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Pe3tome. Y nepLuiti 4acTuHi nekuii HaBegeHi cy4acHi gaHi npo MOLUMPEHICTL YOIOBIHOro rinoroHagmMamy, MeToau
[iarHoCcTvKu pisHux ¢bopM rifnoroHagn3my; onmcaHo KiiHiYHY XapakKTepucTuKy HaunbirbLL MOLUMPEHUX ¢hopM Liei

narosorii.
Knwo4oBi cnoB.a: rinoroHagmam; TecTocTepoH

Younosiunii rinoronaausm (I'T) — 3aranbHa eHpo-
KpuHHa 1nipobsema. Tak, y CIIIA y 4—5 MJIH 4OJIOBiKiB
niarHocTyeThest I'T. Biausbko 20 % 4010BiKiB BiKOM I10-
Haz 60 poKiB MalOTh PiBHI TECTOCTEPOHY B KPOBI HMKYi
Bill HIXKHBOI rpaHulLi peddepeHCHUX 3HaUEHb, 1110 MOXe
MPU3BOJUTH 10 PO3BUTKY TECTOCTEPOHOBOI HEIOCTAT-
HocTi (TH). Peuentu Ha mpomax mnpemnapariB TeCTO-
crepoHy B 1988 p. Oynm Bummcadi Ha 18 MJIH mojapis;
y 2011 p. BUTpaTH Ha HUX 3pociu 10 1,6 MiIpa AoJapiB
i3 momanpInuM 30iabmeHHIM. Y 1992—2002 pp. gacTo-
Ta BUIMMCYBAHHS TIPEIApaTiB TECTOCTEPOHY 30iIbIITy-
Bajiacst Ha 25—30 % 10piuHO, 8 BUKOPUCTAHHS TECTO-
CTepOHY B YOJIOBiKiB BikoM moHan 40 pokiB 3pocJo i3
0,81 mo 2,91 % 3a ueit nepioa. Y Toii e 4ac mepem-
0ayvaloTh, 1110 peasbHa yacTka I'T B 4010BiKiB 3ayiMima-
€TbCS HefliarTHOCTOBaHO10. [TpodieMHUMM TUTAaHHSIMU
3aJIMIIAI0ThCSI MMOPOTOBI PiBHI TECTOCTEPOHY B KPOBi
B YOJIOBIiKiB CTaplIUX BiKOBUX IpyM JJis MPU3HAYCHHS
TECTOCTEPOHOBOI Teparii, a TAaKOX il TPUBaIICTb i CITiB-
BiIHOIIIEHHS e(eKTUBHOCTi/0e3MeKM.

3a OCTaHHIO JAeKaay BUMIILIO AEKibKa PEeKOMEH-
Jaliid MiKHaApOOHUX Ta €BPOMEWCHKUX acolialii
CTOCOBHO [iarHOCTUKU Ta JIiKyBaHHS Pi3HUX (opMm
yosioBivoro I'T (octanHi B 2016 p.), 110 CBIMYUTH TIPO
AKTYaJIbHICTh L€l TPOOIEMU.

Pexomennanii Endocrine Society Clinical Practice
BU3HayaloTb yoioBiuuil I'T 9K KIIHIYHUNI CUHIpPOM,
COPUYMHEHMI HEIOCTaTHBOIO IIPOAYKINE hi3io-
JIOTIYHUX PiBHIB TE€CTOCTEPOHY, 3YMOBJIIEHOIO MOPY-
IIIEHHSMU Ha OJHOMY abo0 JEKiJIbKOX pIBHSIX TiMo-
TanaMo-TinogizapHO-TeCTUKYISIpHOI cuctemMu [1],
MPUYOMY aHAPOTEHOBA HEIOCTAaTHICTh MOXE HECHpH-

STJAMBO BIUIMBATU Ha YHKIIi1 6araTboX OpraHiB i cuc-
TEM Ta Ha SIKiCTb XUTTH [2].

AHIpPOreHU BimirpaloTb HaA3BUYARHO BaXXJIUBY
pOJib Yy PO3BUTKY Ta MiATPUMAaHHI PENPOAYKTUBHOI
Ta CeKCyaJbHOI (DYHKIIIN Y YOJOBiKiB; BOHM HEOOXil-
Hi U1 PO3BUTKY YOJIOBIYMX PEMPOIYKTUBHUX OPTaHiB,
Ipo1iecy mybdeprailtii, iHiliaii Ta miaTpuMKU epTUIb-
HOCTIi, KOMITO3UIIii Tijla, M’5I13iB, MiHepaJli3allii KiCTOK,
XKUPOBOro MeTaboJ1i3My, KOTHITUBHUX Ta MOBEAIHKO-
BUX peakiiii [3].

3aranbHU TPUHLMII ITporpaMu (OpPMyBaHHS CcTa-
TeBOro audepeHIiloBaHHs ToJisirae y (GopMyBaHHi
IJ10Ja 3a YOJIOBIUMM TUIIOM i TOTpeOy€e aKTUBHOI il
FeHETUYHUX (MPOAYKTiB Y-XpPOMOCOMM) i TOPMOHAJIb-
HUX YUHHUKIB (IMTPOAYKTIB CeKpellii TECTUKYJ eMOpi-
oHa). OCHOBHY poJib B AM(epeHIliloBaHHi SIEYOK Bi-
JIirpa€ eKCIpecis YMCIEHHUX TeHiB, JIOKAJIi30BaHUX
Ha KOPOTKOMY IIedi Y-XpOMOCOMH, BKJIIOUAKOUU CEKC-
JIETEPMiHYIOUMI perioH Y-xpomocoMmu. fdeuka miona
MPOAYKYIOTh TPU TOPMOHU: TECTOCTEPOH, iHCYIiHO-
noxionwuit nertun 3 (ITIT1-3) i anTUMIOIEPiB TOPMOH
(AMT) [4]. TecTocTepoH MeTabOJIi3yETHCS B OLIBIII TO-
TyxkHU# purigporectoctepoH (II'T) Ta ectpamion [5].
TecrocTepon i II'T HeoOXigHi a1s1 popMyBaHHS 40JI0-
BiYMX 30BHIIIHIX CTaTeBUX OpPTaHiB, MepeaMiXypoBoi
3a1034 U ciM’sgHux myxupuiB. AMIT HeoOXinHMt miist
perpecii MIoJIJIEpOBUX MPOTOKIB, a iHCYJTiHOMOAIOHMIT
nenTtug 3 pazom 3 AMI peryiiooTh OMyILIEHHS si€-
yokK. IHTpaTecTUKyJISIpHUII TECTOCTEPOH HEOOXigHUIA
U9 TiATPUMAHHS CIepMaToOreHe3y, MPUYOMYy ioro
KOHIeHTpaliss B 25—100 pasiB mepeBUIllye LMPKY-
JIIOIOYMIA piBEHb TOPMOHY B KpoBi. [lisl TECTOCTEpOHY
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Ha repMiHATUBHI KJIITUHU OIOCEepenKoBaHa KJIiTUHA-
mu CepToti Yepe3 eKCIpecito aHIPOreHOBOTO pelier-
TOpa i BIUIUB Ha MiKPOOTOUYEHHST Y 3BUBUCTUX KaHAJb-
usx [6]. Ilpoaykiiiss T€CTOCTEPOHY KOHTPOJIOETHCS
motporiHoMm (JIT).

O®yHkKIlioHyBaHHS TinmoTajiamMo-TinodizapHo-cTa-
teBoi cuctemu (ITCC) kapauHaNIbHO BiAPi3ZHSAETHCS
BiJl MOAIOHUX CUCTEM PEryJsiiii iHIIMX €eHIOKPUHHUX
opraHiB. YHiKaJlbHa 0COOJIMBICTD ITOJISITAE Y XBUJIEIIO-
Ii0HOMY XapakTepi il aKTUBHOCTI. Y XJIOITYMKIB IIpU
HapomxeHHi [ TCC ¢yHKIIOHY€E Ha JOCTAaTHLO 3pilo-
My PiBHi, Yy mpeny0epTaTHUI Mepioj CIOCTEPIira€ThCs
raJbMyBaHHS il aKTUBHOCTI, a B IyOepTaTHU Tiepiof
BinOyBaeThcsl mepedynoBa dyHkuioHyBaHHs [TCC,
sKa 3a0e3mneuye BiKOBi MOp(o(YHKIIOHAbHI Tepe-
TBOPEHHSI B OpraHax Ta cCUCTeMax opraHiszmy. Takum
YUHOM, 10 IyOepTallii piBHI T€CTOCTEPOHY € HU3b-
KUMM, 100 Tonepemxye Bipuiizauilo. [010BHUM
KOMTIOHEHTOM CTaTeBOTO MO3PiBaHHS € 3POCTaHHS
aKTUBHOCTI CTaTeBUX 3aJ103, 1110 MPU3BOAUTH 10 Tif-
BUILEHHS cekpellili TectocTepoHy. IlinBuilieHHs ce-
Kpellil CTaTeBUX CTEPOINiB MPU3BOAUTH A0 PO3BUTKY
BTOPMHHUX CTAT€BUX O3HAK, 30BHIIIHIX i BHYTPIlIHIX
CTaTeBUX OPraHiB, 3MiHM MPOMOPLIN Tijla i TIPUCKO-
peHHs 3pocTy, GopMyBaHHSI MiHepai3allii KicTKOBO1
TKaHUHU.

TecTtocTepoH — HaOUIbII BaXKAUBUI i (pi3iosioriu-
HO aKTUBHUI aHAPOTEH, KWW MPOAYKYETHCS SI€4YKa-
MU. BiH BIIMBa€ mpakTUYHO Ha BCi OpraHu i CUCTEMU
oprani3my (Swerdloff R., Wang Ch., 1989).

®Diziosioriyni eheKTH TECTOCTEPOHY

BrympiwnvoympooHhi:

— audepeH1iallisi 40J0BIYOro CTaTeBOro TPAKTY,

— PiCT CTaTeBOrO YjieHa.

Y nepioo nybepmauii ma 6 dopocaoeo wonogixka:

— picT BoJsioccs Ha JIOOKY, B aKCUJISIPHUX 3amaau-
Hax, Ha o0JIMyyi,

— PO3BUTOK 30BHIIlIHiX CTATEBUX OpPraHiB,

— picCT mepeaMiXypoBOi 3aJI03U Ta CiM STHUX ITyXUPILiB,

— picCT Tina,

— crnepmaToreHe3s (iHiliallis Ta mMiATPUMAaHHS),

— 30ibILIEeHHS TOPTaHi Ta MTOTOBILEHHS FOJIOCOBUX
3B’S130K,

— PO3BUTOK M’5I3iB,

— aHAPOIAHUI PO3MOILT MiAIIKIPHO-KUPOBOI TKa-
HUHU,

— epUTPOIIOE3,

— (opMyBaHHS YOJOBIYOI MCUXIKU, TIATPUMKA JIi-
01710 Ta MOTEHIIII.

