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JlikyBanbHi migxoau, HampasieHi Ha 3amobiranHs 1T
(imyHOCympecopH, TIFOKOKOPTUKOIIHU 1 Tia3Madepes npu
aBTOIMYHHOMY TUPEOINTi) a00 Ha 30epeKeHHS eyTUPEO3y
(opraHos0epiraiodi omepalrii y BUMagKaxX paky, «€KOHOM-
Hi» pe3eKlIil IUTOonomiOHOI 3a7103u nmpu XxBopobi [peiinca,
0araToBy3JI0BOMY 300i), BUSBIINCS OiIbII HEOE3MEYHUMU
(peunauB TUPEOTOKCUKO3Y, MeTacTa3yBaHHS paKy TOIIO),
Hix I1T. Tomy B KpaiHax 3axofy B OCTaHHi pOKU IIPU XBO-
pobi IpeiiBca MpPakKTUKYIOTh CTPYMEKTOMilO 3 JOBIYHUM
npuitomoM L-Tupoxkcuny. He3asexxHo Bin nepiionpuynHu
[1I" eyTpeo3 mocsraeTbcsl 3aCTOCYBaHHIM L-THPOKCUHY B
no3i 1,6—1,8 MKr/Kr/mo0y. 3a HeOOXiTHOCTI CJTi YCYHYTH
nmedinuT Homy.
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2 YepHiBeLibkit OBAQCHMM €HAOKPUHOAOTYHY LIEHTP

NPUPOAXEHI NOPYLUEHHS CTATEBOTO
ANDEPEHLIIKOBAHHS

IlopyiieHHST TeHETUYHOI CTaTi 3yMOBJIEHE 3MiHOIO
KUTBKOCTI Y1 CTPYKTYPU CTAT€BOI XpOMOCOMH, ab0 iX MO-
3ail3MOM. ¥ poOOTi MPaKTUKYIOUOTrO eHIOKPMUHOJIOTa He-
pinko TpamsiioTees cuHapomu IllepemeBcbkoro — Tep-
Hepa (45 XO) i KnaitHdensrepa (47 XXY).

Cundpom  Illepewescvkoco — Tepnepa omnuvcaHuit
M.A. IlepemescbkuM y 1925 poui, I TepHepom — y
1938 pomi. OGOB’SI3KOBUM CHUMIITOMOM CUHIPOMY € CITO-
BiJIbBHEHHST pocTy. BoHO MoOMiTHE 3 paHHBOTO NMTUHCTBA
i1 0COOIMBO BiUyTHE B IMyOepTaTHUI Mepio, KOJIU CTPU-
OOK POCTY He BitOyBa€Tbcsl. XapaKTepHi TaKOX COMaTUYHI
BaJyl PO3BUTKY.

XBopa I1., 25 pokiB, 3picT 129 cMm, maca Tina 35 kr. Crio-
BUIbHEHHSI Y POCTi BUSIBJICHO 3 5-piyHOTO BiKy. MeHCTpy-
allis, BTOpMHHI cTaTeBi 0O3HAKW BiACYTHi. 30BHillIHi TeHi-
TaJlii HeAOopo3BUHEHi. HasiBHI coMaTUyHi Baau pPO3BUTKY:
KPUJIONONiOHI IIMIAHI CKJIaAKW, HU3bKUI PiCT BoJIOCCS HA
MOTWINII, IIMPOKa TPyAHA KJIiTKa, YKOPOUCHHSI MeTaKap-
MaJIbHUX Ta MeTaTap3aJbHUX KiCTOK.

Vibrpa3BykoBa coHorpadis: KoapKTallisi aOpTH, SI€EU-
HUKM BiICyTHi, MaTKa y BUIJIAmi Tsoka. Kapiotum — 45
X0/46XX (Mo3aiun3M), piBeHb €CTPOTeHIB Y KPOBi HU3b-
KMIi, TOHaJOTPOIIiHiB — BUCOKMIA.

