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OcoO6nmMBOCTI cTaTeBOro po3BUTKY AiB4aTOK
i3 cuHgpomom LlepeweBcbkoro—TepHepa
3 PI3HUM KapioTUNOM

1YKpaiHCbKMIN HayKOBO-NPaKTUYHWUIA LLEHTP eHAOKPUHHOI Xipyprii, TpaHcnnaHTawii eHGOKPMHHUX opraHis i TkaHuH MO3 Ykpainu, M. Kuis
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Mema: ouinumu ocobrusocmi cmamegozo po3eumxy xeopux iz cundpomom Illepewescorozo-Tepuepa (CIIT) sanexcro 6i0
Kapiomuny 8 ykpaircoKiti nonyasauii.

Hayienmu i memoou. IIposedeno anaris ocobrusocmeii cmamesozo possumxy 396 disuamox sikom 6id 8 do 18,2 poxie iz CIIIT
3aeACHO I0 Kapiomuny 3 UKOpucmanusm danux peecmpy oimei Ykpainu is sampumxoro spocmy. Iloziubiene obcmedncenns
nposodunocs 123 disuamxam nybepmamuozo eixky 3 CIIT, 3 eusnauennsam HAAGHOCMI KITHIUHUX, QYHKUIOHATLHUX
i 20pMonaILHUX 03HAK nYOepmamy.

Pesynomamu. Cnonmannuil cnpasdrciiti cmamesuti po3sumox giosnavascs y 14,6% odieuam iz CIIT 6 cepednvomy 6ii 15,2%1,6 poxy.
Bin sunuxas y 25,8% xeopux 3 mosaiunum eapianmom xapiomuny, y 11,5% 3 xapiomunom 45X i y 9,6% 3 nasenicmio
cmpyxmypuux anomanrit xpomocomu X. Pieni @CI i JIT y cuposamui kposi y disuam nybepmamiozo 6ixy iz CIIT docmogipho
BUWL 3 HASABHOCT CIPYKMYPHUX AHOMANi Xpomocomu X i OOCMOGIPHO HAUHUNCUT — Y PA3L XPOMOCOMHOZ0 MO3ATUUIMY.
Hopmanvii posmipu mamxu i acunuxie cnocmepizaiu, ionogiono, y 7,7% i 26,5% odisuam 3 xpomocomuum mosaiyusmom, y 3,1%
i 18,7% disuamox 3i cmpyxkmyprumu anomanismu xpomocomu X iy 2% i 9,4% xeopux 3 xapiomunom 45,X. Ile mooice 6xasysamu
1A MONCIUBY HAABHICTL HOPMATLIOZ0 JHCiHOU020 Kapiomuny 46, XX 6 mxanunax seunuxie ma ix sbepexceny Qynxiyiio.
Bucnoexu. Icuye docmamuvo modxciugocmeii 0ns 3abesneuenns gepmunviocmi 6azamvox acinox iz CIIT. /s ypoeo saxciusa
CBOEUACHA MA AOCKBAMHA MEPANisi CMAMEGUMU 20PMOHAMU, NOUURAIOUU 3 Jonybepmamiozo GiKy, 3 Memoio (PopMyeanis
HAOAUNCEN020 00 (Pi3ioN02IUH020 CIMAMEB020 POICUMKY, D0CAZHEHHS HOPMATIOHUX POSMIPI6 MAMKU MA AEUHUKIG, 6CTNAHOBICHHSL

PpezyasapHozo MeHCmpYaibHoz0 YUKLY.

Katouoei cnosa: Cunopom llepewescvokozo— Tepnepa, dimu, kapiomun, cmamesui po3eumox.