TectocTepoH 3iiicHIOE CBili BIJIUB Yyepe3 aHIpO-
TEHOBUI pEIEeNnTop, JOKATi30BaHW B ILIMTOIUIA3Mi
i 9api KITUHU-MilneHi. JedekTu i MyTallii B reHi aH-
JIPOTeHOBOTO PEILIENITOPAa MOXYTh PU3BOIUTHU IO TTO-
PYIIEHHSI CTaTEBOTO PO3BUTKY, III0 MOXE OYyTU IIpH-
YUHOIO PO3BUTKY TECTUKYIIPHOI eMiHizalii abo
cabo BUpaxkeHol Bipwirizaliii, aHIPOTeHHOI pe3uc-
TEHTHOCTI Ta 4oJyioBiuoro 6e3rutiang [7]. B ex3oHi nep-
1IOTO TeHa € JeKilbKa AiISHOK i3 MOCTiZOBHOCTIMMU,
1110 TTOBTOPIOIOTHCSI, TPUUOMY OJTHA 3 HUX CKJIATa€EThCS
3 21 £ 2 noBtopu Tpumiery CAG — umucreiH-aaeHo-
3WH-TYaHO3WH. BcTaHOBAEHO, 110 3MEHILEHHS Yucaa

MOBTOPIB Y YOJIOBiKiB MPU3BOAUTH JO YACTIllIOIO PO3-
BUTKY TilIOTOHAAW3MYy, MiJBUIIEHOTO PU3UKY 3aXBO-
pIOBaHb TIEPEIMIiXypOBOi 3aJl03M, a TaKOX BIUIMBAE
Ha aHApPOreHHi HeHOTUITOBI e(DEeKTHU HABITh y YOJIOBI-
KiB i3 HOpMaJbHUMU PiBHSIMU TECTOCTEPOHY [8].

linmoroHaau3M y 40JI0BiKiB PO3BUBAETHCS B PE3YJIb-
tati qucbanancy B [ TCC abo perienTopHUX TTOPYIIIEHD
B OpraHax-MilleHsX. 3aJeXHO Bil PiBHS ypaXeHHS
CHUCTEeMU PO3Pi3HsIOTSH |3, 9]:

— TIepBUHHUI a00 TinmeproHagOTPONHUN Tilmoro-
Haau3M (s€YKa),

— BTOPMHHMI1 a00 TimoroHagoTPOITHUI TilTOroHa-
IU3M (TimoTanaMyc i rimois),

— BIKOBUI TiMmoroHaaus3M (TeCTOCTEPOHOBA HEIO-
CTaTHICTb; TimoTajaMyc,/rinogis i seuka),

— aHAPOTeHOPE3UCTEHTHICTh — OpraHu-MilleHi
aHIPOreHiB.

OTxe, TiMOroHaaAM3M Yy 4YOJOBIKiB PO3BUBAETHCS
B pe3yJIbTaTi BpOIKEHUX a00 HabyTUX aHOMaJTiil po3-
BUTKY SIEYOK, 1110 € MPUIMHOIO MEPBUHHOIO TillOTO-
Haau3My, abo MOpyIlIeHb LIEHTPAIbHOI HEPBOBOI CUC-
temu (LIHC) Ta rinmoranamo-rinodizapHux CTpyKTyp,
110 € IPUYNHOIO0 BTOPUHHOTO TilIOTOHATU3MY.

BpomxeHi aHomanii pPO3BUTKY IE€PEepPaXOBAHUX
Bute jjaHok [TCC y 6inbiiocTi BUNaaKiB 3yMOBJEHI
XPOMOCOMHMMH Ae(eKTaMU Ta TCHHUMU MYyTallisIMH.

HabyTi ¢popmMu nmepBUHHOIO TiMOrOHAAU3MY PO3-
BUBAIOTHCSI BHACHIAOK iH(MEKIIMHUX Ta aBTOIMyHHUX
3aXBOPIOBaHb SIEUOK, TpaBM, XipypriyHMX BTpy4YaHb,
MMPOMEHEeBOI Ta XiMmioTeparii, mMpUIOMY TPOTUITYX-
JIMHHUX TIpernapaTiB, HapKOTUKIB, TOKCUYHUX PEeUo-
BUH.

HabyTi ¢opMu BTOPUHHOTO riNOroHaanu3My po3BU-
BaIOThCS B pPe3yJIbTaTi iHPEKIIHHUX MPOLECiB, MyXJIUH
rimoranamo-rinodizapHoi minguku ta ITHC, Tpasm,
XipypriuHux BTpY4YaHb i3 MPUBOAY MyXJUH rinodisa,
MMPOMEHEBOI Teparii.

B oOCHOBI MEpPBUHHOrO TiMMOTOHAIU3MY JIEXUTH
ypaxXeHHSI SI€EYOK, 110 IMPU3BOIUTH IO IMOPYIICHHS iX
3[JaTHOCTI MPOAYKYBaTU CTaT€Bi TOPMOHU, 3HUKEHHS
PiBHIB TECTOCTEPOHY B KPOBI i1, BiIMIOBIIHO, 1O MeXa-
Hi3My 3BOPOTHOTO 3B’SI3KY TilEepCTUMYJISLII aleHOTi-
no@isa, 110 3YMOBJIIOE ITiABUILEHHS PiBHIB FOHaH0-
TPOTTHUX TOPMOHIB.

B ocHOBi BTOpMHHOIO TiMOroHaaAU3My JiexXaTh M0~
mwkomxkeHHs1 LIHC i ctpykTyp rinotanamo-rinogisap-
HOI CUCTEMU, 110 MPU3BOASTH 10 3HUXKEHHS 3MaTHOCTI
rinmorajamyca cekpeTyBaTyd TOHagoJ1idepuH abo Tino-
dizapni JIT i OCT, 3ymMOBIIOI0YM 3MEHIIIEHHS TTPO-
JYK1ii FTOPMOHIB SIEUKAMU.

IlepBrHHE ypaXeHHSI TOHAAOTPOMHUX KJITUH Ti-
modiza 4acTo IMOETHYEThCI 3 HEOOCTATHICTIO iHIITUX
TPOITHUX TOPMOHIB: COMaTOTPOITHOTO, TUPEOTPOTTHOTO
Ta aIPEHOKOPTUKOTPOTTHOTO.

Po3BUTOK KIIIHIYHMUX CHUMIITOMIB TilIOTOHAAN3-
My 3aJI€XUTb Bifl BiKy, B SKOMY BII€pIll€ PO3BUHYB-
¢ nedinuT aHIPOTEHIB, Ta CTYIEHS HEJOCTAaTHOCTI
craTeBUX 3ajio3. JediluT TecTOCTepoOHY Ha paHHIX
cTamisix emMOpioreHe3y IMpU3BOAUTH J0 PO3BUTKY 4YO-
JIOBiYOTO mnceBaorepmMadpoIuTU3My, a Ha OiIbII TTi3-
HiX CTamissX — 0 AUCTOHII ss€UuoK Ta MikporneHicy [10].
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HomyOGepTaTHUIA  TiMMOTOHAIM3M  XapaKTePU3YETHCS
HEJOPO3BUTKOM CTaTeBUX OpraHiB, BiICYTHiCcTIO abo
CJTabKOI0 BUPAXEHICTIO BTOPUHHMX CTAaTEBUX O3HAK
Ta GOpMYBaHHSIM €BHYXOITHOTO cUHApoMy. ITocTmy-
OepTaTHUII TIMOTOHAAW3M XapaKTEPU3YETHCS 3HU-
JKEHHSIM MOTEHIIIi Ta peayKIli€l0 BTOPUHHUX CTATEBUX
O3HaK.

VY 1abmn. 1 HaBeAeHI KIIiHIYHI CUMIITOMHU JOITyOep-
TaTHOTO ¥ TIOCTITYOEpTaTHOTO TillOrOHAAM3MY B TIiI-
miTkiB [11].

BBaxaloTh, 110 mJIsT MpenmyoepTaTHOIO TiloroHa-
IU3MY XapaKTepHOIO € TaKoX 3aTpUMKa KiCTKOBO-
ro BiKy, LICHTpMIIETaJIbHE OXHWPiHHSI, O0’€M SE€EYOK
<5 MJ1, IOBXHMHA CTaTEBOTro WwieHa < 5 ¢M, a TS MOCT-
nyoepTaTHOI0 — HOpPMaJibHi MPOIOPLIi cKejieTa, LieH-
TPUIIETAIbHE OXWPiHHSI, HOPMaJibHA JOBXMHA CTaTe-
BOTO ujieHa, 00’eM sieuok < 15 mu [12].

VY XJIOMYUMKiB CIOCTEPIira€eThCs Pi3HUI CTYIiHb 3a-
TPUMKM PO3BUTKY 30BHILIHIX CTaTeBUX OPraHiB yXke
B gony0epTaTHOMY mnepioni. fleyka 3MeHIleHi B po3-
Mipi, 32 KOHCHCTEHIII€I0 M IKi a00 yiriipHeHi. Yacto
CTIOCTepiraeTbCsd KpunropxizMm. CraTeBUil YJeH MEH-
1M 32 pO3MipOM, XapaKTepHUM I BIKOBOI HOPMM,
y JeSIKMX BUMAAKaX CIIOCTEPIra€ThCsd MIiKpPOIEHiC.
VYV nybepraTHOMY mepioji He CIIOCTEpIira€ThbCs 301JIb-
IIeHHS 00’eMy SI€YOK (00’€M SE€YOK HE TMEPEBUIIYE
3—4 mu1); He PO3BUBAIOTHCS a00 CJ1a0KO PO3BUBAIOTh-
Cs1 BTOPUHHI CTaTeBi O3HAKM: BiICYTHI MyTallisl TOJ0-
Ccy i1 OBOJIOCIHHSI Ha JUlli, IOBEHiJIbHE aKHe, epeKlil
Ta MooLii. ¥ XBOpUX Ha TiMOroHaau3M yxXe B Iyoep-
TaTHOMY Billi TOYMHAIOTh (hOPMYBATUCSI €BHYXOIIHI,
riHoimHI 200 iH(aHTUIBbHI MPOMOPIii Tija Ta OCTEO-
nopo3. [Js mepBUHHOIO MpenyoepTaTHOroO TiMoroHa-
IU3MY XapaKTepHUMM € €BHYXOIJHO-TiHOIMHA Oyn0oBa
Tija, 30iJbLIEHHSI PO3MipiB KUCTEi, CTOI, HUXHbOI
YacTUHU JINI (CyOaKpOMETaJIOiMHICTh), TOMIipHUI
HEJIOPO3BUTOK OBOJIOCIHHS OOJIMYYST, aKCUJISIPHUX 3a-
MaauH i 100Ka, 3MEHILEHHS B pO3Mipax CTaTeBOIO Wiie-

Ha Ha TJIi BUpaXeHoi Tinomnasii €40k Ta iX WiJIbHOT
KOHCUCTEHIII].