3 MeToro deMiHizalii 30BHIIIHOCTI IpU3HaYeHa Tepa-
Mis1 ecTporeHaMu (Ccxema y3romaeHa 3 [iHEKOJIOTOM).

Brpata ogniei X-xpoMocoMu PU3BOIUTD, SIK TIPABUIIO, 10
6esrutims, mpote B 1960 pori Barxep i criiBaBt. Briepime mo-
BIIOMWJIN TIPO MOXKJTUBY (hepTHIIBHICTh. 3 1ILOTO Yacy Ornuca-
Ho noHan 100 BaritHocTe#t y Takux iHoK (Kupumoxk M.JL.,
2012), aBi aHaIOTiYHi CUTYallii cCriocTepiraancst HaMmu.

Cnin matu Ha yBasi, 1o curapom lepeneBcbkoro —
Teprepa € HalyacTilIoOl MPUYMHOIO HU3BKOPOCIOCTI

cepen ocib XiHOYO1 cTaTi. 3aXBOpIOBaHHS CJIin AudepeH-
1itoBaTu 3 cUHApoMoM HyHeH; HamMu omucaHoO aBa HOro
BUIAIKU — Yy XiHKW ¥ vyosnosika (Jlsmyk I1.M., 1987,
2012).

Cundpom Knaiingpenbmepa. HaiibinpIn mommpeHOI0
MPUYUHOIO TEPBUHHOTO TilIOTOHAAU3MY TPUPOIKEHOTO
reHe3y B YOJIOBIiKiB € HasIBHICTh Y KapiOTUIIi OiIbIIIOT0, HixK
y HOpMi, yrciia X-XpoMOCOM, KJIiHiYHUI eKBiBaJeHT SIKO-
ro onmcanuii y 1842 poui KnaitHdensrepom. HaiiBupasHi-
11Ie 3aXBOPIOBaHHSI BUSIBJISIE ceOe B MyOepTaTHUI Tepioj:
O3HAaKW €BHYXOIMM3MY, TiIHEKOMACTisI, HE 30UIbIIYIOThCSI B
po3Mipax si€uka, IIOMIiTHE BillCTaBaHHS iHTEJIEKTY.

Xsopwuit H., 45 pokis, 3pict 180 cMm, Maca Tina 76 K.
Mopdotun OMDKINIT OO0 €BHYXOIZHOTO, TiHEKOMACTId.
OBoJIOCIiHHS Ha TyayOi, HOraX i MaxoOBUX 3alaAvWHax Bil-
cytHe. Ha BepxHiii ry0i, mimbopimmi, 100Ky — oKpeMi BO-
snocku. CrareBuil WieH HOPMaJIbHOI (h)OpMM Ta PO3MipiB,
sieyKka MaJli, yIIiJIbHEeHi.

Kapiotumn 47 XXY, piBeHb TECTOCTEPOHY B KPOBi CyT-
TEBO 3HIKEHWI, TOHAMOTPOIiHiB, 0COOIMBO (hOTITPOITi-
HY, — BUCOKMUIA; y CIIepMi — a300CIepMisl.

3 MeToI0 KOpeKilii aHIpOreHHOI HEeJOCTATHOCTI MpH-
3HAYeHO OMHaIpeH (1Mo 1 Myl BHYTPIlTHBOM SI30BO KOXKHi
TPpU TVKHI). 3araJbHUM CTaH XBOPOIO IMTOKPAIIBCS.

OCOoOJIMBICTIO HaBEJAEHOTO BUTMAAKY € T€, IO 3aXBO-
pIOBaHHSI TpUBaIMii 4yac (mo 45-piuHOro BiKy) He Oyi10
BUSIBJIEHO (3aKiHYMB CEPEIHIO IIKOIY, CIYXKMB B apMil —
OymiBeJbHUI OaTajJbiioH), 110 CBIMYUTH MPO HEAOCTATHIO
00i3HaHICTh JIiKapiB 3arajibHOI MPAKTUKHU 3 Li€I0 MaTOJI0-
riefo. CBoeyacHe NMpU3HAYEHHSI 3aMiCHOI TOPMOHAILHOL
Tepamii cipusuio 6 MiHiMizalil Qi3MIHUX Ta TICUXOJIOTiU-
HUX eheKTiB aHAPOreHHOI HEIOCTATHOCTI Ta MOKpallaHHIO
SIKOCTI XKUTTS TTalli€HTa.
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iHCVAiHOPEI_SM_CTEHTHiCTb nPun Cl_/IHAPOMi
MOAIKICTO3HUX 9€4YHUKIB

Hes3Baxkaloun Ha BEJIMKY KiJIbKiCTb JOCTIIXKEHb 3 MPO-
OsieMu cuHApoMY Tostikicto3Hux sieaHuKiB (CI14), okpemi
JIAHKU HOTO MaToreHe3y 3aJMIIalThCs He3’ SICOBaHUMMU.

