta MPOSIBIIS-
€THCS 110 PI3HOMY B ITOCTHATAJILHOMY Iepiofi. 3 MOMEHTY HapOJDKEHHS Y JIiB-
YaTOK BUSIBJIAIOTHCS MOPYIICHHS CTAaTEBOr0 MU(epeHIIIIOBaHHS 30BHILIHIX CTa-
TEBHUX OpraHiB.

BmnuBy, 1o Bipuitizye, eMOpiOH JIFOIMHN OYHHAE MiAIaBATHUCS 3 6 THXK
rectauii. [Ipy HaAIMIIKOBOMY BILIMBI KiJIBKOCTI aJpEHANIOBHX aHIPOTEHIB CTa-
TEBHH TOpOOK, 3 SIKOTO YTBOPIOETHCS KIITOP, NMEPETBOPIOETHCS Ha Opra, II0
Harajxye CTaTeBHH WICH, HIDKHS TPETHHA IIXBH 1 ypeTpa HE JOCATalOTh MaKCH-
MaJIbHOTO PO3BUTKY, 1 3aJIMIIAE€THCS 30€PEKEHUM yPOT€HITaIbHUI CHHYC.

[Ipu veBenmukoMy nmedinuTi GepMeHTY IUTi MiANAEThCA BIUIUBY aHIPO-
TeHHUX TOPMOHIB Y KiHII 2-TO TpUMeCTpy a0o0 B KiHIII Mepioy BHYTPIIIHBOYT-
pobHoro po3Butky. [Ipu mpomy xminivao BI'KH nposiBnserscs B rimeptpodii
KJIiTOpa, B JeIKOMY Ne(eKTi pOo3BUTKY CTaTeBUX I'y0, BUCOKOIO MPOMEKHHOIO,
BIJICYTHICTIO YPOTCHITAJILHOTO CHHYCA, IO YacTO HE JIarHOCTYEThCS B TUTS-
yoMmy Bili. TakuMm uuMHOM, Bipmimisallisi pi3HOTO CTYNEHsl € HEBiJ'€MHHM KOM-
MOHEHTOM JiediuuTy 2 1-Tingpokcunasu.

[Ticnst HapoDKEHHS AIBYMHKA NPOAOBXKYE IMiMaAaTH il BIUIUB aHIPO-
TCHIB, SIKi TOPs 3 aHAOOTIYHOIO €0 BUSABISIOTH BipIIIi3yIOUHil BIDIHB Ha PO3-
BUTOK. BuHMKae 3MiHa KiCTKOBOTO KiCTSIKa, M'SI30BO1 CHCTEMH, PO3BUTOK 3a YO-
JIOBIYMM THIIOM ¥ Tporpecyroue oBOJOCIHHA. [lnedi cTaroTh MIMPOKMMH, picT
BHCOKHH, BiTOYBa€ThCs MPOIIEC MepeyacHoro I03piBaHHs i PO3BHUTKY 3a TeTepo-
cekcyarmbHuM THIIOM 10 6—10-mitHBOTO BiKY. [licns 10 pokiB pict pantoBo 3ymu-
HSETBCS, BiIOYBAETHCSI OKOCTEHIHHSA emiiza JOBruX TpyOUacTuX KicTok. PeHTre-
HOJIOTIYHO KiCTKOBHH BiK BHIepemkae Ha 10 1 Onbl pokiB. 3'SIBISIOTBCS Y0JI0-
Biul BTOPHHHI CTaTeBi 03HAKH, MOJIOYHI 3aJI034 IJIOCKi, MEHCTpYaIlii BiACYTHI.
MosJIMBe OXXKHPIHHS 32 KYHIMHTOiJHMM THIIOM, IIKipa ce0opeiiHa 3 ByrpaMu
HAa Y0JIi, Ha IepeIIUTIYYsIX, YHU3Y )KUBOTA, 110 OLTIN JNiHii )KMBOTA i Ha CTETHAaX.

Hexnacuuna ¢opma BI'KH € nacminkom gactkoBoro aedinuty 21-rig-
pokcuiiasu. 3ycTpidaeThcs Habarato Jacririe, Hik Kiacuana ¢popma — Bix 1 : 27
70 1 : 1000 HoBoHapopKeHUX. € HAHOUIBII MOMIMPEHO0 B 3arajibHil MOy
oimux epporeiniB (mopsaky 0,1-0,2 %) 3i 30UTbIIEHHSIM KiJIbKOCTI BHITAJKIB
cepen eBpeiB AmkeHasi. Hexiacuyna ¢opMa 3aXBOPIOBAHHS BHUSIBIISIETHCS
y Billi 4—5 pOKiB KJIIHIYHOIO KaAPTUHOIO MEPEAYacHOr0 apeHapxe (IepeayacHoi
TIOSIBU CTATEBOTO OBOJIOCIHHS). KUIIHIYHUX NMPOSBIB HAJHUPKOBO3aJIO3HOI HEJI0-
CTaTHOCTI IIpH wLiit hopmi He OyBae.



CrymiHp Bipmitizamii 30BHIIIHIX TeHITANIH y JiBYaTOK KOJMBAETHCS Bij
2-to 710 5-ro crymnens 3a mkanoro [Ipanepa.

Hagnmumox HagHUPKOBO3AIO3HUX aHIPOTEHIB B eMOpiOHATBHUN mepiof
MIPHU3BOAMTE JI0 BipHITi3amii 30BHIIIHIX TeHITaNiH Y TIOAIB 3 KapioTurmoMm 46XX.