Y GinbIocTi MiIiTKIB, SIKi CTpaXkKAal0Th Bi/l TilIOro-
HaAM3MYy, IIBUAKICTb POCTY B IIpeyOepTaTHU TIepio
HOpMaJjibHa a00 CIIOCTePIra€ThCsl HE3HAUHE 3HUXKEHHSI
B IIyOepTaTHOMY Iepioi B pe3yabTaTi BiICYyTHOCTI poc-
TOBOIO CTpUOKa. 31e01JIbIIOro KiHLIEBU 3piCT XBOPUX
i3 TiIMOroHAaaAM3MOM HE CTpa)KJa€ i HaBiTh MePEBUILYE
T€HETUYHO JeTepMiHOBAaHMUM, OCKIIbKM 30HU pOC-
Ty JOBrO JIMIIAKOTHCS BiIKPUTUMU, a CIIPOMOXHICThb
o JiHiiiHOrO pocTy 30epiraetbest a0 18—20 pokiB
Ta 6is1b1Ie. KicTKOBUI BiK y TAKUX MALliEHTIB CIOHTaH-
HO gocsirae Mexi 13—14-piuyHKUX XJIOMYUKIB, i TUIBKU
ITCJIST IIHOTO BiN3HAYAETHCST 3aTPUMKA KiCTKOBOTO J10-
3piBaHHs. Y noctnybepTaTHUI Mepioa Taka 3aTpUMKa
MOKe BUSIBUTHUCS AyXe CYTTEBOIO.

Opnak y nmitetr i3 cungpomamu lllepereBchbko-
ro — Tepnepa, HyHaH, i3 MHOXWHHUM IedilnuTOM
TPOITHUX FOPMOHIB Tirodi3a 3HayHa 3aTPUMKa 3POCTY
1 KiCTKOBOTO BiKy CITOCTepira€ThCs BXe B JoImybepTaT-
HOMY Mepiofi, i 0e3 10JaTKOBOTO JIiKyBaHHS XBOpi 3a-
JIMIIAIOTHCS HU3bKOopocaumu [13].

VY mocTtnybepraTHOMY TMEpiofi 30BHIllIHI i1 BHY-
TPpilllHi TeHiTalil 3aJMIIalThCs HEJOPO3BUHEHMU-
MU; OBOJIOCIHHS OimHe, XapaKTepHUM € MOro po3no-
JIiJT 32 )KiIHOYMM TMIIOM; MTOTaHO PO3BUHEHI CKEJIeTHI
M’$131; pO3BUBAETHCS €PEKTUIbHA TUCPYHKIIiS, OJTiro-
300cnepMis abo a300cHepMisl.

V pexomeHpauisix €Bporneiicbkoi acouialii ypo-
JIOTiB 3alIPOIIOHOBAaHA Taka Kjacuikailis 40JI0Bi4OTO
rimoroHamusmy (tab6m. 2) [3].

[MepBrHHA TeCTUKYJsIpHA HEIOCTATHICTh — Hal-
yacTilia Npu4yrMHa TinoroHaAuM3My B 4OJIOBiKiB. Haii-
OUTBII YACTOI KIIiHIYHOIO (OPMOIO TEePBUHHOTO
rinoronangusmy € cunapom Knaitndeasrepa, sskuii crio-
crepiraerbcs B 0,2 % momyssiiii 40JI0BiKiB. 3aXBOPIO-
BaHHS 3YMOBJICHE aHOMAJIEI0 CTAaTeBUX XPOMOCOM,
npuyomy B 90 % BUMAIKIB BiI3HAYAETHCS KapiOTHUII

Ta6bnuys 1. KniHidHi cuMnTomu rinoroHagn3my y XJ0M4YvKiB

YpaXxeHHs opraHis,
nopyLueHHs pyHKLii

MNMo4aTok rinoroHagusmy
[0 3aBepLUeHHs nybeptaTty

MNMo4aTok rinoroHagusmy nicns
3aBepLUeHHs ny6epTaTty

lopTaHb Hemae myTauiji ronocy 3MiH Hemae

Bonoccs PicT Bonoccs Ha N06Ky Mae ropusoHTasnbHy | SMEHLLEHHSI POCTY BONOCCA Ha Tynyo6i
NiHil0, 3MEHLLIEHHS pOoCcTy 60poau Ta Ha 6opogai

LLkipa BigcyTHiCTb NpoAyKuii WKipHOro cana, 3HWXeHHs NpoAyKLii LWKipHOro cana, 6niga
BYrpiB, 6MifiCTb, 3MOPLUKYBaTICTb Ta 3MOpLLKyBaTa LuKipa

KicTkun €BHyxoigHa 6yaoBa Tina, 0CTeonopo3 OcTteonopo3s

lemonoes AHewmis AHewmis

MpyaHi 3anoaun IHopAj rinekomacrTis IHKONW riHekomacTis

M’a3um Hepopo3BuHeHi Atpodis

CraTeBuit 4neH IHGbaHTUNBbHUIA Hemae 3miH abo aTpodia

MepepmixypoBa 3anosa HepopossuHeHa ATpodpis

feyka ManeHbKi B 06’€Mi, 4aCTO HEONyLLEHi 3MeHLLEHHs 06’emy
B MOLLIOHKY

CnepmatoreHes BigcyTHin YpaxeHHs

HacTpin SHWKEHWI SHWKEHWI

J1i6igo Ta epekuis BigcyTHi OcnabneHi
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47XXX, a takox 48XXYY, 48XXXY i mozaiuHuii
tun  46XY/47XXY, 47XXY/46XX, 47XXY/45XO.
HasgBHicTh 10JaTKOBO1 X-XpOMOCOMU B YOJIOBIYOMY
KapioTurii Moxe OyTH 3yMOBJIEHAa HEPO3XOJIKEHHSIM
X-XpOMOCOMHU B TIepiof TIEPIIOTO YW JAPYTrOro Me-
MOTUYHOTO TOAITYy a00 MOPYIIEHHSIM MIiTOTUYHOTO
PO3XOIKEHHSI XPOMOCOM Yy TIepiofl pPO3BUTKY 3UTO-
™ (Mo3aiuHi BapianTu) [14]. YacTtoTa HapomKeHHS
XJIOIMUUKIiB i3 cuHapoMmoMm KraitHdenbTepa 3pocTtae
3i 30inblIeHHSAM BiKy Matepi. HasiBHiCTb 10gaTKoBO1
X-XpoMOCOMM B YOJIOBIYOMY KapiOTUITi He BIUIMBAE
Ha audepeHIliloBaHHS sS€4oK i (hopMyBaHHS cTaTe-
BUX OpPTaHiB 3a YOJIOBIYMM THUIIOM, ajieé MPU3BOIUTH

JIO TIOPYLIEHHSI TepMiHATUBHUX KJIITUH 1 BiICYTHOCTI
cnepMaroreHe3dy. OcTaHHiM yacoM OyJI0 BCTAHOBJIEHO
HasIBHICTh MOOAMHOKHUX CIIEPMATO30idiB Y TOPOCINX
YOJIOBiKiB i3 HOPMaJIbHUM TaIlJIOiAHUM XPOMOCOMHUM
HabopoM.

Cunapom KiaiiHdenbTepa XapaKTepu3yeTbCS BU-
COKMM 3POCTOM TMAalli€HTIB, 3MEHIIEHHSIM PO3MipiB
SIEYOK, HASIBHICTIO TiHEKOMACTii, Oe3ILIiAasIM. Y XJ1om-
YUKiB TOMYOEePTAaTHOTO BiKy Bil3HAYAIOTHCS MaJ€HbKI
PO3MipH SIEYOK Ta CTATEBOTO WICHA, MOXE BUSIBIISITUCS
KPUIITOpXi3M (4acTiuie aBobiuynuit). ¥ 50 % xnomnuu-
KiB CIIOCTEPIra€TbCsl IMOMipHA 3aTpUMKa PO3YMOBO-
0 PO3BUTKY, SIKa CYIPOBOMIKYETHCS TMOPYIICHHSIM

Tabnuys 2. Knacugbikavisi 4onoi4oro rinoroHagusmy

3axBoproBaHHA/CUHAPOMM

MpuunHun pedpiumnty

Havi6inbLu noLumpeHi gpopmm NepBUHHOIo rinoroHaan3my

HeonyLueHi abo ekToniyHi sevka

HepocTaTHe onyLLeHHst SEH0K, HeOPO3BUTOK SIEHOK

Pak sievok

Henopo3BUTOK S€40K

OpxiTn

BipycHi ab6o HecneuudiyHi opxiTn

HabyTtunin aHopxiam

TpaBMa, NyxnunHa, NepeKpyT, 3anasieHHs, ATPOreHHi,
XipypriyHe BMOaneHHs

BTopuHHa TecTuKynapHa aMcdyHKLisA

niKyBaHHﬂ, npenapaTtun, TOKCUHMU, CUCTEMHI 3axBOpPOBaHHA

(lgionaTn4yHa) TecTMKynapHa atpodis

Yonogive 6e3nnigas (igionatnyni abo cneumdiyvHi npuymnHN)

BpopxeHuin aHopxiam

BHYTpILLHEOMATKOBUIA NepekpyT — HanbinbLL iIMOBIpHa
npuymHa

CuHgpom KnawvHdenstepa, 47 XXX

XpomocomHe non-disjunction (HEPO3XOLKEHHS)
B repMiHaTUBHUX KNiTUHAX

46, XY nopyLueHHs ctateBoro po3suTky (DSD) (paHilue:
YONOoBI4MI NceBgorepmMadPOANTU3IM)