Beryn

unzgpoMm [llepemescokoro—Teprepa (CILT) € waii-

GLITBII BiIOMOIO Ta TOMUPEHOI0 XPOMOCOMHOI TIATOJIO-
Ti€I0 Y AIBYATOK, IO CYTIPOBOKYETHCS 3aTPUMKOIO 3POCTY Ta
MOPYIIEHHSIM CTaTeBOrO PO3BUTKY. Y XBOPUX 3 KapiOTUIIOM
45,X CrIoCTepiraeThest HEMOBHUI PO3BUTOK BTOPUHHUX CTaTe-
BHUX O3HAK: BIJICYTHICTb 3aJ1i3UCTOI TKAHUHU MOJIOYHUX 3aJ103,
HEZIOPO3BUHEHICTD COCKIB, BIZICYTHICTH OOBOJMOCIHHA JIOOKA,
NepBUHHA ameHopesl. [oHa 3a I[OTO KapioOTHUILY SIBJISIOTH
€000I10 CIIOTYIHOTKAHWHHI TSKI, B AKMX 3HAXOAATHCA Hemupe-
peHItiioBai KJIiTHHI ab0 PYAUMEHTI KIiHOYMX TOHAT 6e3 OBa-
piayIbHUX eJleMeHTIB. Y pa3i MO3ail3My Ta CTPYKTYPHUX aHO-
MaJiit xpomocomu X BTOPUHHI CTaTeBi O3HAKU MOXKYTb MaTH
pisHuii cTymiHb PO3BUTKY. MOphOoI0TiuHO HOPMAIbHI SIEIHUKI
Bigyautizyiorbest y 18% mallieHTok, 3Ha4HO vacTilie — y HOCIiB
Mozaiuroro kapiotuiy 45,X/46,XX a6o 45,X/47, XXX [17].
B oxpemux BHmajkax y MaIlieHTOK 3 MOHOCOMI€I0 X (QYHKILi
SEUHMKIB MOjKe OyTH HOPMasbHOIWO [4,7]. 3a manumu pisHux
aBTOPIB, Bil 5% 10 54% miBuarok i3 CIIIT MoKy Th MaTH CIIOH-
TaHHUI CTaTeBUI PO3BUTOK, FOJOBHUM YNHOM — 32 MO3aiuHO-
ro Bapianty Kapiotuny [7,15,18]. Hailuacrime crioHTaHHUit
CcTaTeBUN PO3BUTOK € HEITOBHUM i He TIPU3BOIUTD /10 TPUBAJIO
HOpMaJIbHOI oBapianbHOl (ynkmii. 3a mannmu K. Aso Ta
criBaBT. [14], crioHTanHi i UKITiYHI MeHCTpPYaIlil y AiBYaTOK i3
CIIT crocrepiramucs, komau piseb y 12 poxis MCI 6ys
<10 MMO/mit. ABTopHu 1iporionyioth 1ieii piserb O CT y sikocTi
MapKepa CIOHTAHHOI i IIMKJIIYHOTO MEHCTPYaIlil y AiBYaToK i3
CIIT. 3asHaunMo, 110 TOYATKOM CIIPaBKHBOrO Iybeprary
CJ1i/1 BBayKATH TIIBbKH 301/IbIIEHHS] MOJIOYHHUX 3a7103. BropusHe
OBOJIOCIHHST — JIOOKOBOE 1 aKCHJUIAPHE — MOKE PO3BUBATUCS
CHOHTAHHO /10 12—13 pOKiB i/ BIJIMBOM HAJTHUPKOBHUX aH/IPO-
reniB [1,5,17]. IIpoTsirom ocTaHHIX POKIB IOCTIHUKK 3 PI3HUX
KpaiH TPUAINSAIOTh BEJIUKY yBary MOXKJINBIH (epTHIbHOCTI
narientis i3 CIIT, onucani BUNagku CoOHTAaHHUX Ta MOBTOP-
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HUX BariTHOCTE i ostoriB y »kiHok i3 CIIIT [13,15,18]. BBaxka-
10ThCs, 10 (hiziosoriuna BaritHicTh HacTae y 2—10% marienTok
i3 CIOT [10,16]. Ak mpaBuiio, 1€ KiHKK 3i CTPYKTYPHUMHU
nepebymoBaMu XpoMocoMu X a6o 3 MO3AlYHUM KapioTHIIOM
45X /46,XX [11,12,19]. 3a nanumu H.H. Elsedfy Ta cnisasr.
[20], y mamtienTox i3 CIIT, gxi oTpuMytoTh IpeniapaTit ecTpore-
HiB B aJICKBaTHOMY JI03yBaHHI i TPUBAJIOCTI, MOKHA JIOCATTH
HOPMAJIBHOTO PO3Mipy MaTKH, HABiTh Y Pasi Mi3HbOTO TIOYATKY
3aMiCHOI FTOPMOHAJILHOI Tepallii 1 He3aJIesKHO BiJl KapioTHILY, 11O
3abesredye MOJIMBICTh HacTaHHs BaritHOCTi. VIMOBipHicTH
MIPUCYTHOCTI (DYHKITIOHAJIBHO AaKTUBHOI TKAHWHU SIEYHUKIB
y namienTok i3 CIIIT 3anexuTh Bim HASBHOCTI HOPMATBHOTO
kapiotnny 46,XX y xmitnaax seunukis [6,8]. Ocranni moc-
aimkenns, nposeneni E.B. Hook i D. Warburton [9], nokazaimy,
1110 TTOBHA MOHOCOMist X y JIelKOIUTax meprudepuiHoi KpoBi He
BUKJTIOYAE ICHYBAHHSA MO3aillN3My B S€YHUKAX.

Memoto jaHOTO JOCTiZKEHHS OYJI0 OIIHUTH B YKPAiHCh-
kiit momyssinii xBopux i3 CIIT ocobauBoCTi cTaTeBoro
PO3BUTKY B 3aJ1€5KHOCTI BiJl KapiOTUILY.