Hedext OiocuHTE3y aIpeHATOBUX TOPMOHIB aHANOTIYHUNA THM, IO 0Xa-
paKTepr30BaHi BHINE, IPOTE MEHII BAXXKHUH 3a CTyNEHEM. BHacmiok 3ragaHoi
TeHOTUIIYHO-(DEHOTHUITIYHOT KOPEJSLii KITHIYHI IPOSIBU 3aJeXaTh BiJl CTYIEHS
CH3UMATUYIHOTO NEQIIUTY:

* IOMipHU 1e(iunT — B paHHBOMY AUTHHCTBI HE3HAYHE JIOOKOBOE OBO-
JIOCIHHS, TOsiBa CNENHU(IYHOTO «IOPOCIOro)» 3amaxy Tijla, KUPHICTh IIKIpH,
achae vulgares;

* 3HaYHMH JedinuT — KiIiTopoMeratii y IiB4aTOK 1 MakpoOIeHIC y XJIOI-
YHKiB, BUpa)keHe IMyOapxe, MPUCKOPEHHS POCTY 1 KICTKOBOTO BiKY, IIOBEiHKOBI
pO3Naan; B MiUTITKOBOMY Billl y JiBYAT, KPiM 3a3HAYCHUX CHMIITOMIB, BiI3Ha-
YarOThCA TIPCYTHU3M 1 OJIIrOMEHOpPEs.

VY niBunHKYM HOPMY€ETHCS IIEpeIIacHe CTaTeBE AO3PIBAHHS 33 TETEPOCEK-
CyaJIbHUM THUIIOM. Bin3Ha4yaroThCsi MPHCKOpEHE 3pOCTaHHS B PAHHBOMY BIlli
3 PalTOBOIO 3YNHHKOI POCTY y MiIUTITKIB, BYy3bKi CTErHa, MIHUPOKI Tuiedi. Mae
MICIIC TEHACHI[S 0 HAIMIPHOTO JKUPOBIAKIANAHHS, 1HCYTIHOPE3UCTEHTHOCTI,
IHACTIIIKEMIl.

YacToro ckaproto, 0e3rnocepesiHbOI0 MPHUYMHOI0 3BEPHEHHS [0 JIiKaps,
€ po0JIeMH 3 OOKY IIKIpH: )KHUPHA ceOOpest 3 BUCUIIOM BYTPIB, IO MOTAHO IiJ-
JTAETHCS JIIKYBAHHIO, HAIMIPHE OBOJIOCIHHS 32 YOJIOBIYMM THUIIOM.

I'enitanpHU cTaTyc: Maii cTaTeBi TyOH y BUTIISAI HUKHUX iHTCHCHBHO
MITMEHTOBAaHUX CKJIAJIOK, BEJIHKI CTaTeBi ryOM PO3BHHEHI HAJAMIPHO, HAOPSIKIII,
IKipa Ha HUX CKJIaJyacTa, Harajaye mKkipy momoHku. Kiitop yacro rineprpo-
(hoBaHMIA, TOBXKHUHOIO 6 CM 1 OLIbIIE, 3 BEMTUKOIO TONiBKOIO, 3MaTHUN 1O epeKIIil.
Matka HeTOpO3BHHEHA, MaJleHbKa, CKJICIIIHHS KOHYCOIOiOHI, 3 IBOX CTOPIiH —
aTpodiuHi IEYHUKH.

MeHcTpyallii HOYMHAIOTBCS PaHO, alie HeperyJssipHO, YacTillle Mi3epHi,
pinkicHi, aHOByJATOpHOro xapaktepy. Hanami po3BuBaeThcsi ameHopes. bes-
TUTIISE ICPBUHHE.

VYV niB4aTOK 3'BISIOTHCS €JIEMEHTH ICHUXIYHOI MacKyiiHizarii. 3 paH-
HBOTO BIKY 3'BISIOTHCS O3HAKM 'TIUTITKOBOI HETEPHUMOCTI", arpecHBHICTH,
TPHUBOXKHI CTAHU 3 BUPAKEHOIO BETE€TO-HEBPOTUIHOIO CHMITTOMATHKO0. 3MiHIO-
€ThCS cTaTeBa (DYHKIIiS — MPOSIBISIETHCS] TOMOCEKCYaIbHUM iHTEpec, (GpUriHICTb,
HiMpomaHis. Y aesknx XBOPUX BHABISAETHCS IICHX03 (enpecuBHi Gpopmu).

Kpim Toro, nmpobnema AI'C B crepriii (HekstacnuHoi) ¢opmi mocinae ic-
TOTHE MicIle cepe]l MPUYMH NOPYLIEHHsT PENpPOAYKTUBHOTO 30poB's (Oe3rmmiis,
HEBHMHOIIYBaHHS BariTHOCTI).



Ypooscena zinepnnasia Kopu HaonupKoeoi 3a103u 6 00POCIOi HCIHKU.
[posBnserscst nmediminizamiero i Bipwiizarmiero. IlopymeHHsS MeHCTpyamii
3a THIIOM ouiromeHopei. Hamani po3suBaeTscs amenopest. [lepsunHe Oe3rumias.
Ha 11 mux 3MiH MPOSBISIOTECS OOMiHHI TOPYIIEHHS BHACHTIJOK TIIIOKOKOPTH-
koigHOI rino¢ynkuii. KimiHi9HO MpOSBISEThCA OXHUPIHHAM 3 aTpodigHrMHU 00-
PO3HaMH, TIMEPTIIIKEMIETO i3 TIIOKO3YPi€lo, a iHOA1 ¥ KITiHIKOIO IyKPOBOTO Jia-
Oery (miabet 6OpoaaTHX KIHOK — CHHIAPOM Arrapa—Trepa).