MopyLUEHHA CUHTE3Y TECTOCTEPOHY, 3YMOBJIEHE
depMeHTaTUBHUMUM AeddeKTaMm CTepoifHOro 6ioCnHTE3y
(17, 20-nia3Hun gedekT, 17p-rigpokencTepoia-
nerigporeHasHuin nedex)

loHapganbHWMiA gucreHes (CMHOHIM: streak-roHagw)

XY-roHaganbHuiA OUCTeHEe3 MOXE CNPUHUHATUCS
MyTaLisiMu B Pi3HUX reHax

46, XX 4oroBsi4nmn cuHOpom
(4actota 1 Ha 10 000—20 000)

YHonoBiKK 3 HAsABHICTIO reHeTU4YHOT iHpopmallii Big,
Y-xpomocomu nicnsa TpaHcnokaudii JHK cermenTa Y-
ab0 X-XpoMOCOMM MPOTAromM 6aTbKiBCbKOro Menosy

CwuHppom HyHaHa (vactoTta 1 Ha 1000 go 1 Ha 5000)

KopoTka ctaTypa, BPOAXEHi CEpLEBi 3aXBOPIOBaHHS,
KPUNTOPXi3M

IHakTuBayia JIT peuenTopHux MyTauil, rinonnasis KniTuH
Jleiigira (vactota 1 Ha 1 000 000 go 1 Ha 20 000)

KnitnHu Jlengira He 30aTtHi po3BMBaTUCS, L0 3yMOBIEHE
MyTauieto

Hari6inbLu noLuvpeHi ¢popmu BTOPUHHOIO rirloroHagnamy

lnepnponakTnHemis

MponakTUHCEKpeTYyIoUi afeHoMu rinogisa
(nponakTuHomM) abo iHAyKOBaHi Npenaparamu

I1301bOBaHUI riNOroHago0TPOMHWIA FiNOroHaan3m
(paHiwe: igionaTM4HUIA riNOroHagoTPOMHWUIA FiNOroHagM3Mm)

CneuuncpiyHi (a60 HeBigoMi) MyTauii, L0 BNANBAIOTb
Ha cuHTe3 TPl abo noro fito

CwvHppom Kannmara (rinoroHagoTponHUIA FinoroHagnam
3 aHocMieto, YactoTa 1 Ha 10 000)

TPI-HepocTaTHICTb | aHOCMIiS, FEHETUYHO AETEPMIHOBaHI

BtopuwHHa HepocTaTtHicTb TP

JlikyBaHHs, npenapaTtu, TOKCUHWU, CUCTEMHI 3aXBOPIOBAHHSA

FnonityiTapmuam

PagioTtepanis, TpaBma, iHheKLii, reMoxpomMaTos i CyanHHa
HeJoCTaTHICTb a60 BPOXKEHUI

lnodizapHa ageHoma

[opMOHCEKpeTYIoYi aAeHOMW, FOPMOHOHEaKTVBHI rinodisapHi
afieHoMM, meTacTaau rinodiza abo rinogisapHoi HiXKKM

Cvngpowm MNpagepa — Binni (PWS) (paHiwe: cuHgpom
Mpagepa — Jlabrapta — Binni, yactota 1 Ha 10 000)

BpopxeHi nopyLueHHs cekpeuii TP

BpooxeHa HagHMpKOBa rinonnasis 3 rinoroHagoTpPonHUM
rinoroHagmamom (4actota 1 Ha 12 500)

X-XpOMOCOMHE peLecrBHE 3aXBOPIOBAHHS, Y GiflbLLOCTI
naujieHTiB cnpuynHeHe myTtauiamu B reHi DAX1

CvHgpowm MNackyaniHi

I3onboBaHa HegocTaTHiCcTb JIT
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MOBEMiHKU, TSKKICTIO KOHTAKTiB 3 OJHOJIITKaMU.
Y nyb6epraTHOMY Billi BTOpMHHE OBOJIOCIiHHSI BUHUKAE
y 3BUYaliHi CTPOKM, BiI3HAYAETHCS TAKOXK 301JIbIICHHS
crareBoro ujeHa. OqHaK 00’eM SIEUOK 3pOCTaE He3HaA-
YHO i 3a3BUYAll HE TIEPEBUIILYE 8§ MJI, IPUUOMY sl€dKa
MalOTh IIIJTBHY KOHCUCTCHIIi10. PDeHOTUIT Y XBOPHUX YO~
JIOBIYMIA, XapaKTepHi BUCOKOPOCIIICTh, HEMTPOMOPILili-
HO JIOBIi HOTY, EBHYXOIIHA Oy10Ba Tija, FIHEKOMACTisl.
BincTtaBaHHS KiCTKOBOIO BiKy BiJl IACIOPTHOTO II0-
yuHAEThCd B 13—14 pokiB. 30HM pOCTY 3aUIIAIOTHCS
BigkputumMu 1o 18—20 pokiB. BropmHHE 0OBOJIOCIH-
Hs CKyJOHE, 3a XKiHOYMM TUIIOM. Y MOoCTnybdepTaTHO-
My Mepiofli sieuKa 3auINaloThCsl MaJIeHbKUMU (JIOBra
BiCh MEHIIIe HixX 2 cM), IiabHUMU. [1pu Giormcii sieuka
3HAXOJTh TiaJliHO3 CiM’IHMX KaHaJblliB, 3MEHILIEHHS
yucyia a00 BiCYTHICTh KIiTUH CepToJii; ciepMaTore-
He3 BiICYTHil.

3a HasIBHOCTI MO3aillu3My CIIOCTePIiraloThbCsl MEHII
TSKKI TTOPYIIEHHS. Y UBEPTi XBOPUX i3 MO3ailIU3MOM
sl€4Ka MalOTh HOpMaJibHi pO3Mipu. Y YaCTUHU Malli€H-
TiB CIIepMaTOreHe3 30epeXeHUN.

OKpiM CHUMIITOMIB IOPYIIEHHSI CTaTeBOTO PO3BU-
TKy, y XBOpux i3 cunapomom Knaiitnpenbrepa moxe
BUSIBJISITUCST HHU3Ka BPOMXKEHUX aHOMaJlili KiCTKO-
BOI TKAHWHU: KJIIHOJAKTUJIs, AedopMallisi rpyaIuHu,
BaJIbIYCHiI nOedopmallii JiKThOBUX Ta KOJIHHUX Cy-
r100iB, TiMepTeJOpU3M, MIiKpOTrHaTisg, TOTUYHE M-
HeOiHHs. Hepigko 3axBoproBaHHS CYINPOBOIKYETHCS
BPOIKEHUMHU BaJaMM CEPLEBO-CYIUHHOI CHUCTEMM.
V nocnigkeHHsSIX OCTaHHiIX pPOKiB Y HUX BCTAaHOBJIEHO
MigBUILEHUI pu3uK po3BuTKy LI 2-ro Tumy Ta He-
CIIPUSTINBI 3MiHU B CKJIaJli OpraHi3aMy: HaKOMMUYEHHS
JKMPOBOI KJIITKOBMHU, 3MEHIIEHHS M’S130BOI MacH,
3HUKEHHS YyTJIMBOCTI A0 iHCYJIIHY Ta MEHIIUNA 00’ eM
CTIIOXXMBAHHS KUCHIO.

Y yonoBikiB i3 cunapomom KitaitHdbenbrepa puznk
paKy MOJOUHOI 3a1031 B 20 pa3iB BUIIUIA, HiX Y 40JI0-
BiKiB i3 HOpMQJIbHUM KapiOTUIIOM.

Hepinko npruyuHOIO MEPBUHHOIO TilTOTOHAAU3MY
B UYOJIOBIKiB € MyXJIMHU SIEYOK, SIKi JiarHOCTYIOTbHCS
B MOJIOAMX YOJIOBIKiB micJist myoepraii [15]. 3a ocTaH-
Hi 40 poKiB yacToTa paKky SIEUOK y MOJIOAMX YOJIOBi-
KiB 3pocna BABiui. UMHHUKAMU PU3UKY € KOHTpa-
JlaTepaJibHUI pakK repMiHaTMBHUX KJIITUH, HEOMYIIEHi
sieyKa, TOHaJaJbHUI OucreHes, Oe3ruliaas, aTpodis
SIEYOK, CIMEMHUI pak repMiHaTUBHUX KJiTHUH. Kia-
CUYHUM METOJOM JIiKyBaHHS MyXJIMH SIEYOK € paiau-
KaJlbHa OPXi€KTOMisl, a piBeHb BUJIIKyBaHHS 32 YMOB
BUSIBIICHHST 3aXBOPIOBAHHS Ha PaHHIX CTamisIX CTaHO-
BuTh noHan 95 %. Ilicns nikyBaHHs B 22 % mHaLi€HTIB
i3 MyXJIMHAMU SIEY0K PO3BUBAETHCS TECTOCTEPOHOBA
HemoctaTHicTh [16]. Ciim 3a3Ha4MTH, IO OCTAHHIM
YacoM BMHUKJIA TeHICHIIISI BAKOHYBAaTH OpTraHO30epi-
rarpoyi omnepaltlii B 40JIOBIKiB i3 pakoM SIEYOK Y MEBHUX
BUIAAKaX 3 METOI YHUKHEHHS PO3BUTKY HEIUTiMHOCTI
Ta 3HUKEHHS TIPOAYKIIil TECTOCTEPOHY.

Cunnpom Hynan — aBTOCOMHO-pelieCUBHE 3a-
XBOPIOBAHHSI, 3YMOBJIEHE €KCIIPECi€l0 IaTOJIOriuHO-
ro reHa, SIKMi JIOKaJli3yeTbcsl Ha JAOBromy ruiedi 12-1
xpomocomu. KiiHiuHa KapTuHa npu cuHapomi Hynan
XapaKTEepU3YEThCS HU3BKOPOCJICTIO, OOUKOMOAIOHOIO

TPYIHOIO KJIITKOIO, YKOPOUYEHOIO IIHEI0 3 KPUIOIOAi0-
HUMU CKJIagKaMu, JiM(paTUIHUMU HaOpsiKaMU KUCTeEN
Ta CTOM, BaJbIyCHOIO Jedopmalli€ro cyrio0biB, aedop-
Malli€l0 ByIIHUX PAKOBUH. Y XJIOMYUKiB YaCTO CITOCTE-
pIraeTbCs KPUIITOPXi3M, TMOIIA3is S€40K, MiKPOIIEHIC.