Marepiaj i MeTOAH 10 CIiAKEHHS

Jl71s1 BUKOHAHHS MeTHU JIOCJi/PKeHHST MU BUKOPHCTOBYBa-
JIM MaTepiain peecTpy AiTell YKpaiHM i3 3aTPUMKOIO 3POCTY,
sikuit 6yB crBopennii y 2004 p. [3] i B sikomy MicTsIThCs! 1aHi
npo xBopux Ha CIIT. Peectp MmicTuth iHbOpMAILi0 M0O10
BiKy AMTHHM Ha MOMeHT BcTaHoBjenus aiarmozy CIT,
pe3yJIbTaTh 3arajJbHUX KJIIHIYHUX 00CTesKeHb (3picT, Maca
tiza, IMT, crazis crareBoro po3BuTKy 3a Tanepom) 3 ix OIfiH-
KOIO, & TAKOJK IHITHX 0OCTEKEHD, SIKi TO3BOJISIOTD TT/ITBEPN-
TH JiarHo3 (JI0CTi/PKeHHsT KapioTHILy, OTJIsijl TeHeTHKA, HasIB-
HICTh IHIUX BaJl PO3BUTKY Ta KOMIIOHEHTIB CUHIPOMY,
pe3yJIbTaTH TOPMOHAJIBHUX MOKa3HUKIB (dorikymocTumy-
miotoyoro ropmona (DCT), moreinizyiouoro ropmona (JIT),
comatotporHoro ropmona (CTT), y T.4. 3 mpoBeieHHAM CTH-
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MyJT0I04uxX Tpob, iHcymaiHonoxibuoro daktopy pocty-I
(IOP-I), tupeorpornoro ropmona (TTT), tupoxcuny (T4)),
incrpymentanbHux (Y 3/l opraHiB dWepeBHOI IOPOXKHUHU
i Hupok, opranis Masoro tady, ExoKI') Ta penrrenosoriunnx
(peHTTeH KUCTeH PYK JJII BUBHAUEHHS KiCTKOBOTO BIiKY) ZI0C-
gmipkenb. [lepBunni peecrpartilini KapTKU 3allOBHIOBAJINCS
JATSIIMY eHO0KPIHOJIOTAMH 3 YCiX PerioHiB YKpaiHy, i3 mopid-
HUM OHOBJIEHHSIM [aHUX MAMHAMiKM (DI3UYHOrO i CTaTeBOro
PO3BUTKY, TOPMOHATBHIX TIOKA3HHUKIB, KICTKOBOTO BiKY TOIIIO.

byno mposeneno perpocrekTHBHUI aHali3 3a Hepiof
3 2005 mo 2014 poxum 396 peecrpamiiHux KapT IiBYATOK
i3 CIIT, Bikom Bix 8 mo 18,2 poky BKiIOuHO. [Tormubiene
obcreskeHHs mpoBoiocs 123 giBuaTkam myOepTaTHOTO BiKY
3 CIIT, sixi mpoxoauiu ambysaTopte abo cTalfioHapHe JIKY-
BaHHA B KiiHimi. [1i yac mboro o6cTexkeHHS BU3HAYAIN HASIB-
HICTh BTOPMHHUX CTaTE€BUX O3HAK, OI[iHIOBAJIM CTAaTEBUIi
pPO3BUTOK 3a TaHHepoM, BU3HAYalIW ITOKAa3HUKU TOPMOHIB
kposi (DCT, JIT, ecrpaxiony, TTI, T4, CTT, IOP-I), nposo-
i Y31 MaTKy Ta S€UHUKIB, iHIIT 00CTeXKeHHS BiZTIOBITHO
10 TIPOTOKOJTY [2].

3aJie;KHO Bijl BapiaHTy KapioTHITy [iBYaTKU yGEePTaTHOTO
BiKy Oysm posnomisieni Ha Tpu rpyru. Jlo rpymu [ ysifinuim
xBopi 3 Kapioruriom 45,X (n=61), 1o rpymu IT — 3 Mmo3aiuHum
Bapiantom kapioruny 45,X/46,XX (n=31), no rpynu IIT —
MiBYATKA 31 CTPYKTYPHUMHU aHOMAJisIMU XpoMocoMu X
(CA-X): 46,Xi (Xq); 45,X /46,Xi (Xq); 45,X/46,X+mar; 46X,
del (X)(Xq) i 45,X/46,X, del (n=31). Crarucriana 06podKa
OTPUMAHUX Pe3yJIbTaTiB IPOBOANIACS 32 JOMOMOTOIO0 CTaH-
JAPTHUX METO/IB CTAaTUCTUYHOTO aHaJi3y 3 BUKOPUCTAHHIM
IPOTPAMHOTO 3a0e3MeYeHHsT IS TTePCOHATBHOTO KOMIT T0Te-
pa: Microsoft Excel i Statistica 6.0. [lng npeacraBieHHs
OTPUMAHNX JAHUX BUKOPHUCTOBYBAJNCS METOMM OIHCOBOI
CTaTUCTUKU. BuKOHaHA IepeBipKa BiIOBIIHOCTI PO3IJISHY-
TUX 3MIHHIX HOPMaJIBbHOMY PO3IOiTy 3a kputepiem Komvo-
ropoBa—CmMmupnoBa. Po3nois 1ocitipkyBanoi o3Haky BBasKa-
Jim HopMasibHUM 32 ymoBH P>0,05. [lani anasisysasnucs 3a
JIOIIOMOTI'010 TlapaMeTPpUYHUX i HelapaMeTpUuiHuX MeTO}LiB
cratucTuku. OIiHIOBAJach YacTOTa HASIBHOCTI BUIIA/IKIB
y BiJICOTKaX, pe3yJIbTaTh MPe/ICTABJIEH] SIK Cepe/IHE 3HAYEHHST
(M)*crangaprae Bigxunennsa (SD). /lns mopiBHAHHS ABOX
BUGIpoK 3actocysanu t-kpurepiit CtbiogeHTa (TapaMeTpuy-
HUI MeTon) i KpuTepiii Manna—YiTHi (HemapaMeTpUIHII
METO/1), PI3HUIIO BBaKaJIU JJOCTOBipHOIO 3a ymMoBu p<0,05.