KpiM Toro, nuM XBOpPHM NpHTaMaHHI JIepMaTUTH, QypyHKYIb03. BoHn
CTalOTh arpecCUBHHMMH, 3'SBIISIOTHCS TPUBOXKHI CTaHU 3 BUPAKEHOIO BEIreTO-
HEBPOTHYHOIO CUMIITOMATHKOIO. 3MIHIOEThCS CTaTeBa (DYHKIISI — IIPOSIBISETHCS
roMoceKcyasbHUi iHTepec, GpurigHicTh 200 HiM(pOMaHis.

VY nesikux XBOPUX BUSIBIISIFOTHCS IICUXO3HU (ETIPECUBHI (POPMH).

Inmi popmu BI'KH. Kpim gedinuty 21-rigpokcunasu 3ycTpidaroThes
IHII aTpeHaNoBi eH3UMATHYHI JeeKTH, Mo HaJeKaTh 0 PIOKICHHUX 1 pO3TJd-
JAFOTHCS B PO3ALUTI OpPaHHUX 3aXBOPIOBAHb.

Heghiyum 11 f-ciopoxcunazu (2inepmenszuena ¢popma BI'KH) — nipo-
SIBISIETBCS Bipmutizamiero, rimeprensieto (puc. 8). Yactora HapomkeHHs | Ha
100 000 HOBOHAPOIKEHHX.

| ACTH I
1 17a-hydroxylase
CYP17A1
Cholesterol

CYP11A1 st ml 17ahydroxylase 17,20 lyase

([ 170H ™ oner
3pHSD2
HSD382
Prog 170H
sl (170HP)

21-hydroxylase 17p-HSD5
CYP21A2 l AKR1C3

11-deoxycorticosterone 11-deoxycortisol Testosterone
=k - 11p-hydroxylase

I
CYP1181

Aldosterone

synthase
CyVPl 182 Corticosterone
180H corticosterone

1

Aldosterone
Zona glomerulosa Zona fasciculata Zona reticularis
Mineralocorticoids Glucocorticoids Androgens
rineprexsis BipuJizauis
TiOKOPTU30J1i3M

Puc. 8. Cxema cuHTe3y aJpeHANOBUX CTEPOiTHIX TOPMOHIB
npu aedinurti 11p-rigzpokcunasu

Meghiyum 3 f-ziopoxcunazu € piIKiCHUM 1 MPOSBISIETHCS MOMIPHOIO
BIpHITI3aLIi€r0, CHHAPOMOM BTpaTH coui (puc. 9).
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n?'z [ 17ahydroxylase ]

CYP17A1

CYP1IAL SR - [ 17amoonase || 17.200yau‘ ]
L Tr— |
3pHs02 ] ==
HSD382 = -
Zona glomerulosa Zona fasciculata Zona reticularis
Mineralocorticolds Glucocorticolds Androgens
BTpara coJii L
Bipuutizais
riMOKOPTH30J1i3M

Puc. 9. Cxema cuHTe3y aJpeHAIIOBUX CTEPOITHIX TOPMOHIB
nipu pedinuti 3B-rixpokcunazu

Hepiyum 17a-ziopokcunazu TpOSIBISETbCS 3aTPUMKOIO IyOepTaTy
B JIBYATOK, TICEBAOTEpMaPOAUTHIMOM V XJIOMYHUKIB, TIIEPTEH3I€I0, TIMOKaTi-
€MI€F0 BHACIIIOK HAJIHIIKY MiHEpaIOKOPTHKOIMB (puc. 10)

qm: ‘ 17atydronylase [

CYP17A1

‘
CYP1IAL }7— v — [17aayamxy|au ][ 17,20 lyase ]

CYP1182

Zona glomerulosa Zona fasciculata Zona reticularis
Mineralocorticoids Glucocorticoids Androgens

rinepreHsiss  rinoKopTH30/i3M  jeiuut
aHJIPOTeHIB

Puc. 10. Cxema CHHTe3y aIpEHAIOBHUX CTEPOITHIX TOPMOHIB
npu aedinuti 17a-riapokcunasu

11



Takum unHOM, KiiHigHI nposisu BI'’KH € pizHumu i 3anexaTs Big eH3U-
MatrgHoro aedekry. OcHoBHuME cumnromamu BI'KH B Oyne-skomy Bimi €
IOsiBa Y JKIHOK BTOPHHHHUX YOJIOBIYMX CTAaTEBHX O3HAK 3aJICKHO BiJ CTYyTICHS
HAUTHAIIKY aHAPOTEHIB, 110 HATAIOTh METaOOJIIYHIN Ta MACKYJIiHI3YIOUHi €eKT.

LiarHocTuka

BJIKH — 3axBoproBaHHS, IO € TOTEHIIIHHO (aTadbHUM y pa3i HECBOE-
YacHOI JIarHOCTHKHM, Y 3B'SI3Ky 3 UMM y OUIBIIOCTI KpaiH MpHHHSTa IporpaMa
HEOHATAJILHOTO CKPUHIHTY BCiX HOBOHApO/DKEHHUX. BIpoBa/keHHsI HEOHATANb-
HOT'O CKPHMHIHTY B KJIIHIYHY IPAaKTHKY 1CTOTHO 3HM3WIO BiJICOTOK HEOHATAJIBHOT
cMepTHOCTI marienTis 3 BJIKH.