Tunosoto g cuaapomy HyHaH € HasiBHIiCTb y XBO-
pPUX KapaioBacKyJSIPpHUX Baj PO3BUTKY: CTEHO3 JieTe-
HeBOI apTepii, sikuii crioctepiraeTbest y 80 % XBOpPUX,
rinepTpodiss MiXIITYHOUYKOBOI Tmieperoponku. Bin-
3HAYAIOThCS MOPYIICHHS CIIepMaToreHe3y (0Jiro- abo
a300CIepMist).

XX-cuHApPOM Yy 4YOJIOBIKiB, a00 CHUHApPOM mOe J
[Tamnens, Tpanaserbess B 0Ci0O i3 4oJOBIYMM (DEHOTHU-
noM Ta KapiotunoM XX (1 Ha 9000). IIpunyckaioTs,
1110 PO3BUTOK CUHIPOMY 3YMOBJICHUI TPaHCJIOKAIli€I0
MaJjoi 4YacTUHU Y-XpOMOCOMM Ha X-XpoMocomy abo
Ha aBTocoMy. MOX/I1BO, iHTaKTHa Y-XpoMocoma 30e-
piraeThcs B OJHIil i3 CTOBOYPOBUX KJIITUH.

KniHiyHa KapTMHaA XapakKTepu3yeEThCs TiMoOIia3o-
BaHMMU siIEYKaMU B TIPABUJIBHO C(POPMOBaHilt MOIIIOH-
11i, OBOJIOCIHHSI PO3BMBAETHCS 3a KIHOYMM THUIIOM.
[ToTeH1iss B OUILIIOCTI BUMAAKIB HE TOpYyllIeHa, aje
CIOCTEPIraeThCs TimocmepMis Ta azoocnepMis. [yxe
PIIKO BiI3HAYAETHCS 3aTPUMKaA PO3YMOBOTO PO3BUTKY.

Bpokenuii aHOPXi3M — BiICYTHICTb SIEYOK Y MO-
IIOHIII B HOPMaJbHUX 3a TEHOTUIIOM Ta (DEHOTUIIOM
XJIOIMUMKiB. BBaxkaroTh, 110 Pi3KUii BHYTPIillITHbOMAT-
KOBUI TIEpEeKpyT € HaNOUIbII iMOBIPHOIO TTPUUYUHOIO
3axBopioBaHHs. KiiHiuHa kKapTuHa: y myoepTaTHOMY
Mepioji y XJIOMYUKIB He PO3BUBAIOTHCSI BTOPUHHI cTa-
TeBi O3HAKU, CIIOCTEPIra€TbCsl €BHYXOIMHUU CKEJeT,
4acTo — OXMpiHHSI. Po3MipyM MOIIOHKM, CTaTeBOTO
yjeHa, repeaMiXxypoBoi 3aJ103U HE BiIpi3HSIIOTHCS Bif
TaKuX y iHIIUX aiteil. ['o10c BUCOKUIA i TOHKUIA, 3MEH-
IIeHa Maca M’$13iB, EBHYXOIIHi MPOIOpILii Tija, BiACYT-
HSI cCTaTeBa MOBEIiHKA.

HaOyruii aHOpXi3M pO3BUBAETBHCS B pe3yJIbTari
TpaBMH, TIYXJIMHU, MEPEKPYTYy, 3allajieHHs, Xipyprid-
HOTO BUIAJICHHS SIEUOK a00 OyBa€ ITPOTeHHOTO MTOXO0-
JkeHHs. KiiHiyHa KapTWHA 3a71€XUTh BiJ BiKy maili-
€HTA: y XJIOMYUKIB AOMYOEepTaTHOTO TEPioay BiICYTHE
cTaTeBe JO3piBaHHS i CUMITOMM TTOAi0OHI 1O THX, SIKi
CIIOCTEPIraloThcsl MPU BPOAXKEHOMY aHOPXi3Mi, a B 40O-
JIOBIKiB y TIOCTITyOepTaTHOMY TIepiofi Big3HA4Ya€ThCs
epeKTUJIbHA TUCOYHKILisI, 03T, MOCTYIIOBE 3HU-
JKEHHSI BUPa>)K€HOCTi BTODMHHUX CTaTEBUX O3HAK.

3milmana aucreHesis roHan (3mimaHWii roHAAAJb-
Huii aucrenes, 3IJI) — ogHa 3 HaWOITBII MOITUPEHNX
(opM HecrnpaBXHBOTO YOJOBIUOTO repMadpoauTH3-
My, sika cTaHOBUTh 25—30 % Big iioro ycix ¢popm. Xa-
PaKTEpU3YETHCSI HASBHICTIO MTUCTEHETUYHOIO SIEUKA,
sIKE PO3TAIIOBYETHCS B YEPEBHI MOPOXHWHI, Maxo-
BOMY KaHaJli abo B pyJAuMeHTapHiii MOLIOHIII. Y Oijb-
IIOCTI XBOPMX BUSIBISIETbCS MO3AIYHUN KapiOTUII
45X0/46XY. KiiniuHa kapTtuHa: OygoBa 30BHILIHIX
i BHYTPILLIHIX CTATEBUX OPTraHiB y XBOPUX HA 3MilllaHU I
rOHaJaJbHUI IUCTeHe3 3aJIeXXUTh Bil KJIOHY KIIITUH,
SIKWI TIepeBaXka€e y KapioTUITi, Ta Bill CTYIEeHS ypaxke-
HOCTi Y-XpPOMOCOMMU.

YV nauieHTiB i3 mpeBaltoBaHHSAM KJIOHY XY
Y-xpoMocoma CyTTEBO HeE IOIIKOIXEHa, TOMY SIEUKO
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(GYHKIIIOHYE Y BHYTPIIIHbOYTPOOHOMY MEPiofi i CIto-
cTepiraeTbcs 3MilllaHa Oy10Ba 30BHILIIHIX CTATEBUX OP-
raHis.

Y nmamieHTiB i3 TipeBaMoBaHHAM KJIoHY XO
Y-XpoMocoMa CyTTEBO TMOIIKOKEHA, SIEYKO He (DyHK-
1IIOHY€E Y BHYTPIIIHBOYTPOOHOMY IEPiO/li, TOMY XapaK-
TEPHOIO € OUIbII XiHOYa Oyq0Ba 30BHIIIHIX CTATEBUX
OpraHis.

V Bcix mnaimieHTiB BiI3HAYa€ThCS €AUHE SEYKO,
110 Ma€ O3HAKM AUCTeHe3ii pi3HOTO CTyIeHs, CIIOCTe-
piraeTbcs MOPyLUIeHHS HOTO CIIepMaTOre HHO1 (PYHKIIIT,
aJie y YaCTMHU XBOPUX MOXJIMBICTb sSI€EUKa MPOIYKYBa-
THU TECTOCTEPOH 30epiraeThcs (PyHKIIOHYIOUE SIEYKO),
TOMY B OiJIbIIOCTI BUITAAKIB CITIOCTEPIra€ThCsl HEMOBHE
cTaTeBe N03piBaHHS.

V Takux naui€eHTiB € BEIMKUI PU3UK PO3BUTKY 3J710-
SIKICHUX TYXJIMH i3 TMCTeHETUYHOIO sS€YKa, a MOosiBa
CUMIITOMIB aHApPOreHi3allii MoXe OyTH MepLIo 03Ha-
KOIO 11 pO3BUTKY.

CraTeBUil XpOMaTUH y XBOPUX HETATUBHUIA 200 T10-
Ka3HUK AyXe HU3bKUIA.

Y mauieHTiB i3 MO3UTUBHUM pPe3yJbTaTOM (hyHK-
LIIOHAIBHOTO TECTY 3 XOPIOHIYHUM TOHAJAOTPOMIHOM
(XT') MoxTuBUIT CTIOHTAHHUI ITyOepTaT.

OnHielo 3 HedyacTuxX (opM, sIKa BiACYTHSI B AaHiii
knacudikaiiii, € cunapom neab Kactuabo (Ceprouri-
KJITHHHHI CHHAPOM), 1110 XapaKTepU3YETHCS BiICYTHIC-
TIO 3aPOAKOBUX KJTiITUH.

OCHOBHUIA CUMIITOM CUHApPOMY Jejb KacTuiabo —
rirmoruia3zoBaHi sieuka. CTaTeBUI YjieH Ta MOIIOHKa
PO3BUHYTI HOpMaJbHO, BTOPMHHI CTaTeBi O3HAKM Ta-
KOX PO3BUHYTI JOCTaTHbO, OymoBa Tija HOpMajbHa.
IToTeHuis 306epexeHa, ajie XBOPi € HEIUTITHUMU.

HabyTti popmu
rineproHAAOTPOMNHOrO riNOroHAAU3MY

Habyti ¢dopMu TimeproHagoTpOITHOIO TillOroHa-
IU3MY MOXYTh PO3BUBATUCS B PE3yJbTaTi MepeHe-
CeHMX TpaBM, XipypriYyHUX BTpyYaHb (OTNEpaTUBHE
JIIKyBaHHSI KPUMNITOPXi3My, Max0BOI TPpUXKi, TEPEKPYTY
SI€EY0K), TIPOMEHEBOI Tepartii, XimioTepartii, iH(peKIiii-
HUX 3aXBOPIOBaHb (EIMiAEMiYHUI TTAPOTUT 3 OPXiTOM,
TyOepKyIb03), aBTOIMYHHOTO IIPOIIeCy, IO IPU3BO-
IUTH 0 aTpodii sevok. KiiHiyHa KapTUHA 3aJIeXKUTh
BiJ BiKy malieHTa — TpenyoepTaTHUI Y1 MOCTIyoep-
TATHUMA.

KpunropxisMm — 3aXBOproBaHHs, IIPU SIKOMY OJHE
a00 oOuaBa sieyka He OIylIeHi B MOIIIOHKY. Po3pi3Hs-
I0Th OTHO- i ABOOIYHMIA, CITpaBXKHili i ICEeBAOKPUNITOP-
Xi3M Ta eKTOIilo sg€YKa.

TTpu cripaBXXHBLOMY KPUIITOPXi3Mi IEUYKO 3HAXOAUTh-
csl B OyIb-IKOMY MiCLIi Ha LJISIXy CBOIO HOPMaJIbHOTO
onycKaHHs (y YepeBHill MMOPOKHUHI, TaXOBOMY KaHali
abo mepea maxoBuM KijblieM). IIpu mceBmokpunTop-
Xi3Mi SI€YKO MOXeE TiJHIMaTUCS B MaXOBUIi KaHal abo
B YepeBHY NOPOXXHUHY. Lleit cTaH AiarHOCTYEThCS BIIBi-
Yi yacrilre, HixX cupaBxHiil. [Ipu exromii sg€4ko po3-
TaIIOBYETHCS 1103a IIJISIXOM HOPMAJIBHOTO OIYIICHHS
1 3a3BMYAli HE TIOB’I3aHE 3 TPUKOBUM MIIITKOM.