PesyabraTy AOCTIAKEHHS Ta X 00OTOBOPEHHS

Cepezniii Bik giBuarok mybepraraoro Biky i3 CIIIT ckiaB
13,7+2,4 poky, miBuarok i3 monocomicio X — 13,8+2.5 poky,
3 Mo3ailm3MoM — 14,0+2,4 poky, 31 CTPYKTYPHUMHU aHOMAJIiIMI
xpomocomut X — 13,9+2,5 poky. Posmoziz aiteit mybepraTHOTO
Biky i3 CIIT 3anexHo Big kapioTuity HaBezeHui Ha puc. 1.

[] Monocomis X
] Moszaiunam

[] CrpykrypHi aHomanii xpomocomm X

Puc. 2. Po3nogin AiByar 3i cnpaeXHiM camoCTiHUM CTaTeBUM
PO3BUTKOM 3anexHo Bif kapiotuny (%)

HasBHicTb crIpaB)XKHBOTO CIIOHTAHHOTO CTATEBOTO PO3BUT-
KY, K2 OIIIHIOBAJIACh 32 TOABOIO Tesapxe y AiBuaTok i3 CIIT
y 3arajibHiil HoryJsinii 3ycrpivaersest y 14,6% (cepenuiii Bik
Hacranns nmybepraty 15,2+1,6 poky), y pasi monocomii X —
y 11,5% (y Biui 15,0+1,5 poky), 3a mozainusmy — y 25,8%
(y Bini 15,0+1,6 poky), 3a CTPYKTYPHUX aHOMAJIH XPOMOCO-
mu X —y 9,6% (y Binti 16,2+0,5 poky). Takum unHOM, B yKpa-
iHepkilt monysiamii aisuar i3 CHIT camocrifinuii cipaBxHiit
CTaTeBUI PO3BUTOK MIOYNHAETHCS He paHimie 15 pokis, 1ocTo-
BipHO uacrime (p<0,05) 3a Mo3aiyHOrO KapioTuily i 3Ha4HO
pizre y pasi CTpyKTYpHUX aHOMATiif xpomocomu X. Posmozin
JiBYAT 31 CIHPaBKHIM CaMOCTIHHUM CTaTEBUM PO3BUTKOM
3aJIeKHO BiJ KapiOTUITy HaBeleHO Ha pucC. 2.

Hagsuictp MeHcTpyanbHOi GyHKIII cepen aiByar
31 CIIpaBKHIM CAMOCTIITHUM CTaT€BUM DPO3BUTKOM MU PEEC-
tpyBasin y 38,8% B 3araznpHiil nomyseanii xsopux i3 CIIT,
y 14,2% — 3 monocomieo X, y 50% — y pasi moszainusmy,
y 66,5% — 3a HASIBHOCTI CTPYKTYPHUX aHOMAJIi il XpoMocoMu X.
3acyyroBy€e Ha yBary Te, 10 y iBYaT 3 MOHOCOMi€l0 X 3i
CIPaBKHIM CAMOCTIHHUM CTaTEBUM PO3BUTKOM Y CEPEAHBOMY
Biri 15,9+0,4 poky crareBuii possutok II crymens 3a Tane-
pom masu 42,8%, 111 crynenst — 42,8% (y cepenaboMy Bitii
16,2+1,8 poky) Ta omHa giBunHa y 16,1 poky Mama caMocTili-
He Menapxe. Heapaxkaroun Ha HeBeJMKYy KiJTbKiCTh BUNAJKiB
CIIOHTAHHOTO CTATEBOTO PO3BUTKY Y /IiBYAT 3 MOHOCOMi€I0 X
B HAIIOMY JOCJIiJKEHHI, 1le CBi/[YNTh HA KOPUCTH TOTO, IO
MMOBHA MOHOCOMisT X 32 BU3BHAUCHHSM ii B JIEUKOIIUTAX TIEPH-
(epuvyHOi KpPOBi He BUKJIIOYAE ICHYBAHHS MO3ailU3My
B IHININX TKAaHWHAX, HANPUKIAJ y S€YHUKAX, 10 3HAUIILIO
BiftoOpaskeHHs 1 B iHIIMX AOCizKeHHAX [2].

25,2%
| 25,2%

49,6%

[C] MoHocomist X
[] Mozaiuuam
[] CrpykrypHi aHomanii xpomocomm X
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3aranbHa Motocomisg X Mosaiumam CTpyKTYpHI
aHomanii

nonynauis
cuT xpomocomu X
[[] CraTeBe 0BOMOCIHHS

[[] CnpaBXHiii CIOHTaHUI CTaTEBUIA PO3BUTOK
[] BigcyTHICTb CTATEBOro PO3BUTKY

Puc. 1. Po3nogin ais4ar nybeptaTtHoro Biky i3 CLUT 3anexHo Big
kapiotuny (%)
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Puc. 3. 03HaKu CTaTeBOro PO3BMTKY Yy AiBYaT My6epTaTHOro Biky
i3 CLUT 3 pizHum kapiotunom (%)
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Tabnuys 1
Moka3Hukn ropmoHie rinogisapHo-roHagHoi oci y aiB4yat ny6eprartHoro Biky i3 CLUT 3 pi3HuMmM kapioTunom
BapiaHT kapioTuny
FopmoH Yci xBopi i3 CLUT 45X Mo3ailu3M CTPYKTYpPHi aHoManii p
Xpomocomu X
dCr 78,5+54,2 84,9+52,3 61,8454,2 89,1454,2 0,01’
(MMO/mn) [Al 70,5-86,6] [Al 74,5-95,3] [O1 44,9-78,8] [A1 69,2-109,1] 0,03
nr 19,0+15,2 20,7+16,3 14,8+13,5 21,4#13,3 0.0412
(MMO/mn) [Al 16,7-21,3] [A117,5-24,1] [AlI 12,9-13,2] [Al 16,5-26,2] T
EcTpagion 27,2¢21,9 24,0+20,11 31,3+24,2 29,4213
(nr/mn) [Al 22,6-31,8] [Al 18,1-29,8] [Al 20,9-41,8] [Al 19,5-39,4]