Hiarnocruka nedinury 21-rigpokcunasu 60a3yeTbesi Ha KIIHIYHUX TPO-
sBax 1 mabopaTopHOMY MiATBEpKeHHI HiarHO3y. [Ipm KiracHaHOMY BapiaHTi
Bi3HaYaeThca 30UTBIMICHHS piBHA 17-Timpokcumnporectepona (17-OH-mporec-
TEpOHY) MiCIA TpeThoro HS XUTTA. CimbyTpaTHa (hopMa MiATBEPIKYETHCS
HU3BKOI0 KOHIICHTPAIIEI0 HATPiFO KPOBI MPH HOTO IMiABUIICHII eKCKpellii 3 cedeto,
a TaKO’K BUCOKHM PiBHEM KaJIifo KPOBi, HUI3BKUMH IA(PpaMHU apTepialbHOTO THUCKY.

IInan odcrexeHns:

1. OuiHka ()i3U4HOTO PO3BUTKY (TIPUCKOPEHE).

2. bynoga Tina (aHapoinHuil TU).

3. Orusizt 30BHIIIHIX CTATEBUX OPTaHiB, BU3HAYCHHsI CTYNEHs Bipuutizarii
3a Tabnuuero [Ipagepa.

4. OuiHKa cTajil cTaTeBOro po3BUTKY (Y XJIOMYUKIB IIPUCKOPEHE).

5. PenrtreHorpadis KUTHIB pYK, "KICTKOBHH" BiK (IIPUCKOPEHUH NpH
HAITUIIKY aHAPOTCHIB).

6. JlociimKeHHsT apTepialbHOTO THCKY (HU3BKHM MPU CUTBYTpaTHIN (opmi,
BHCOKWI TIPH TIMIEPTESH3UBHIHN popmi).

7. EnextpomniTi KpoBi — KaJiid, HaTpii (Tpu CUIbyTpaTHiil popMi — HIU3bKA
KOHIICHTpAIlisl HATPil0 KPOBi MPH HOTO MiABUIIEHIH SKCKPEii 3 ceYero B IMO€EI-
HaHHI 3 BUCOKAM piBHEM KaJlifo KpOBIi, IpU TiEPTCH3UBHIA (HOpMi — HABIAKH,
IIpU BipUIIBHIN — 6€3 0coOIMBOCTEH)

8. PiBeHb IITFOKO3H KPOBi (TiMOTITiKEeMist BHACIITOK TiTOKOPTH30Ii3MY).

9. T'eHeTnyHe aOCHiDKEHHS (KapioTHm) JUiss BU3HAYEHHS TeHETHYHOT
cTaTi IUTHUHHU.

10. V31 HagHUpKOBHX 3a1103 (A1 BUSBICHHS TinepIriasii, BUKIIOUCHHS
Ty XJIHY).

11. Y3/ opraniB Manoro Tazy (IOIIYK MaTKW 1 SI€YHHKIB 1 OLiHKa iX
cTany B 0ci0 3 40JI0BiuMM (peHOTHIIOM 1 KapioTunom 46XX).

12. KoHcynpTalis akyniepa-riHeKoJora IJisl JiBYaToK.

13. TopMoOHaNIBHI JOCTIIKESHHS:

» Koptuzoin kpoBi B paHkoBi rogunu (6—8 rox) abo (OLIbII ONTHMAIBHO)
n000Ba EKCKPEIIisi KOPTU30JIY 3 Ceueto (3HKEHHUH Yepe3 TiMOKOPTH30Ii3M).

12



* AKTT kpoBi (iIBHIIEHHUI 32 IPUHIAIIOM 3BOPOTHOTO 3B'A3KY);

+ 17-rigpoxcunporecTepoH KpoBi (IiIBUIIEHUA MpH KIACHIHIN (popmi
TICIISL TPETHOTO JTHS JKUTTS);

* ITEA/ITEA-S (anpeHayoBi aHIPOTEHH; ITiIBUILEH]);

+ moboBa ekckperis 3 cedero 17-koprukoctepony (17-KC) — npoxykTn
MeTaboi3My TeCTOCTEPOHY (ITiJBHUILCHI);

* mo6oBa exckpeltis 3 ceueto 17-okcukoprukocrepony (17-OKC) — mpo-
JYKTH METabo0Ii3My KOPTHU30JTy (3HMKEHI);

* aKTUBHICTP PeHiHY M1a3MH (ITiABHUIICHA IPH TiH0aIbJOCTEPOHI3MI).

DyHKUIOHAJIBHI TeCTH:

1. Ctumyroroya npo6a 3 cuarernunuM ananorom AKTT (cunakrenom) —
Yy PaHKOBI FOJJMHY MiCJIs NPOBEJCHHs 3a00py KpOBi Ha 0a30BY KOHLIEHTpALiIO
kopTtH3ony, 17-OH-mporecTepoHy, anbIOCTEPOHY BHYTPIIIHBOBEHHO BBOISTH
250 mxr/1,73 m* mpenapary. Hacrymmi 3a60pi KpoBi 3milicHIOIOTB depes 30
1 60 xB.

Y HOpMI mik KopTH30idy mepesumrye 500-550 amons/n i B 2-3 pasu me-
PEBHIIYE TTOYaTKOBE 3Ha4YeHHs. [Ipy OibII HU3BKUX 3HAYEHHAX IarHOCTYETHCS
HaTHUPKOBO3aJIO3HA HEOCTATHICTB.

V¥ nauienriB 3 BJIKH 3pocrae konuentpaist 17-OH-nporecrepony. Pi-
BEHb ITIIBUILICHHS 3aJICKUTh B/l CTyNEHs €H3UMAaTHYHOTO AE(EKTY.