3 toro yacy K G. Burgen et al. y 1980 p. mokazanu, 1110
CIISl acoliioeTbcst 3 TiNepiHCYJTiHEMI€I0, CTaB OYEBUII-
HUM (haKT PO3BUTKY IIPU LILOMY CMHIPOMi MEeTaOOJiYHIX
i PenpOAYKTUBHMUX IOPYIIeHb. ABTOPY MPUIYCTUIN, IO
B OCHOBIi TimepiHCYJiHeMii JIEXUTb iHCYIiHOPE3UCTEHT-
Hictb (IP). 3a nanumu Y. Holte et al. (1994), IP y xBopux
Ha CIIS crocrepiraetbcsi Mpy BUCOKUX 3HAUEHHSIX iH-
JIEKCY MacH TiJla, a TaKOX IPU CYTTEBil TilmepaHIpOoreHii
(G. Hotamisligil et al., 1996). I B mepion mpemMeHomay3u
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y XiHok IP 3a3Buyaii moeaHyeTbCs 3 TilmepaHIPOTeHIEI0
(A. el-Rosidy et al., 1994).

Bracmigoxk 1P 3a iHTakTHOI HiAIIUTYHKOBOI 321031 KOM-
IEHCATOPHO PO3BUBAETHCA TimnepiHcymiHeMis. Jlist iHCymi-
HY OTIOCEPEIKOBYETHCS Uepe3 PeLENTOPU Pi3HUX YUHHUKIB
pocrty, repeBaxkHo uepe3 IOP-1 i comaromenun C, a Takox
BiH CTUMYJIIOE, MOAIOHO A0 JIOTPOIIiHY, TPOAYKIIiIO aHAPO-
reHiB seuHukaMu (T.dD. Tarapuyk, 2004).

Ockinbku y 310poBUX XiHOK [P cyTTeBO He BruIMBae
Ha piBeHb LUPKYIIOIYMX aHIPOTeHIiB, MOXHA MPUITYCTH -
TH, 1O I TMOoAiOHOI Jii iHCYJIiHY HeoOXimHa HasIBHICTh
CIPUSITMBUX YMHHUKIB, 10 SKUX CJiJl BiTHECTH 3MiHU B
sseyHuKax, xapaktepHux st CIT4 (rinepruiasist Teka-Kii-
TuH). [llomo roHagoTponHOi (GyHKIIII iHCYIIHY 3HAXOINMO
OiaTBepIXKeHHs B orjsni ditepatypu T.B. OBcssHHMKOBOM
Ta iH. (2004).

B ocHoBi mogikicrodHoro mexaHizmy IP jexuth Ha-
SIBHICTb @HTUTiJI, 11O OJOKYIOTh 3B’SI3yBaHHS iHCYJIiHY 3
iioro peuentopaMu. 1o iHIIMX MPUYMH pO3BUTKY [P Mox-
Ha BiIHECTU TeHETUYHMI aeheKT pelenTopiB, BHACTIIOK
YOro 3MEHIIYEThCS IX KiJTbKICTh 200 3HUXKYETHCS X Uy TJIU-
BicTb B opraHax-MimieHsix (A. Dunaif, 1992). MoxnuBo,
B okpemux Bunagkax CIIS mpuumboro BunukHeHHs IP i
rirlepaHAapOTeHil € ONMH i TOM caMuii TeHETUYHUMN AedeKT
(B.A. bypes Ta iH., 2000).