Ipumimru. 1. JloctoBipHicTh pizHumi (p, t-xputepiii CthiofieHTa) MK mokasuukamu y xBopux Ha CIIIT i3 MoHOcOoMiero X 1 MO3ail[3MOM.
2. JloctoBipHicTh pi3HMIN (p, t-kpuTepidt CThIoJIeHTa) MK INoKazHHKaMH y XxBopuX Ha CIIT i3 CcTpyKTYypHHMH aHOMATiSIMH XpOMOCOMH X

1 MO3aiU3MOM.

IMosiBa crareBOro OBOJIOCIHHS Ha JIOOKY Ta I/ TaXBaMu
6e3 PO3BUTKY MOJIOUHUX 3a03 y AiByaTok i3 CIIIT y 3aranb-
Hill momyasauii 3ycrpivaerscs B 14,6% Bunaakis (y Bimi
14,9%1,5 poky), — y 14,7% mniteit 3 monocomieio X
(y cepennbomy Biti 15,3+1,3 poky), y 12,9% — 3 mosainus-
MoM (y cepeanbomy Bini 13,8+1,4 poky) ta y 16,2% xBopux
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MoHocomist X CA-X Mogzaiunam
o CepefiHe
CepepHe +SD

T CepegHe +1,96*SD

Puc. 4. NMokasuukn ®CI y kposi gisyar i3 CTLL 3 pizHum
kapiotunom (CA-X — CTPYKTYpHi aHomanii xpomocomu X)

31 CTPYKTYPHUMHU aHOMATiIMHU XpoMocoMu X (y cepeiHboMY
Biri 15,8+1,0 poky). Ha puc. 3 B IpOIlEHTHOMY Bi{HOTIIEHH]
NpeCTaBIeHi rpynu AiByat mybepratnoro Biky i3 CIIT 3 pis-
HUM KapiOTHIIOM: i3 HasIBHICTIO CIIPAB’KHBOTO CIIOHTAHHOTO
CTaTeBOrO PO3BUTKY, a0 JIHIIE CTATEBOTO OBOJIOCIHHS, a60
BificyTHOCTI Gy/Ib-SIKUX MIPOSABIB IMyGepTary.

BaxnmBo Bifipi3HATH HACTaHHS CIPAaBKHBOTO CTATEBOTO
PO3BUTKY Biji [IOSIBU JIKIIIE CTATEBOTO OBOJIOCIHHSI, Oe3 3611b-
HIEHHST MOJIOUYHHX 3aJ103, SIKe BUHUKAE 11/l BILTMBOM aH/[pOTe-
HiB HaJHUPKOBUX 3a/03, 63 (YHKIIOHATBHOI aKTUBHOCTI
SIEYHUKIB, 1 TOMY He TIOBHHHO PO3IJISIATUCS SIK O3HAKa CaMo-
CTIHHOTO CHpPaBKHBOTO MyOepTary. SIK BUIHO 3 puc. 3, 130160~
BaHe CTaTeBe OBOJIOCIHHS 3YCTPIYAETHCSA Y TAKOI K KIJIBKOCTL
nisyatok i3 CHIT, mio i crpaBXkHill CTIOHTAaHHWIT CTaTeBUI
PO3BHUTOK, ajie Iii XBOPi MOTPeOYIOTh CBOEYACHOI 3aMiCHOI
Teparii cCTaTeBUMI TOPMOHAMIL.

IToxasnuku ropmoHiB rinodisapno-ronaanoi oci y cupo-
BaTIli KpoBi AiBdat mybepratroro Biky i3 CIIIT 3anexwo Bin
kapioTuiy HaBezeni y Tabsmii 1 ta Ha puc. 4, 5, 6.

sIx BuaHO 3 puc. 4—6 i taba. 1, nmokasuuku OCI, JIT
y cuposariii kposi aisyart i3 CIIIT mybeprarioro Biky 10cTo-
BipHO BizpisusaioThest (p 0,05) Misk rpynamu XBOPHX i3 MOHO-
comiero X i MO3ailln3MOM, a TAKOK MiX IpynaMu 3i CTPyKTyp-
HUMHU aHoMamisgmu xpomocomun X i mosainusmoMm. Tax,
Hait6inpmi pisai DCT i JIT cmnocrepiraiotbes y aiteit
31 CTPYKTYPHUMU aHOMAJIIIMHI XPOMOCOMHU X, a HAMEHII —
3 mozainusmom. JlocrosipHoi pisuuni suavenb DCT i JIT
Yy CHPOBATIi KPOBi MiXX TPymam# [iBYaT i3 MOHOCOMi€0 X
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MoHocowmisa CA-X Mo3zaiumam
s CepepnHe
CepegHe +SD