2. CynpecuBHHUH TECT 3 A€KCAMETa30HOM (HIYHHHA KOPOTKHII TecT B 1031
1 Mr) — 3acHOBaHMH Ha NPUTHIYEHHI €K30I'€HHHMH TJIIOKOKOPTHKOINAMH CeK-
peuii AKTI i Hioro cTUMyITI0I0UOT0 BIUIMBY Ha KOPY HaJIHUPKOBHX 3a1103. Binmo-
BIZTHO 3HIDKYETHCS TIPOIYyKIIist KopTH3oiry/17-OH-niporectepony i agpeHaIoBUX
aunporeHiB (ATEA), BuMipsSHHX y paHKOBIiHl mpo0i kpoBi. Takok MPOBOIATH
TecT 3 omiHkoro ekckpenii 17-KC (mpoayKTiB aipeHAIOBHX aHIPOTEHIB) 3 cEYEHO.
IIpo6a BBaxaeThCs MO3UTHBHOIO, KO piBeHb 17-KC 3rmkyeTthes Ha 50 %.

JAudepenuiiinuii 1iarno3 3 iHIIMMM 3aXBOPIOBAHHAMM. Y BHIIAJKAX
HApOJDKCHHS AUTHUHH KIHOYOI CTaTi 3 03HAKAMHU 3HAYHOI BipmImi3alii HeoOXiTHO
BUKJIIOYHMTH BapiaHTH IMOPYLIEHb CTATEBOTO TU(EPEHIIFOBaHHS:

1. 46 XY:

* CHHJJPOMH TIOBHOT 1 4aCTKOBOI aHJIPOT€HHOI PE3UCTEHTHOCTI (TECTUKY-
nsipHOi (eminizamii);

* aHAPOTeHHUH Ne(iUT BHACTITOK aucreHesii roHan (medimur AMI)
a6o nedexTy 610CHMHTE3y aHAPOTeHIB (IedinnuT aHaPOTEeHIB);

* rimocnaisi, MiKporieHic.

2.46 XX:

* ypcTa (popMa TucCreHesii roHas;

* QHJIPOTEHCEKPETYIOUi IIyXJIMHHU Yy MaTepi;

* Biputi3alis B pe3ysbTaTi MEANKaMEHTO3HOTO BIUHBY ([lanaszoun Tommo);

* 46 XX yonosiku (de la Chapelle syndrome).
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3. OBoTecTuKymsApHa (hopMa IMOPYIICHb CTATEBOTO TU(PEPEHITIFOBAHHS.
[Ipu HapomKeHHI TUTHHHA HEOOXINHUI HACTYHMHHMU HaOip TECTIiB, SIKUHA
MIPOBOJUTHCSA Cito:
* KapioTur,
* Y3/ opraHiB Majoro Ta3y i reHitorpama (3 METOIO ACTEKIii BHYTPIIIHIX
CTaTeBUX OpraHiB);
* 17-OH-mporectepon (A BHKJIFOYECHHS/MIATBEPIUKEHHS NedinuTy
21-rinpoxcuiasn).

Taoauna 1
Judepenniiina giarnocruka pizaux ¢popm BI'KH
Kputepii CinbyTpaTtHa MpocTa BipunbHa linepToHivHa Heknacnyna

[iarHoCTuku dopma dopma dopma cdopma
O3sHaku Bipunisauii + + + +
MosiBa 7-30-1 peHb Bipunisauis Bipunisauis B ny6epratHomy
cUMnToMmIB KUTTA 3 HapOOXKeHHSA 3 HapOMKEHHS, nepiogi

rinepTeHsis nicns
1 poky
Pi3nYHUIA PO3BUTOK 3aTtpumka BunepemkeHHs BunepemkeHHs BunepemkeHHs
KicTkoBwuiA Bik Bignosigae abo Bunepemxae Bunepemxae Bunepepxae
BUNepeakae | Ha 2 poku i binblue | Ha 2 poku i Ginblue | Ha 2 poku i GinbLie
Ha 1-2 poku
Kanin kposi MNiaBuLLEeHNI N SHUKEHUI N
HaTpin kposi SHWKEHUN N MNigsuLLeHnn N
'nioko3a Kposi YacTo 3HmKeHa N N N
17-KC po6osoi ceyi MNiaBuLLEHUI MigsuiLeHnn MNigsuLLeHnn MNigsuLLeHnn
TectoctepoH/ OATEA MigBuweHnn MinBuweHnn N MigBuLweHnn
B KpOBI
17-OH-nporectepoH MNipBuLLEeHU MiasuwieHnn MNigsuwieHnn N a6o nomipHo
B KpOBI nigBULLLEeHNIA
KopTn3on B kpoBi 3HWKeHUn 3HWKeHUNn SHKEHUN N
6.00-8.00
AKTT kposi MNiaBuLLEHUI MigsuLLeHnn MNigsuLLeHnn MNigsuiLeHnn
AKTUBHICTb pEHiHY MioBueHa MomipHo 3HKeHa N
nnasmu nigsuLLeHa
PiBeHb AT SHWKEHUN N MNigsuLLeHnn N
EKI OgsHaku rinep- N OsHaku rinokanin- N
Kaninrictii ricTii

Y3[ HagHMPKOBMX Finepnnasis lnepnnasis linepnnasis Moxe 6yTu
3anos rinepnnasis
3arposa XuTTio € Hemae € Hemae
Mpo6a 3 pgekca- He iHdopmaTtueHa MNo3nTnBHa MosutneHa Mo3sutueHa