YacTtoTra KpUNTOPXi3My Cepel TOHOIICHUX HOBO-
HapOKEHUX XJIOMYUKIB CTAaHOBUTb 2—4 %, a B HEJI0-

HoweHuX — 9—30 %. Ilicist mepuIoro poky XXUTTS 10~
HIWPEHICTh KPUNTOPXi3My cTaHOBUTH Bif 0,4 1o 2 %,
a 'y mimnitkiB — 0,3—3 %. KpunTopxisM TparuisiEThCst
B 0,2—0,3 % n0opoCInX YOJIOBIKiB.

BuainsioTs Tpy rpyny YMHHUKIB ITAaTOT€HE3Y KPUIT-
TOpPXi3My: MeXaHiuHi, TOPMOHAaJIbHi, €HIOTeHHI.

OCHOBHUM CUMIITOMOM KPUIITOPXi3MYy € BiACYT-
HICTh SI€YOK Yy MOIIOHIIi, HEMOPO3BUTOK i aCUMETpisl
MOIIOHKM. [HOAI MallieHTH BiI3HAYaIOTh Oib y AiAsSIH-
i HEOIYyIIEHOro sieyka. ¥ 0araTboX XBOPHUX CITOCTE-
pIira€eThCcsd MOETHAHHS KPUMITOPXi3My 3 TTaXOBOIO TPU-
XKelo, OUCIIIIACTUIHUMM CHUMIITOMaMM, OXKUPIHHSIM,
HEIOPO3BUTKOM CTAaTEBOTO YICHA, TOPYIICHHSIMHA CTa-
TEeBOTO PO3BUTKY, ciepMaToreHe3y. I1osiBa BTOpMHHMX
CTaTEBUX O3HAK 3alli3HIOETHCS B IMOJOBUHU MiATITKIB
i3 kpunropxizmMmoMm. Kpunropxizm, ocoOJIMBO uepeB-
HUI1, € YUHHUKOM MiABUIIIEHOIO PU3MKY BUHUKHEHHS
paKky sgedka, SKUii po3BUBA€THCA B 3—16 % 40/10BIKiB,
SIKi B aHAaMHe3i MaJlu KPUIITOPXi3M.

BpoaXxeHi popmu
rinoOroHOAOTPOMHOrO riNOoroHaAn3ImMy

Jlst BTOPMHHOIO TIpernyoepTaTHOro TiloroHaau3-
My XxapakTepHa TiHOIZHO-€BHyXOigHa OymoBa Tija:
3MEHILIEHHS pO3MipiB KUCTEM, CTOI, HUKHbOI YaCTU-
HU 0o0aMuYs (CyOHAHOIAHICTh) i3 BUpaXkeHO demi-
Hizauliero MopdoTuIiy, TinoTpodiss CTaTeBOro 4ieHa
Ta HasIBHICTb TPAH3UTOPHOTO (hiMOo3y. [HDaHTUIBHUIA,
abo TiHOIAHUI, MOPGOTUI CITOCTEPIraEThCS HEYACTO.
¥ Takux XJ0MYUKiB sSIEYKa MalOTh APsI0Jy KOHCUCTEH-
110, MiATSATHYTI A0 MTaXOBUX KiJl€llb.

Haii6inpimn yactoo hopMOIO TiMmOroHagOTPOITHOTO
roHaausmy € cunapom KanamaHna.

Cunapom Kannmana — BpokeHe 3aXBOPIOBaHHS,
SIK€ XapaKTepU3YETbCS TOENHAHHSIM TiMOroHaa0-
TPOITHOTO TilMOTOHAaAM3My I aHocMii abo Tirmoocwii.
Ile HaiiyacTilia mpuYMHaA TiMOTOHAAOTPOMHOIO Ti-
MOroHaau3My Yy XJOMYMKIiB, HOro yacTtoTa Iepedy-
Bae y Mexax 1 : 5000—10 000 y momysiiii 40710BiKiB.
Cunapom KannmaHa CTaHOBUTHL CO0OI0 TPETUHHY
(rimotanaMiuHy) hopMy TiMOTOHAAU3MY i 3yMOBJIE-
HUN BPOIKEHUM NeheKTOM pPO3BUTKY TilloTajaMmy-
ca, 10 MPU3BOAUTH N0 AeMilUTY JiOEpUHIB i 3HU-
JKEHHS CeKpellii TOHAZOTPOIiHIB 1 TECTOCTEPOHY.
Hedext dopmyBaHHS HIOXOBUX HEPBIB BUKINUKAE
aHocMilo abo rinoocMmito. Po3pi3HSAIOTH TpU TUINU
cunapomy KaiMaHa, 3yMOBJIEHI MyTallisiMU TeHa
KALIG-1 (KAL), nedbektamu rena FGFR1 (KAL?2)
Ha KOPOTKOMY IlIedi BOCbMOI XpOMOCOMM Ta TeHe-
TUYHOIO TETePOTCHHICTI0O 3 aBTOCOMHO-PEIICCUB-
HUM, abo X-34YerJeHUM peleCUBHUM, abo aBTO-
COMHO-JOMiIHAHTHUM TUIIOM crnaakoBocTi. I[Tpu Bcix
BapiaHTaX CIIOCTEPIra€ThbCsl MOPYLIEHHS Mirpaiii
roHagoJioepuHcekpeTyounx HelipoHiB. KiiHiuHa
KapTUHA XapaKTepU3YETbCS CHMMITOMAaMM TiIlloro-
HaAu3My Ta €BHYXOIAM3MY, SKUH HEPiIKO CYyNpoOBO-
JDKYETHCS KPUMNTOPXi3MOM, aHOCMi€l abo Timooc-
Mi€10, COMAaTUYHUMU AedeKTaMU PO3BUTKY («3asua
ryba»), po3lleryIieHHIM MigHeO0iHHS («BOBYA Mallla»),
BUCOKHUM TIiJHEOIHHAM (TOTUYHE), IIECTUIAICTIO,
acCUMETPI€I0 3UKa, YKOPOUECHHSIM BY3JEUYKU sS3UKa,
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CEHCOPHO-HEPBOBUMU TOPYIIEHHSIMU CJIYyXy, CIlac-
TUIHUMHU TIaparieTisiMM, MO30YKOBOKIO aTaKCi€lo,
TOPU3OHTAJbHUM HIiCTarMOM, IOPYIIEHHSIM KOJIbO-
POBOTO 30Dy, PO3YMOBOIO BifICTaJiCTIO, YPaXXeHHSIM
CepIIeBO-CyTIMHHOT CUCTeMU, BaJaMU PO3BUTKY Ce-
yocTtaTeBoi cucteMu. KUIiHIYHI MPOSIBU CUHIPOMY
Kamimana moxyTtb OyTM AOCUTH BapiabeJIbHUMU.
XBopi 3 cuHapoMoM KaniMaHa BUCOKOpOCIi, MalOTh
€BHYXOIIHI mponopiii Tija. ¥ mydbepraTHOMY Nepiomi
BIIICYTHIi1 pOCTOBMIA CTpUOOK, OTHAK 30HU POCTY 3a-
JIMIIAIOThCS BigKpuTUMU 10 20 poOKiB i TTOHAA, TOMY
JIIHIMHUI 3picT MalieHTiB He cTpaxnae. BigcTaBaH-
HsI KiCTKOBOTO BiKYy Bill MacCIIOPTHOIO MOYMHAETHCS
B 13—14 pokiB.

I30ab0BanMii igiomaTHYHMIi TiNOroHAZOTPONMHMIA Ti-
noronagu3m (IIT'T). 3axBoproBaHHS CHOCTEPIra€Thb-
cg pinme, Hix cuHapoMm Kamnmana. IMpunyckaioTs,
IO TOTAIbHUIA NediuUT MPOAYKILii FOHATZOTPOIiHIB
y TaKUX MaLi€HTIB 3yMOBJIEHUN ypaXK€HHSM TiloTaia-
myca. MyTallii reHa roHanoJioepuHy i1eHTUhiKOBaHi
B 40 % mamientiB. I1pu i3onmpoBanomy III'T crmocre-
piraetsecs pediumnT npoaykuii JIT i ®CI abo ogHOTO
3 uux ropmoHiB. Kniniuna kaptuHa III'T xapakTepu-
3YETHCSI KJTACUUHUMM O3HAKaMU MpenyoepTaTHOro Ti-
TMOTOHAAU3MY.

Cunapom Ilackyanini (i3o1boBaHUM nediuuT yio-
TpomiHy). IlpyumMHOIO pPO3BUTKY 3axXBOPIOBAHHS
€ i3071bOBaHMI AedillUT JIOTPOTiHY, 110 MPU3BOAUTH
0 HEJAOCTaTHbOI CEKpellii TeCTOCTEPOHY sI€YKaAMMU.
KuiniuHa KapTHHa 3aXBOPIOBaHHSI 3aJI€XKUTh Bil BUpa-
JKEHOCTI AeilluTy JIOTPOMiHY: €BHYXOIIHI MPOIMOPLil
Tijla, HEOPO3BUTOK CTATEBOTO YJIeHa i IEUOK, BTOPWH-
HUX CTaTeBUX O3HaK, MOPYIICHHST CTaTeBUX (DYHKIILIH,
BUCOKOPOCJIiCTh. BigcTaBaHHS KiCTKOBOTO BiKY Bif
MMacIOPTHOTO TTOYMHAEThCS B 13—14 poKiB, ajle 30HU
pOCTy 3aJuIIalThCs BigkputuMu a0 18—20 poxkis.
@epTUSIbHICTD y OUTBIIIOCTI MAIIEHTIB i3 CUHAPOMOM
IMackyanini mopyiieHa — 3MeHIIEHHS 00’e€My criep-
MU, KiJIBKOCTi Ta pyXJIMBOCTi CIIEPMAaTO30idiB. 3aXBO-
pIOBaHHSI 3 aBTOCOMHO-AOMiHAHTHUM THUIIOM YCITIal-
KyBaHHS. YacToTa CMHAPOMY HeBeJMKa 1 CTAaHOBUTH
1:25000 y mormysmsii.