T CepepnHe +1,96*SD

Puc. 5. MokasHukn NIy kpoBi gisyat i3 CTLU 3 pizHUM
KapioTunom
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MoHocomis CA-X Mo3zaiumsm
o CepepnHe
CepepnHe + SD

T CepepgHe +1,96*SD

Puc. 6. MokasHukn ectpagiony B kposi gisyar i3 CTLL 3 pizHum
Kapiotunom
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Puc. 7. Posnogin pisyar i3 CLUT 3 pisHumM xapaktepuctukamm
MaTKW 3aieXKHO Bif KapioTuny

Ta 31 CTPYKTYPHUMU aHOMaJIiIMU XpOMOCOMU X He BUSIBJICHO.
Cuir 3a3naunTti, 1o cepeani nokazuanku OCT y miteit 3 pis-
HUMU BapiaHTaMM KapioTHILy 3HAYHO BUIIL 3a HOPMaTUBHI
3HaueHHS 115 [iBvar BianosizHoro Biky. Cepemni pisui JIT
JUIS BIAIOBIZIHOTO BiKY 3a ycCiX BapiaHTiB KapiOTHILy 3HaXO-
JIATBCST Y MeKaX HOPMAJIbHUX TTOKa3HUKIB.

PiBenp ectpaziony mepenbauyBaHO BUSBUBCS HAHOLTHIT
HAOMVKEHUM 10 HOPMAJIbHUX TIOKA3HUKIB IS BiAOBIHOTO
BIKY y XBOPUX 3 XPOMOCOMHMM MO3alliU3MOM 1 HallHIDKYUM —
y pasi kapiotuity 45,X, 6e3 10cTOBIpHOI pisHuIli y HOro mokas-
HUKaX MK TPylaMM XBOPHX. 3a3HaueHi 3MiHU MOSCHIOIOTHCS
HasIBHICTIO (DYHKI[IOHATBHOI TKAHUHY SIEYHUKIB 1 YaCTKH HOP-
MasbHOTO Kapiotnty 46, XX y KT THHAX SIEYHNKIB Y TAI[IEHTOK
3 MO3AilIU3MOM i CTPYKTYPHUMH aHOMAJIiIMU XpoMOocoMH X.

Poamipn BHYTpiNTHIX cTaTeBUX OpraHiB 3a gannMu Y 3/{
y aigyar i3 CIIT myGepTaTHOrO BiKYy 3a/1€KHO Bijl KapioTHITY
HaBeJIcHi Ha puc. 7.

¥ nepeBaxknoi kizbkocti aiuar i3 CIIT 3 pisaum kapio-
tumom (6m3bko 60%) Matka 3a mannmu Y 3/ Bisyasmisyernes
y BUTJISIIL TSKQ, 3HAUHY YaCTKY TOPYIIEHb 3aiiMaE rinornJasis
matku (6mu3pko 30%). Y 7,7% miBuar 3 MO3aiqHUM KapioTn-
[IOM BU3HAYAIOTh HOPMAJIbHI po3Mipu MaTki 1y 26,5% — HOp-
MaJIbHi PO3MIPH AE€UYHNKIB, O € HAUOLIBITMME TTOKa3HUKAMK
cepesl Aitell 3 iHmmMu BapianTamu Kapiotuny. Takox 3a
MO3aiIU3My BiICYTHIII KpaiHill CTyleHb Timomniasii MaTKu
y BUIJIAAL TsKa. J[pyre Mmiciie 3a 4acTOTOI0O HOPMAJIBHUX PO3-
MipiB BHYTPINIHIX CTAaTE€BUX OPTaHiB MOCIZAIOTh XBOPi
31 CTPYKTYPHUMHU aHOMAJISIMU XpoMocoMU X, cepell SKUX
y 3,1% Mu BigHAYaM HOPMAJIbHI po3Mipu MaTku iy 18,7% —
seqrukiB. [likaBuM € Toii axT, mo y 2% aiByat 3 KapioTUIIOM
45X po3mipu MaTKM BUSIBIJINCH HOPMAaJbHUMHU iy 9,4%
HOPMAJTbHUME OYJIH PO3MIPU SIEYHUKIB, [0 MOXKE BKA3yBaTH

JITEPATYPA

Ha MOJKJIMBY HasBHICTh IEBHOI YacTKN HOPMAJIBHOTO Kapio-
Ty 46,XX y TKaHWHI IEUHNKIB Ta IX 30epexkeHy (hyHKITITO.