MEeTas3oHOM

Hapnani npoBoanThest mudepeHiiHui iarHo3 31 cTaHamy, MO0 CyIpo-

BOJ/IKYIOTBCS TIEPAaHAPOTCeHIEI0 B OCI0 XKIHOYOT cTaTi:
* IEHTpaJIbHE NIepeIyacHe CTaTeBe J03PiBaHHS,
* ITyXJIMHY, 110 CEKPETYIOTh aHJIPOTCHH,
* CHHAPOM TOJIKICTO3HUX SEYHUKIB.
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JlikyBaHHA

3rigHO 3 peKOMEHIAIIIMHI €HIOKPUHOJIOTTYHOI acoIiallii BariTHAM JKiHKaM,
skl Bxxe MmaroTh aited 3 BI'KH, mo Bxke miarHocTtoBaHa, JOIIJIBHO ITOYMHATH
JIKyBaHHS O/Ipa3y Iicis BCTAHOBJIECHHS (DaKTy BariTHOCTI y 3B'S3KY 3 PaHHBOIO
BipHITI3aLIi€l0 IOMIB XKiHOYOI CTaTi (3 6—7-TO THKHS TeCTallii), TOAI sIK TeHeTHIHUHA
aHali3 He MOXke OyTH mpoBeneHwit 10 10—12 Tk gepe3 HEMOXKIIMBICT Oioricii
xopioHa. /{1 JiKyBaHHS BUKOPHCTOBYIOThH JAE€KCAMETa30H, 110 HE IHAKTUBYETHCS
mnanentapHoro 11B-riapokcucrepoianeriagporenasoro tumy 2 (1168-HSD2).

Bubip crioco0y nikyBanus BI'KH 3anexuts Bij KiiHIYHOT popMHu.

CinsyrpaTrna ¢opma. [Ipu nekommneHcalii 3aXxBOpIOBaHHS 3 MPUYHHH
a0COJIOTHOTO/BITHOCHOTO Ae(ilUTy TIIOKOKOPTHKOINIB B opraHizmi (nedror
3aXBOPIOBaHHs1, IHTEPKYPEHTHI 3aXBOPIOBAHHSI, BIZICYTHICTh CBOEYACHOT KOPEKIIii
JIO3W) 3a3BHYAil MOTPiOHA TOCIIITAI3aIlisl B CTalliOHAP JJIS TIPOBEICHHS 3aX0/iB
IHTEHCHBHOI Teparmii rocTpoi HaJHHPKOBO3AIO3HOI HemocTaTHOCTI. IIpoTokon
HEBIIKJIQTHOT TOTIOMOTH Tiepei0adae Taki OCHOBHI HAIIPSMKH:

1. 'opmonozamicna mepania:

* rizpokoptrzoH 10—20 mr/kr (abo mpemHi30M0H 2—4 MI/KT), TIOTIM TiApo-
KOPTH30H — 2—4 MI/KT 10 cTabimi3amii cTany, KOXHi 4 TOx;

* micis cTabimizauii cTaHy /103a TIIIOKOKOPTUKOIIIB 3HUKYETHCS ITOCTY-
nmoBo (Ha 1/3 Ha m00y) mpoTsAroM 5—7 AHIB A0 TAKOI, MO HiATPUMYE;

* TiCJIs IPUITUHEHHS OJIFOBAHHS BBOJAATH BCEPEIUHY MpenapaTH MiHepa-
JIOKOPTUKOINIB — payapokopTusoH (koprunedd) no 0,1-0,2 mr/nob.

2. Peziopamauisn:

* 5 % po3uuH riurokosy, 0,9 % po3unn NaCl (1:1) — 50 mu/kr npoTsrom
1-2 rox, 25 mu/kr — mpoTsirom 3—4 Tox, Hagali — 3 PO3paxyHKY Mo AedimuTy
piauHwy;

* [IpY BUPAXEHIH rinormikeMii BUKOPHUCTOBYIOTH 10% po34nH IIIIOKO3H
(2 mu/kr);

* Tipu Oe3repepBHOMY OIIFOBAHHS, IO CYIPOBOIKYETHCS CTIHKOIO TiIlo-
HaTpiemiero, BUKOPUCTOBYIOTh 3 % po3unH NaCl (1-2 mu/kr/ron).

3. Tepanin wioxy (npu 3HaYHOMY 3HMIKEHHI apTePiaIbHOTO THCKY):

* normamid Ha 200 mut 0,9 % NaCl 3i mBuakicTio 8—10 MKI/Kr/xB abo

* 0,2 % po3uun HOpaapeHaminy 40—50 kp./xB;

* koutposb AT koxHi 5-10 xB.

[Mamientu 3 cinpyrpataoro ¢opmoro BI'KH notpebyroTs moBigHOI TOp-
MOHO3aMiCcHO{ Tepartii:

Tmokokopmukoiou: rigpoxoptuson 15-25 wmr/m® (mo  30-40 mr/m?
y mititkis) aGo mpemizonon 3—5 mr/m® (6 mMr/m® y mimmiTKiB) B 3 mpHifoMH.
Cutiz 3a3HaYUTH, 110 NepeBara HaJlae€Thes TiIPOKOPTU30HY Y 3B'I3KY 3 THUM, IO
IpenapaTy 3 OUIBIIOI0 TPUBATICTIO Jil YacTillle BUKIMKAIOTH MEPEe103yBaHHSI.
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1 Mr mpenHi30JI0HY BiIMOBIIA€ 5 MT TiAPOKOPTH3OHY.
1 Mr mexcameTra3oHy Biamosiznae 10 MT mpeaHI30I0HY.
1 Mr mexcameTasoHy BiamoBinae 50 Mr riIpoKOPTH30HY.