IIpu 3acrocyBanHi B manieHTok i3 CIIf mpemaparis,
110 3HIXKYIOTh CEKpellilo iHCymiHy (ZiaZoKCua, coMaTo-
CTaTUH) a0o0 MiIBUINYIOTh YYTIMBICTh TKAHUH 10 TOPMO-
Hy (MeThOpMiH), BiAMiuaqoch 3HUKEHHSI KOHLIEHTpAILIil
aHznporeHiB y kposi (A. Dunaif et al., 1998; T. McKenna,
1983). IP, six crBepmxye A.I. Pesnukos (2010), TparuisieTb-
cs1y 50—70 % nauienrtox i3 CITA npu oxupinHi iy 30 % —
0e3 oxupiHHs. ToMy OCTaHHIM YacoM y KOMILJIEKCHOMY
nmikyBaHHI manieHToK i3 CITA i1 oxxupiHHSIM Bce ImpIie
3aCTOCOBYEThCS Mpenapar MeTopmiH. Mu BBaxkaeMo, 1110
TaKa Teparrisl IIpsIMo TToKa3aHa y BUIIaaKax i3 MOPYyIIeHHSIM
ToJiepaHTHOCTI A0 ByrjaeBoaiB (I1.M. Jlsmyxk ta iH., 2013).
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~ BMAUB TUPEOTOKCUMKO3Y HA PO3BMUTOK
| NEPEBIT CEPLIEBO-CYAUHHUX 3AXBOPIOBAHb

EninemMioyioriyHi n1oCaiaXXeHHsSI BKa3ylOTh Ha IMOIIUpE-
HiCTb MaHi(peCTHOro TUPEOTOKCUKO3Y B Mexkax 0,2—1,2 %,
a cyokJytiHiuHoro — 0,8—4,2 % 3 TeHAeHLI€0 10 30iIbIIEH-
HS B perioHax MOogHOTO AedilluTy, a TAKOXK Y CTapIINX Bi-
KOBUX TpyIiax, IO CsTa€, 3a OeIKUMU JaHUMH, 10 15 %
cepen ocid Bikom moHan 75 pokiB. [1pu iboMy HOCTiAHUKMI
3a3HavyaroTh, o Big 20 10 50 % BUMANKIB THPEOTOKCUKO3Y
MaloTh ATPOT€HHUI XapaKTep, TOOTO CIIpUYMHEHI 3amic-
HO10 200 CYMTPECUBHOIO TEPAITi€10 IEBOTUPOKCUHOM.

Binomo, 110 TUPEOTOKCUKO3 Yy MAIliEHTIB MOXWJIOTO Ta
CTapeyoro BiKy aCOLIIOEThCS 3i 301JIbIIEHHSIM CMEPTHOCTI

Bill cepleBO-CYyIMHHUX 3axBoptoBaHb. [licis imemiuHol
xBopobu cepus (IXC) came TMpeOTOKCUKO3 (Y TOMY YMCIIi
JIATEHTHUI) € OOHI€I0 3 HAaBAarOMIIIMX IPUIMH BUHUK-
HeHHsI a0COJIIOTHOI cepueBoi aputMii. Lle, 3okpema, Oy1o
JIOBENIEHO B paMKax aBTOpUTeTHOTo PdpeMiHreMchbKOro
nociimkeHHs. IlpoBeneHuit HemaBHO MeTaaHalli3 Mpoje-
MOHCTPYBaB, 110 PU3MK CMEPTi MaIli€EHTIB i3 CYOKJIiHiu-
HUM TUPEOTOKCUKO30M, TepeIyCiM Bill ceplLieBO-CYIMHHOT
narosiorii, Ha 41 % nepeBulllye aHAJOTIYHUI MOKA3HUK B
0cCib 3 eyTUPEO30M.

Meta a0CHiKeHHs — JOCTIIUTU POJIb TUPEOTOKCH-
KO3y B PO3BUTKY TOPYIIEHb PUTMY CepIis, 30KpeMa, i-
opwrsuii nepeacepab (PIT), ekcTpacUCTOMIUHOI apUTMiT
Ta ImporpecyBaHHs cepueBoi HegocTaTHocTi (CH) y mami-
eHTiB 3 [XC.