Taxum unrHOM, 3 OIVISILy Ha PE3yJIBTaTH JTOCJi/IKEHHS, SIKi
CBiUaThb 1Po HagBHiCcTh Y yactuHu maiBuar i3 CIIT cnon-
TAHHOTO CIPABKHLOTO CTATEBOTO PO3BUTKY, IO Bimobpaskae
30epeKeHicTh y HUX (QYHKILT ACYHUKIB, MOJKHA TIPUITYCTHTH,
110 32 YMOBU a/IEKBATHOI 3aMiCHOI Tepallii CTAaTeBUMU FOPMO-
HaMU y TaKUX XBOPHUX iCHY€ HMOBIPHICTb HACTaHHS BariTHO-
CTi, K CHOHTAHHOI, TaK i 3 BUKOPUCTAHHSIM JOHOPCHKUX
stiinesmitue. Ha skanp, y Hamifi kpaini mommpeHa xuGHa
IyMKa, 110 Bei skinku i3 CIIT e Gesrumiganmu, i Tomy mpobie-
Mi iXHbOI (epTUIBHOCTI Mail)ke He TIPUAIJISETbCS YBaru.
ITpore chOroHI iCHYE OCTATHBO MOKJIUBOCTEH JIJIsT 3abe311e-
yenns eprusbHocTi Garathox skinok i3 CIIT. [l uboro
BaKJIMBA CBOEYACHA Ta a/ICKBATHA TEPAIIisl CTATEBMMH FOPMO-
HaMU, TIOYMHAIOYM 3 J0MyOEePTaTHOTO BiKY, 3 METOIO (hOpMy-
BaHHsI HAOJIMIKEHOTO 10 (hi3i0JIOTIYHOTO CTATEBOTO PO3BUTKY,
JIOCSITHEHHST HOPMAJIBHUX PO3MiPiB MaTKU Ta SIEYHUKIB, BCTa-
HOBJIEHHS PEryJISIPHOTO MEHCTPYAJIbHOTO TIUKJLY.

BucuoBku

1. CrioHTaHHUI CIIpaBKHill cTaTeBWil PO3BUTOK HACTAE
y 14,6% nisuar i3 CIIT y cepennbomy Bimi 15,2+1,6 poky,
natuacrirre (y 25,8%) — y pa3i XpoOMOCOMHOTO MO3ailiu3My.

2. Bumnaaxu CIIOHTAHHOTO CHPaBXHLOTO CTaTEBOTO
possutky y 11,5% misuar i3 CIIT 3 kapiotumnom 45,X MOKYTH
CBI/[YNTH TIPO Te, 1[0 IOBHA MOHOCOMiss X y JIeHKOIMTax
nepudepryHOi KPOBi HE BUKJIOYAE iCHYBAHHS MO3AilU3MYy
B IHIINX TKaHWHAX, Y T.4. S€YHUKAX, 10 3a0e31euye iMoBip-
HICTB (hepPTUIBHOCTI.

3. Pigui OCI, JIT y cuposariii Kposi y aiByar mybeprar-
Horo Biky i3 CIIT BiporizHo Bifpi3HAIOTHCS MIXK TpyHaMu
giBuar 3 kapiorunom 45,X i XpOMOCOMHUM MO3aillU3MOM Ta
MIXK TPyTaMu 3i CTPYKTYPHUMH aHOMAJisIMU XpoMocoMu X
i mozainuamom. Haiiumi nokasuuku MCT i JIT criocrepira-
IOTBCS Y /IiBYAT 31 CTPYKTYPHUMI aHOMAJIiIMA XPOMOCOMH X,
a BIpOri/{HO HAHHMKYI — Y Pasi XpOMOCOMHOI'O MO3aiI[U3MY.

4. PiBeHD ecTpasiosry HAWBUINN y AiBYAT 3 XPOMOCOMHUM
MO32I[U3MOM, HIDKYUN — y pasi CTPYKTYPHUX aHOMAJILH Xpo-
mocomu X i HaviHmkumii — 3a kapiortuny 45,X. Cepemmiii
PiBeHb ecTpa/iosy 3HaX0/IUThCS B MeKaX HOPMAJIbHIX MOKa3-
HUKIB /IJIg BiIMTOBIIHOTO BiKy JIMIIIE Y XBOPHUX i3 XPOMOCOM-
HUM MO3QilU3MOM, IO MOSICHIOEThCSI HASIBHICTIO (DYHKIIO-
HAJbHOI TKAHWHU S€YHUKIB | HOpMaJIbHOTO KapioTuiry 46, XX
Y KJIITUHAX SEUHUKIB.

5. Y 2% miBuar i3 CIIT 3 xapioturnom 45,X crocrepiraim
HOpPMaJIbHi po3Mipy MaTku iy 9,4% — HOpMaJIbHI PO3MIpH si€d-
HUKIB, 1[0 MOJKE BKa3yBaTH HA MOKJIMBICTh HOPMATIBHOTO Kapio-
Ty 46,XX y TKaHWHI SIEUHUKIB Ta IX 30epeskeHy (DyHKILiTO.
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OcoGeHHOCTH NMOJIOBOTrO Pa3BUTUSA AeBo4YeK ¢ cMHApomom LLlepelueBckoro—TepHepa ¢ pa3HbiM KAPUOTUINOM

Hb. 3enunckas’, UI0. Liesyenko?, EB. Inobal, HJI. lloragaesa?

1YKpanHCKNN Hay4HO-NPaKTUYECKNI LLEHTP 3HAOKPUHHOM XNPYpruu,

TpaHcnnaHTaumm 3HOO0KPUHHBIX OPraHoB 1 TkaHe M3 YkpawnHbl, . Knes

2 HaypnoHanbHas geTckas cneumnanmanpoBanHas 6onbHuua «OXMATOET», r. Knes, YkpanHa

Llenb: oueHUTb 0CO6EHHOCTM NOMOBOr0 pa3BuTMs 60MbHbIX ¢ cuHApomom LLepewesckoro—TepHepa (CLUT) B 3aBUCMMOCTI OT KapuoTuna B yKpauHCKOM
nonynsunn.