Taéauna 2
Po3noain no3u
Oitn MigniTkm
6.00-8.00 50 % fosu 6.00—-8.00 30 % posu
12.00-14.00 25 % posun 12.00-14.00 25 % posun
17.00 25 % posu 17.00 15 % posu
3.00-4.00 30 % posun

3 MeTor0 MpodiTaKTHKKU POPMYBaHHS TOCTPOi HATHUPKOBO3AIO3HOI HE-
JIOCTaTHOCTI B CTPECOBUX CHTYaIlisIX MPOBOASTH MiJBUILEHHS JO3U B 2—5 pa3iB
3aJIeKHO BiJl TSDKKOCTI 3 MEpOpajibHUM a0b0 MapeHTepalbHUM BBEACHHAM IpPU
Ba)KKHX 3aXBOPIOBAHHSX, TPABMaX, XIpypriuHUX BTPYUaHHSIX.

Iepen ¢i3uuHUMHM HABAHTAXKCHHSMHU 1 MCHUXOJIOTIYHUMH CTPECOBHUMHU
CUTYaLisIMH 301IbIITYBATH /103y TIIFOKOKOPTUKOIIIB HE PEKOMEHIYEThCSL.

Kpumepii echexmuenocmi nikyeanna:

e BincyTHICTh CHMIITOMIB HAJHHPKOBO3aJI03HOI HEOCTATHOCTI.

e BincyTHICTh mporpecyBaHHS BipruTi3allii.

e Hopmaurizariist TeMITiB 3pOCTaHHs 1 "KiCTKOBOTO BiKy'".

e Hopmanenmii piseas AKTI, 17-OH-niporectepony, ATEA.

o Hopmasbha ekckperttist 17-KC 3 ceueto.

Minepanoxkopmuxoiou (payapoxoptu3on — koptuHedd) npusHauaTh
3aJIe)KHO BiJl BIKY 1 IUIOLI OBEPXHI Tijla IUTHHU:

e 10 1 poky —0,18-0,3 MI‘/MZ;

e 1-3 poku — 0,07-0,1 mr/m%;

e 3-14 pokis — 0,025-0,05 MF/MZ;

e y TTITKOBOMY BiIi ¥ cTtapmie mo3a moxe gocsrata 0,1-0,2 Mr/mo6
(B IIbOMY BUMNAJIKy 703y PO3IUISIOTh Ha 2 MPUHOMH 1 APYTY YaCTHUHY MPUHMAIOTh
He mi3Hime 17 roguHu).

Ha yac mig6opy 1031 MiHEpaJIOKOPTHUKOIIiB IPU3HAYAIOTh KyXOHHY CiJlb
10 0,3 r/xr/no0.

Kpumepii egpexkmuenocmi nikysanms:

e BincyTHICTh CHMIITOMIB BTPaTH COJMIi.

e Hopmaurizariisi TOKa3HUKIB apTepiaIbHOTO THCKY.

e HopmaneHuit piBeHb Kadiro, HATPil0, aAKTUBHOCTI PEHiHY IUIa3MHU.
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IIpocra BipuabHa dopma. JIikyBaHHS POBOAMUTHECS AOBIYHO aMmOya-
TOPHO 1 BKIIFO4ae B cebe:

1. I'MIOKOKOPTHKOIAM 3 HAaBEACHOTO BHINE PO3PAXYHKY 3 PO3MOIIIOM
no3u Ha 3 (50/25/25 %) a6o 2 npuitomu (75/25 %).

2. Xipypriuse miKyBaHHS TpH Bipwiizamii Bix 3—5-ro crymens 3a Ilpa-
JIEpOM, IIO MPOBOAMTHCS B 2 €Talu:

* KJITOPEKTOMis 1 popMyBaHHS MaJIMX CTaTeBHUX I'y0 (10 2 POKIB);

* iHTpOiTOIUIacTHKA — opMyBaHHS BXOAYy B MiXBY (3 10—12 pokiB).

Hexaacuuna ¢opma. JlikyBaHHS pEeKOMEHIYETHCS NPH3HAYATH Y pasi
HAsBHOCTI KIIIHIYHUX CHMIITOMIB: PAaHHBOTO HIBHIKOIPOTPECYHOUOro mydapxe,
BUPAXEHOT BipHJIi3anii, 3HaYHOr0 MPUCKOPEHHS KICTKOBOTO BIKY.

[Mpu3HayenHs nexcamerazony B 1o3i 0,25 Mr/no6 € edexTuBHUM 110710
PEeOyKINi akHe 1 MEHCTPYaJbHHUX HMOPYIICHB MPOTIATOM 3 MIC i TipCyTH3MY TpO-
TsiroM 30 Mic.

JlomaTkoBO  BUKOPHCTOBYIOTHCSI ~QHTHAHAPOTCHH  (CHipPOHOJAKTOH,
IUIIPOTEPOHY aleTar), AKi 4acTO MPU3BOAATH O TiNEPMEHOpET, 0 KOPHUTYETHCS
KOMOIHAIII€0 3 OpATbHUMH KOHTpAICITUBAMH 2—3-TO TTOKOTiHHS.

linepren3uBHa ¢opma. JlikyBaHHS 3a aHAJIOTIYHOIO CXEMOIO 3 BHKO-
PHUCTaHHIM TIIOKOKOPTHUKOIIB 3 1HIUBITyaIbHUM ITiI00POM JI03M 32 BKa3aHOIO
BuIiie cxemoro. [limdip koMOiHaIi aHTUTIMEPTCH3UBHUX IpEIapaTiB MPOBO-
JUTHCS 3T1THO 3 BiNOBITHUM MPOTOKOJIOM 1HIUBITyaTbHO.