Marepian i meronu nociaimKkeHHs. Hamu oGcrexe-
Ho 30 xBopux (XiHok 19, yosoBikiB 11, cepenHiii Bik —
(60,2 £ 3,3) poky) 3 IXC Ta cynyTHiM THPEOTOKCHUKO30M,
SKi Tlepe0yBaii Ha cTallioHapHOMY JiKyBaHHi B Komy-
HaJIbHIM MICBKIill KIIiHIYHIN JiKapHi IIBUIKOI MEIWYHOI
nmorioMoru M. JIbBoBa B nepioxa 3 2007 o 2012 pik. Ipyna
MOPiBHSAHHS cKiaganacs 3 32 xBopux (KiHOK 18, 4o10Bi-
KiB 14, cepenHiii Bik — (61,8 = 2.4) poky) 3 IXC 6e3 cy-
IyTHBOI TaTOJIOTil IUTONOAI0HOI 3a7103u. KOHTpOoIbHOIO
rpyrolo cayryBaiu 20 mpakKTUYHO 310POBUX OCi0 BiMOBi/I-
HOTO BiKYy i cTaTi, sIKi He TiepeOyBajiy Ha IUCIIAaHCEPHOMY
CIOCTEpEeXEeHHI 3 MPUBOAY COMATHMYHOI maToJiorii. Bcim
Mali€eHTaM IPOBOIWIM 3araJibHOKJIiHIYHE OOCTEXEHHS,
EKT y nunamini, ExoKT, ¥Y3]I mutononioHoi 3ai03u, 10-
CJIIDKEHHST JIiTTITHOTO CIeKTpa KPOBi Ta TOPMOHAJIbHOTO
crarycy (TSH, fT,, fT,). Cepen XBOpUX OCHOBHOI TpyIH
CYNYyTHilA CYyOKJIiHIYHMI THUPEOTOKCUKO3 BMSIBICHO B 8
(26,7 %), maHiecTHUII TMPEOTOKCUKO3 JIETKOTO CTYIIe-
H —y 18 (60 %) i cepenrboro — y 4 (13,3 %).

PesyabraT mociimkenHs Ta ix odrosopenHsa. Orpu-
MaHi pe3yJbTaTu 3acBiTyWiIuv, TepenyciM, 3HayHe Tepe-
Ba)KaHHsI TOPYIIEHb PUTMY B TPYyIli XBOPUX i3 CYIYTHIM
TUPEOTOKCHKO30M. Tak, Ha MoMeHT rocmiTamizamii PII
niarHocTyBanmm B Oinbinocti (57,3 %) XBOpPUX OCHOBHOI
rpymnu, 1o y 4,5 paza gacrimre (p < 0,001), HiXX y XBOpUX
6e3 cymyTHbBOI TaToJiorii muronoaioHoi 3ano3u (12,7 %).
ExcrpacucroniuyHy apuTMil0 TaKOX BipOTiIHO 4YacTillle
BUSIBJISLIM B I'PYIli XBOPUX i3 CYYTHIM TUPEOTOKCUKO30M
(24,5 potun 10,8 %; p < 0,01). Y GisbIocTi MarieHTiB 060X
rpyn BepudikoBaHi o3Haku xpoHiuHoi CH IIA cranii (75,7
i 82,4 % BinnosigHo). [TposiBU ceplieBOi AeKOMITeHcAIlil
MpUOIM3HO BTPUYi YacTillle BUSIBJISUIM Y TIALIIEHTIB i3 Cy-
MyTHIM TUpeoToKcuKo3oM (24,8 mpotu 7,6 %; p < 0,01).
ITepebir cepiieBo-CyTMHHOTO 3aXBOPIOBAHHS 3arajioM OyB
TSDKIMM Y XBOPHX i3 CYITyTHIM TUPEOTOKCHUKO30M, IO TTiJI-
TBEPIKXYETLCS BipOTIAHO YACTIIIMM PO3BUTKOM TOCTPOI
JIiBOIITYHOYKOBOI HEIOCTATHOCTI, sIKa 3ycTpivamacsa y 6
pasiB yacTillle, HiXX Yy XBOpUX 0€3 CYIyTHbOI THPEOIIHOI
mucoyHkii (38,4 npotu 6,4 %; p < 0,001). Kpim 1poro,
KJIiHIYHUI mepelir y XBOPUX OCHOBHOI IPYITM XapaKTepu-
3yBaBCSl MOBUIBHIIIIMM PerpecoM 03HaK KOPOHApHOI HeJlo-
craTHOCTI Ta imemiuHux 3miH Ha EKT, o B migcymky mo-
JTOB3KYBAJIO TIePioJl rocTiTatizaltii i 3011bIIyBaIo KiJIbKiCTh
MpU3HAYEHUX MEIUKAMEHTIB.
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