Kniniyna kaptuHa cunapomy Ilpanepa — Biami xa-
PaKTepU3YETHCSI MAJIOI0 MACOIO Tijla B HOBOHAPOIKe-
HUX [iTei, BUPaXEHOIO M’SI30BOIO TilIOTOHIEID, Ma-
JICHbKUMU PO3MipaMM KMCTEU Ta CTOI 3 YKOPOUEHUMU
NajablsIMUA, HU3bKOPOCICTIO, HU3BKUM iHTEJIEKTOM,
KPUMTOPXi3MOM, MikporieHicoM. Popma o0Imyust xa-
PaKTepU3YETHCS 3BYKEHUM (PPOHTATBLHUM JiaMeTPOM,
0o4Yi 0J1M3bKO pO3TallloBaHi, MiMiKa Juls c1abo BUpa-
JKeHa. Y Mpoleci pocTy AUTUHU PO3BUBAETHCS OXU-
piHHS, 3yMoBJieHe Tosicdariero. KimiHigyHi cumnToMu
TiMOroHaJ0TPOITHOTO TiMOroOHaAW3My B AiTeil 000X
cTaTeul MposBIISIIOTHCS B IIyOEpTaTHOMY Billi.

limoronamoTponmHMii rimOroHaaM3M PO3BUBAETHCS TA-
KOX Y MAali€eHTiB i3 cunapomoM JloypeHca — MyHa —
bapne — binns, skuii BincyTHii B naHiii Kinacudikarrii.
Lle 3axBoproBaHHS 32 aBTOCOMHO-PELIECUBHUM TUIIOM
ycnaakyBaHHs. KiiniuHa kapTtuHa cuHapomy Jloy-
peHca — MyHa — bapne — binnst xapakrepusyetbest
OXUPiHHSAM, TOTAJIbBHUM a00 YaCTKOBMM TillOTOHAI0-

TPOITHUM TilIOTOHAAU3MOM, ITITMEHTHUM PETUHITOM,
CITACTUYHOIO naparuieriero, y 70—75 % XBopux — IoJi-
Ta CUHAAKTUJIiS, BPOMXKEeHi aHoMaii HUpok. KutiHiuHi
CUMIITOMHU TilTIOTOHAAW3MYy TIPOSIBISIOTECS B IyOep-
TaTHOMY Billi IOCUTb PAHO Y BUTJISII Pi3KOTO HEAOPO3-
BUTKY 30BHIlIIHiX CTaTe€BUX OpPraHiB.

Bpomkena rimomnasis HAAHUPKOBUX 3aJ103 i Trimo-
TOHAJOTPONHHUI TiMOroHaAM3M — i30JbOBaHa (opma
rinoOroHaJ0TPOITHOTO TilMOTOHAaAU3MYy B YOJIOBIKiB i3
BPOIXKEHOIO TilOIJa3i€elo HaAHUPKOBUX 3aio3. Bpo-
JKEHEe 3aXBOPIOBaHHsSI, 3YMOBJICHE MYTAIli€l0 TeHa
DAXI1, gkuii Bigirpa€e Kjiio4oBY pOJb Y PO3BUTKY HaJ-
HupkoBux 3an03 i ['TCC. Lle ciMeliHe 3aXBOpIOBaHHS,
X-34eTJICHUI TUIl yCIaAKyBaHHSI.

KniHiuHa cuMmnToMaTuKa XapakKTepU3YEThCS TSIXK-
KOIO TJIIOKOKOPTUMKOIIHOI HEIOCTaTHICTIO, CUHIPO-
MOM BTPATU COJIi Ta CUMIITOMaMU TilTOTOHAAOTPOITHO-
'O TIITOTOHAIN3MY, STKi TTPOSIBIISTIOTHCS B TyOEpTaTHOMY
BilIi.

HabyTi popmu
rinoOroHOAOTPOMHOrO riNOoroHaAn3ImMy

OCHOBHOIO MPUYMHOI0 HAOYTUX (POPM TiMOroHaa0-
TPOTHOTIO TIMOTrOHAANU3MY € MYXJIMHU, TPaBMU, iH(pEK-
LiliHO-3anaJibHi Tpolecu rinorajamMo-rinodizapHoi
cuctemu. [TyXJIMHU MOXYTb TIPU3BOAUTHU O 3HUKEH-
HSI HE TUIbKU CEKpellil TOHaJOTPOITHUX TOPMOHIB, aje
! iHIIUX TpomHUX (QYHKILNA, B MEepUIy 4Yepry coMaTo-
TPOITHOI, IO CYMPOBOKYETHCS Pi3KUM 3HUXKECHHSIM
IIBUAKOCTI POCTY MALli€EHTIB. YpaKeHHs 3aHiX BiJdi-
JIiB Tinogiza BUKIIMKAE PO3BUTOK HEILYKPOBOTO niabe-
Ty. JIOCUTPh YacTO MyXJIMHU TIPU3BOISITH 10 IMTOPYIIECHb
30py, 3YMOBJICHUX 3[aBJIECHHSM a0o0 pYWHYBaHHSIM
ONTUYHOI Xia3MU, — 3BYXXEHHS MOJIB 30Dy, aTpodii
JIMCKiB 30pOBOTO HEpBa.

linepnpojakTuHeMiyHHiA TiMOrOHAAM3M 3yMOBJIC-
HUI MPOJAKTUHCEKPETYIOUUMU MyXJUHAMU Tinodi-
3a — Makpo- i MiKpoIpoJaKTUHOMaMHu, IpenapaTaMu
3 nodaMiHAHTaroHiCTUYHUMU edekTaMu (MEeTOKIIO-
nmpaMin, iminpamiH, (peHOTia3MH), a TAKOK MOXKE CIT0-
cTepiraTucsl B TIALIEHTIB i3 XPOHIYHOIO HUPKOBOIO
HEIOCTaTHICTIO ¥ Trimotupeo3oM. IlaTtoreHes rimo-
TOHAIU3MYy B TAIEHTIB i3 TiMepPHNpOJaKTUHEMIYHUM
CUHIPOMOM 3YMOBJICHUU MPUTHIYEHHSIM iMITYJIbCHOI
cekpeuii JIT-PI', HaonumKkoBolo cekpelie IMpoJak-
TUHY, TI0 BUKJIUKAE aTpodito kiituH Jleiaira Ta pos-
BUTOK rinmoroHagu3my. KiliHiYyHa KapTWHa XapakTe-
PU3YETHCS CUMIITOMAMM TilOTOHAAM3MY, 3HIDKCHHSIM
J1i6ino, epeKTMILHOIO AUCHYHKINIEIO, TTHEKOMACTIEIO,
yacTo Oe3IUIiAasiM, a TaKOX TOPYLIEHHSIM 30py il He-
BPOJIOTIYHOIO CUMIITOMATUKOI0. [inmepripoiakTUHEMis,
sIKa BUHUKAE B MpenyoepraTHoMy abo MmyOepTaTHOMY
nepiogax, Moxe MPU3BOAUTU IO 3aTPUMKM CTaTEBOrO
PO3BUTKY ab0 rinoroHaausmy. KiiHiyHa BUpaxKeHiCTb
aHAPOTreHHOI HeJOCTAaTHOCTI B YOJIOBIKiB i3 BiTHOCHO
HEBEJUKUM 3HUXKEHHSIM PiBHiIB TECTOCTEPOHY B KpO-
Bi MOXe OyTU 3yMOBJIEHAa KOHBEPCI€I0 TECTOCTEPOHY
B IUTiIPOTECTOCTEPOH Y MeprdepuyHUX TKAaHMHAX.

JocuTh 4acTo MPUYMHOIO HAOYTOro TiMOrOHaIO0-
TPOITHOTO TilTOTOHAIU3MY B IiTeil € KpaHiohapuHTEO-
Ma — BpOIIKEHA MTyXJINHA, SIKa PO3BUBAETHCS B KUIIIEHI
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Parke, nmokanidyeTbcsl B AiASHII TypelLbKOTO cimia,
XapaKTepU3YEThCS EHIOCEISIPHUM POCTOM, IO MPU-
3BOJUTH IO BUMAAiHHA QYHKIIH rinodiza Ta pO3BUTKY
TiMmOroHaN3MYy, TiMOTUPEO3y, HEPIKO 3 MOPYIICHHIM
TePMOPETYJIsLii, HEIYKPOBUM JiabeTOM, MOPYIIEH-
HSIM 30py, aHOCMI€I0.

IIpoMeHeBa Teparrist KpaHiaTbHOI OiIISTHKHM abo 3a-
rajbHa MpoMeHeBa Teparis Npu 30IKICHUX MyXJIMHAX
MOX€e IPU3BOAUTHU A0 PO3BUTKY ITAHTIIOMITYITApPU3MY,
SIKMI TaKOK MPOSIBJISIETHCS CUMIITTOMAMU TilIOTOHAI0-
TPOITHOTO TiMTOrOHAAU3MY.

Jlo 3axBOploBaHb, 3yMOBJIEHUX Ae(PeKTaMu aHIpO-
TEHOBUX PELIENTOPiB B OpraHax-MillleHsIX 3 MOBHOIO,
YacTKOBOIO a00 MiHiMaJIbHOIO aHAPOre€HOPE3UCTEHT-
HicTio (AP), BimHocsAThCs cuHApoM PelideHinTeiiHa,
cuHApoM Jediuuty S-anbda-peaykrasu it xBopobda
Kenneni (6ynb0ocniHanbHa M’s130Ba aTpodist). Myra-
il aHAPOre€HOBUX PELIENTOPIB 3HAlIeHi B OLIbIIOCTI
MalieHTiB i3 moBHOIO (popmoto AP, ane B 28—73 % —
yactkoBa AP [17].

Cungpom aedinuty S5-ampda-penykrasd € OmTHIEIO
3 (hbopM HECIIPaBKHBOI'O YOJOBIUOT0 TepMadpOIUTHA3-
My, Kapiotun 46XY.

®epmeHT S-anbha-penykrasa KaTajaidye HepeTBO-
pPEHHS TECTOCTEPOHY B JETiAPOTECTOCTEPOH, IKUIA Bi-
JIirpa€e OCHOBHY pOJIb Y Mpoliecax AudepeHLiloBaHHS
30BHIlIHIX CTAaTeBUX OpraHiB Yy 4o0J0BiKiB. Jediuut
5-anbda-penykrasu BUHUKAE B pe3yJbTaTi MyTaliii
reHa SRD5A2, nokanizoBaHOro Ha KOPOTKOMY TLIedi
JIPYroi XpoMOCOMU 3 aBTOCOMHO-PELIECUBHUM XapakK-
TEPOM YCITaIKyBaHHS.