Haiibinbin yactTumu nmobiyHnMH edektamu JikyBaHHs nanienTis 3 BIKH
€ CUMIITOMH, 3yMOBJICHI TI€PeI03yBaHHsIM TJIIOKO- 1 MIHEPaIOKOPTUKOIIIB.

Kontpouns anexBatHOCTI Tepamii nedinuty 21-riapokcunasu 3aCHOBaHHUH
Ha MOKa3HMKax ()I3MYHOTO PO3BHUTKY Ta JAHUX T'OPMOHAJIBHOTO OOCTEKEHHS.
OnHUM 3 OCHOBHHUX HapaMeTpiB e€(peKTUBHOCTI Ta a/JIeKBATHOCTI TIIIOKOKOPTH-
KOIHOT Teparii € 3pocTaHHs mamieHTiB. HemocTaTHs 103a TIIIOKOKOPTHKOI/IB
He npurHiaye AKTI i 00yMOBIIOE BHCOKHIA PiBEeHb aHIPOTEHIB, IO MPOSBIIA-
€THCS] BACOKMMH TEMITaMH 3POCTaHHSI, IIBUIKUM IIPOTPECYBAHHIM TEMITIB CKe-
JICTHOTO JI03piBaHHS 1 MPOrPECYBaHHIM O3HAK BIPWIILHOTO cHUHIpoMy. KicTkoBe
JI03piBaHHS BUIIEPEIDKAE MIPUCKOPEHHS TEMITIB 3pOCTaHHSL, 10 MPU3BOJUTH JI0 HU3b-
kopociocti. Ilepeno3yBaHHS TIIIOKOKOPTHKOIMIB TaKoX HETaTUBHO BILIMBAE
Ha 3pICT AUTHHH: 3HIDKSHHS IIBUAKOCTI POCTY BKa3ye HA TPHUBAJIE ITEpEI03yBaHHS.
TIpo HaAMIpHICTH 03U MOXKYTh CBIIYMTH IIBUAKA Haj0aBKa MacH Tifa, MiaBH-
IICHHS aneTUTy. AJZIeKBaTHA Teparlisi MIIOKOPTUKOIIHIUMH Iperaparamu 3ade3-
neyye HOpMailbHi TEMITH 3pOCTaHHS 1 KICTKOBOTO JI03piBaHHS.

Cutij 3a3HaYMTH, 110 MPOBEJICHHS Teparlii I'iIpOKOPTU30HOM B PEKOMEH-
JIOBAHOMY J03yBaHHI HE NPHU3BOJIUTH JIO 3HWKEHHS MiHEPAIHHOI IIIJIBHOCTI
KICTOK 1 hopmyBaHHs cuHapomy Kymunra.
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IIcuxonoziuna 0onomoza € 0608'a3K06010 HA HACMYNHUX eMANAX:

1) mpu BCTaHOBIEHHI JiarHO3Y — MOSICHEHHSI CYTi MPOOJIEMH 1 TICHX0CO-
LiabHOTO IPOTHO3YBaHHA WwieHaM ciM'i ntutuan 3 BI'KH,;

2) npu BU3HAYCHHI CTaTi AUTHHH Yy BUMAAKAX 3HAYHOI Bipmiizamii y Mo-
MEHT HapOKEHHS, OSICHEHHST HEOOX1JHOCTI IIPOBECHH TeHETHYHOTO BH3HA-
YEHHS CTaTl JUTHHH;

3) mpu NpHUHHATTI PILICHHS NPO PEKOHCTPYKTUBHY TE€HIKOIIACTHKY
Ha pI3HMX eTarax;

4) KOHCYJBTAII] MOJI0 MCUXOJOTIYHOI CTaTi MAI[IEHTa MPOTATOM JKUTTS
y 3B'SI3KY 3 MOKJIMBHMH 3MiHAMH CTaTEBOI CAMOCBIJJOMOCTI MAIli€HTA.

TakuM 4MHOM, JIIKYBaHHS Ta CHOCTEPEKEHHs Mali€HTa 3 BPOIKEHOIO
rifnepruiasielo KOpy HaJHUPKOBHX 3aJ103 OBUHHO MPOBOAUTHUCS JOBIYHO MYJIBTH-
JMCLMILTIHAPHOI KOMAHJIOK, 10 BKJIIOYAE B ce0e SHIOKPHUHOIOra, aKylepa-
TiHEKOJIOTa, TeHETHKa, Xipypra, CUXoJora.

CMNCOK YMOBHUX CKOPOYEHb

AKTI'  — aapeHOKOPTHUKOTPONHUN TOPMOH

AMI' — QHTUMIOJIJICPIB TOPMOH

BI'KH - BpojkeHa rinepriasis KOpH HaJHUPKOBHX 3aJ1103
I[IOMK - mpoorieMenaHoKOpTHH

DHEA (JITEA) — nerigpoeniaHapOCTEepOH

DHEA-s (AI'EA-S) — meriapoerianapoctepona cyabar
MCR — MEJIAHOKOPTUHOBUH pelenTop

17-KC  — 17-xopTHKOCTEpOi N

17-OKC — 17-0KCHKOPTHKOCTEPOiaH

17-OH  — mporectepoH

21-OHD - 21-rimpokcuma3za
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