MuumnenTbl 1 MeToAbl. [TPOBEfIEH aHaNN3 0COGEHHOCTE NONOBOro pa3suTis 396 aesoyek B Bo3pacTe oT 8 Ao 18,2 net ¢ CLUT B 3aBMCUMOCTM OT KapuoTuna
C 1CMO/b30BaHNEM JaHHbIX PeecTpa AeTer YKpauHbl C 3afepxkoit pocta. Yrny6neHHoe o6cnefosaHue nposoaunocs 123 aesovkam ny6epTarHoro so3pacra
¢ CLUT, c onpeaeneHnem Hanmuns KNUHUYECKUX, PYHKLIMOHANbHbIX U FOPMOHANbHbIX NPU3HAKOB My6epTaTa.

PesynbTatbl. CNOHTaHHOE UCTUHHOE NO0BOE Pa3BNUTIE 0TMeYanoch y 14,6% fAeBo4ek B cpefHem Bospacte 15,2+1,6 roga. OHO BO3HMKaNO y 25,8% 60mb-
HbIX C MO3aU4HbIM BapuaHToM kapuoTuna, y 11,5% ¢ kapuotunom 45,X, n'y 9,6% AeBOYEK C Hanu4uem CTPYKTYPHbIX aHOMannii xpomocombl X. YposHu OCI
u JII B CbIBOPOTKE KPOBM y ieB0YeK my6epTaTHOro Bo3pacta ¢ CLUT J0CTOBEPHO BhILLE MPU HANMYMK CTPYKTYPHBIX aHOMANNiAi XpOMOCOMbI X U JOCTOBEPHO
HU3KNE — B CIly4ae XpOMOCOMHOr0 Mo3anuu3Ma. HopmanbHble pasmepbl MaTKu U SUMHUKOB HA6MKOAaNN, COOTBETCTBEHHO, Y 7,7% 1 26,5% [1eB0YEK C Xpo-
MOCOMHbIM Mo3anunamom, y 3,1% u 18,7% AeB0YeK CO CTPYKTYPHBIMI aHOMANUAMU XpOMOCOMbI X 1y 2% 1 9,4% 60MbHbIX C KapuoTunom 45,X. 310 MoxeT
YKa3blBaTb HA BO3MOXXHOE HaNu4ue HOPManbHoro kapuotuna 46, XX B TKaHW AMYHNKOB 1 UX COXPAHEHHYID (hYHKLMIO.

BbiBoabl. CyLUeCTBYeT 4OCTATOYHO BO3MOXHOCTEN 151 06ecrneveHns hepTuibHOCTY MHOMUX XeHLWuH ¢ CLUT. g aToro BaxHa CBOEBPeMeHHas W afeksat-
Has Tepanus NoioBbIMM FrOPMOHAMW, Ha4MHas C [ONy6epTaTHOr0 BO3PacTa, C Lenblo (HOPMUPOBAHUSA NPUOBNMKEHHOTO K (DM3NONOrMYECKOMY MOMOBOIO
PO3BUTISA, JOCTWKEHNS HOPMATIbHbIX PA3MEPOB MATKI 1 ANYHNKOB, YCTAHOBNEHWS PETYNSIPHOT0 MEHCTPYanbHOrO LKA,

Kniouesble cnosa: Cungpom Lepeluesckoro—TepHepa, eTW, KapuoTun, NON0BOE Pa3BUTHE.
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Features of the puberty at girls with Turner's syndrome with different karyotype

N. Zelinskaya?, I. Shevchenko?, E. Globa®, N. Pogadaeva?

1Ukrainian Scientific and Practical Center of Endocrine Surgery,

Transplantation of Endocrine Organs and Tissues of the MOH of Ukraine, Kyiv, Ukraine

2 National Children's Specialized Hospital «<OHMATDYT», Kyiv, Ukraine

Objective: assess the characteristics of puberty the patients with Turner's syndrome (TS) depending on the karyotype in the Ukrainian population.

Materials and methods: The analysis of the sexual development of 396 girls aged 8 to 18.2 years with TS based on karyotype using registry data Ukraine chil-
dren with delayed growth. In-depth examination conducted 123 puberty age girls with TS, detection of clinical, functional and hormonal signs of puberty.
Result: true spontaneous puberty was observed in 14.6% of girls in middle age 15,2 + 1,6 years. It occurred in 25.8% of patients with a mosaic karyotype
option, at 11.5% — with karyotype 45,X, and 9.6% of girls with the presence of structural abnormalities of chromosome X. The levels of FSH and LH in serum
girls of puberty age with TS significantly higher in the presence of structural abnormalities of chromosome X and reliably lowest — in the case of chromoso-
mal mosaicism. The normal-sized uterus and ovaries were observed respectively in 7.7% and 26.5% of girls with chromosomal mosaicism, 3.1% and 18.7%
of girls with structural abnormalities of chromosome X and 2% and 9.4% of patients with karyotype 45,X. This may indicate the possible presence of a nor-
mal female karyotype 46,XX ovarian tissue and stored their function.

Conclusions. There are many opportunities for fertility provision to women with Turner syndrome is known. It is highly important in this case to apply timely
and adequate therapy by reproductive sex hormones, from the very pre-puberty age with the aim of forming of approximate physiological sexual develop-
ment, achievement of the normal size of the uterus and ovaries and regular menstrual cycle.

Keywords: Turner's syndrome, children, karyotype, puberty.
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