DeHOTUIT Yy HOBOHAPOMKEHUX HAOIMKAETHCS
JI0 XKiHOYOTO. YpOreHiTaabHUI CUHYC MiCTUTh KOPOT-
KW BariHAIbHUIA BiAPOCTOK, SIKUH CJTIMO 3aKiHUYETh-
cs. CtaTeBUI WICH Haragye rinepTpodoBaHWii KIITOp,
KaBEPHO3HI TiJla HEPO3BUHEHi. BHyTpiliHi craresi
opraHu c(popMOBaHi 32 YOJIOBIYUM TUIIOM: SIEYKA PO3-
BUHEHI, PO3TAIllOBaHi B MaxOBUX KaHajaax abo CKpo-
TOJIA0IaJIbHUX CKJIaIKaX, BUSBISIOTHCS CiM’SIBUHOCHI
MPOTOKM, CiM’SIHI MyXUpIli, IPUAATOK CiM’ dHuKa. Ile-
peIMixypoBa 3ajlo3a Hellopo3BUHeHa. Y mybepTaTHO-
MY Billi TMIBUINYETbCS KOHLEHTpALlisl TECTOCTEPOHY,
110 3a0e3Ieuye BUpaKeHy MacKyJTiHi3alilo 30BHIlIHIX
TeHiTajiii Ta PO3BUTOK BTOPMHHUX CTaTEBUX O3HAK
3a YOJOBiUMM TUIIOM. JIaGopaTOpHO BM3HAYaIOTHCS
HOpMaJibHI piBHI TecTocTepoHny, JIT, ®CI' y KpoBi,
Hu3bkuii piBeHb JAI'T. CniBBiZHOILLIEHHSI TECTOCTEPO-
Hy i IIT'T cyTTeBO miaBuUIileHE (3a PaXyHOK 3HUXKEHHS
piBHs JAI'T) i 30iablIy€eThCS HA TJi (DYHKIIOHATBHOTO
TecTy 3 XI' (3a paxyHOK MiJBUILEHHS PiBHS TECTOCTE-
POHY).

Cunnpom Peiipenmreiina, a00 CMHIPOM HETIOBHOI
PE3UCTEHTHOCTI 0 aHIPOTCHIB, 3YMOBIICHHUI IIOpY-
ILIEHHSM YYTJIMBOCTI TKAHUH J0 aHIPOTEHIB Ta € re-
HETUYHO ACTEPMiHOBAaHMM 3aXBOPIOBaHHSAM. MyTailist
reHa, SKWUH BiIIOBiga€ 3a CUHTE3 pelenTopa 10 aHAPO-
TeHiB, TPU3BOIUTH JI0 TIOPYILLIEHHS B3aEMO/Iii aHApOTre-
HiB i3 pelenTopaMu Ta 10 pe3ucTeHTHOCTI. OnucaHo
JIieKiJbKa COTeHb MyTallili TeHa, TOMY CIIEKTp KJIiHiu-
HOI CUMIITOMATUKU MPU CUHAPOMIi JOCUTH IIUPOKUIA.
BincyTtHsa xopensiig Mixk eHOTUIIOM Ta TE€HOTUIIOM

y XBOPUX i3 CHUHIPOMOM HEMOBHOI PE3UCTEHTHOCTI
o aHaporeHiB. KiiHiuHa KapTHHA XapaKTepU3yEThCS
CUMIITOMaMU TilTOTOHAAM3MY: OBOJIOCIHHS Ha O0OJIMY-
yi i y MaxoBUX AUISTHKAxX cjiabo BUpaxkeHe, Ha JI00-
Ky — 32 XiHOYMM THUIIOM, s€YKa JEII0 TiMoIjIa30Ba-
Hi, MOIIIOHKA PO3BUHEHA HOPMAJIbHO, CTATeBUI YJIeH
HEIOPO3BUHEHUI, BUKPUBJICHUN TOHU3Y (KOPOTKaA
By3/lleuKa), Y XBOpPUX HOPMOCTEHiuHa OymoBa Tifa,
YacTO CIIOCTepIira€ThCs Timocmaiisi, TiHeKOMAaCTis,
KPUIITOPXi3M, aTpodist ciM’THUX KaHAJIbIIiB, Oe3ITia-
IS, X0o4a BiA3HAYa€ThCsl OaraTo CUMITOMIB, TTOAIOHMUX
no cunapomy KnaitHdenbrepa. [eHOTUIT HOpMaJIbHUIT
(46XY). KoHueHTpallil TeCTOCTePOHY, €CTpalioiy,
JIT, ®CI B kposi migsuieHa. [Ipu ricronoriuHomy
JIOCHiIXKEHHiI OiomnTaTy sSI€UOK 3HaAXOISTh TiajiHi3a-
Li}0 CiM’STHUX KaHaJIbLiB, JOCTATHIO KiJIbKiCTh KJIITUH
Jleitnira.

IIpy MOBHIlf HEUYTJIMBOCTI OO aHAPOTEHiB (CHH-
npom Mopica, abo cMHAPOM TECTUKYJISIPHOI (peMiHiza-
1ii) crocTepira€Tbcsl He YooBiuMii reHotun (46XY),
a XiHOYMIA.

TecTocTepoHOBa HEXOCTATHICTH (BIKOBUIA/Ti3HIit
rinoronanusm (late-onset hypogonadism)). Lupky-
JIIOIOYi PiBHiI TECTOCTEPOHY B KPOBi 3HMUXXYIOThCS MIPO-
TPECUBHO 3 BIKOM, MOYMHAIOUM 3 JIPYIOl i TPETHOI Jie-
KaJIu XXUTTS, yepes rnmopyiueHHs Ha Beix piBHAX [TCC,
aJjie TpaexTopis nmagiHHA 3anexHa Big IMT, npubaBku
MacH Tijla, KOMOPOiTHUX CTaHiB i TeHETUYHUX YUHHU-
kiB [18]. Kniniyna kaptuna TH Bu3Havya€eThcs SIK MO-
€IHAHHSI HU3bKUX PiBHIB TECTOCTEPOHY M KIIIHIYHO
CYTTEBUX CHUMIITOMIB Ta € HecneuudiuyHow. Tomy
HeMmae AediHITUBHOTO (4iTKOTO, SICHOTO) Habopy
cuMnToMiB abo mpodinto [19]. V 4JosoBikiB i3 HU3b-
KM piBHEM TE€CTOCTEPOHY B KPOBi 4acCTO CHMIITOMU
MOXYTb PO3TJISIAATUCS SIK acoliallisg MiXX CUHIAPOMOM
TECTOCTEPOHOBOTO Ae(ilMTy ¥ acouiloBaHUMM KO-
MOpOinHUMU cTaHaMu (IyKPOBUil HiaGeT 2-To TUITy,
CepIIeBO-CYINHHI 3aXBOPIOBaHHA). Y YaCTUHU YOJIO-
BiKiB cepemHbOTo BiKy (~50—65 pokiB) i cTapiimx 4o-
JIOBIKiB (> 65 poKiB) 3aJiexkHe Bijl BiKy MaaiHHSI PiBHiB
TECTOCTEPOHY ACOLIIOETHCI 3 KJIACTEPOM CUMIITOMIB
1 0O3HaK, NOJAIOHUX OO TUX, SIKi CIOCTEPIraloThCs B YO-
JIOBIKIiB 3 KJIACUYHOIO aHAPOreHOBOIO HEJOCTATHICTIO
[19]. 3anexHi Bix BiKy pebepeHTHi KOJTMBAHHS PiBHiB
TECTOCTEPOHY AOCi HEe BU3HAUECHI, i KpUTEpil Ta KiHIIe-
Bi piBHi s giarHocTuku TH 3anuinaroThcss 4aCTKOBO
cynepeuauBuMu. IommpeHicTh 6i0XiMiUHOTO TiMOro-
Haau3My, 3a JAaHUMU Pi3HUX JOCIAHUKIB, CTAHOBUTh
Bin 23,3 % y wonosikiB 40—70 pokis, 3a tanumu EMAS
[18], Ta € 3ayieXkHOIO Bij BiKY.

Ha MixHaponHiii eKcrepTHiii KOHCEHCYCHIl KOH-
epentii y 2015 p. miitnuim BucHOBKY, 1o TH y woso-
BiKiB € CEepiiO3HUM MEIUIHUM CTAaHOM, aCOIiHOBAaHUM
i3 HecTupuATIUBUM TIpodiJieM CepleBO-CYAUHHOTO
PUM3UKYy, HETaTUBHO BIUIMBAE Ha YOJIOBIUY (Di3WUHY,
TICUXOJIOTIYHY Ta CTaTeBY (DYHKIIii, CIIPUSIE PO3BUTKY
a0JOMiHAJIbHOTO OXHWPiHHS, LIYKPOBOIO AiadeTy 2-TO
TUITY, CUHAPOMY BTOMJIIOBAHOCTI, 3MEHIIIEHHIO KiCT-
KOBOiI TKAHWUHM Ta Macu i cuiu M’s13iB, aHeMii, Ierpe-
Ccii, MiABUILIEHHIO YaCTOTU €PEKTUJIbHOI AUCOHYHKIILII,
3HUXKEHHIO SKOCTi XXUTTs [20].
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Aexuia /Lecture/

Haii6inbm inaukatuBHi cuMmntomu TH y JTiTHIX 4o-
JIOBIKIiB:

— craTeBi (BHMXKEHHSI Jibimo, epekliii ageKBaTHUX
1 CIIOHTAHHUX, CTAaTeBO1 aKTUBHOCTI, CTaTeBUX (paHTa3iii),

— Gi3nyHi (MiABUILEHUA PU3NK OOMEXEHHS pyX-
JIMBOCTI, JJAMKOCTI KiCTOK i TMamiHHSI, 3HUKEHHST Macu
W cunm M’s3iB, MIABUIIEHHS BiAKJIaJaHHS >XUPOBUX
mac),

— TICUXOJIOTiUHi (Iempecis, po3aApaToOBaHiCThb, CO-
HJIMBICTb, MOPYILICHHS KOTHITUBHOI DYHKIIT) [21].

Konduikr inTepeciB. ABTOpH 3asBIISIIOTH PO BiACYT-
HIiCTh KOH(DJTIKTY iHTEpPECIB MPU MiArOTOBLII JAHOI CTATTi.
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Male hypogonadism
(Part 1

Abstract. The first part of the review presents the current
data on the prevalence of male hypogonadism, methods
of diagnosing different forms of hypogonadism, describes

the clinical manifestations of the most common forms of this
disease.
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