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OcoOGnunBoOCTIi cCTaTEBOro PO3BUTKY AiB4aTOK
i3 cuHapomom LllepeweBcbkoro—TepHepa
3 Pi3HUM KapioTUNoOm

1VYKpaiHCbKMI HayKOBO-NPaKTUYHWIA LLEHTP eHOOKPUHHOI Xipyprii, TpaHcnnaHTaLii eHAoKPUHHKX opraHiB i TkaHuH MO3 Ykpainn, m. Kuis
2 HauioHanbHa guTsda creuianidoBaHa nikapHs «OXMATOUT», m. Kuis, Ykpaina
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Mema: oyinumu ocobiusocmi cmamegozo po3sumky xeopux i3 cunopomom Illepewescvrozo-Tepuepa (CIIT) sarexncno 6io
Kapiomuny 6 YykpaincoKiti nOnyasayi.

Hauienmu i memoou. IIposedeno ananis ocobaugocmeii cmamesozo possumxy 396 disuamox gixom 6id 8 do 18,2 poxie is CIIT
3anexcHo 610 Kapiomuny 3 sUKOpUcmanusim danux peecmpy dimeil Yxpainu i3 sampumxoro spocmy. Ioznubaene obcmexcens
nposoduinocs 123 disuamxam nybepmammnozo sixy 3 CIIT, 3 6usHaueHHsIM HASIBHOCMI KITHIYHUX, (DYHKUYIOHATOHUX
i 20pMOHANLHUX 03HAK nybepmamy.

Pesynvmamu. Cnonmannuii cnpasdcnitc cmamesuti possumox eiosnavascs y 14,6% odisuam iz CIIT ¢ cepednvomy eiyi 15,2+1,6 poxy.
Bin eunuxas y 25,8% xeopux 3 mosaiunum sapianmom xapiomuny, y 11,5% 3 xapiomunom 45X i y 9,6% 3 nassuicmio
cmpykmyprux anomaniti xpomocomu X. Pieni @CI i JIT' y cuposamuyi kposi y disuam nybepmamnozo sixy i3 CLIT docmogipo
BUU 30 HAABHOCME CMPYKMYPHUX AHOMALi xpomocomu X i O0CMOGIPHO HATHUNICYT — Y PAST XPOMOCOMHOZO MO3ATUUIMY.
Hopmanvui posmipu mamxu i s€uHuKie cnocmepieaiu, 8ionogiono, y 7,7% i 26,5% dieuam 3 xpomocomnum mozaivusmom, y 3,1%
i 18,7% disuamox 3i cmpyxmyprumu anomanismu xpomocomu X iy 2% i 9,4% xeopux 3 kapiomunom 45,X. Ile modce exasysamu
HA MONCAUBY HASAGHICTY HOPMALLHOZO JiciHOU020 Kapiomuny 46, XX 6 mxanunax seunuxie ma ix sbepexceny Qynkyio.
Bucnoexu. Icuye docmamiwo moxciusocmetl 0ns sabesnevenns pepmunvrocmi 6azamvox scinox i3 CIIT. /s ypozo eaxciusa
CB0EUACHA MA AOCKEAMHA MePAnisi CMAmMeUMU 20PMOHAMU, NOUUHAIOUU 3 0ONYOepmamnozo 6iky, 3 Memow QopmyeaHHs
HabUMCEH020 00 (PI3I0102IUHOZ0 CMAMEB0Z0 POIBUMKY, OOCSIZHEHHS HOPMAILHUX PO3MIDI6 MAMKU MA AEUHUKIG, 6CMAHOBLEHHSL

PE2YAAPHOZ0 MEHCMPYATLLHOZO UUKTY.

Kmouoei cnosa: Cundpom Illepewescokozo— Tepnepa, dimu, kapiomun, cmamesuii po36umox.

Beryn

unzipom Illeperescbkoro—Tepuepa (CIIT) € naii-

GIJIbII BIIOMOIO Ta MOIIMPEHOK XPOMOCOMHOI ITATOJIO-
Ti€I0 Y /IiIBYATOK, 1110 CYIPOBO/KYETBCS 3aTPUMKOIO 3POCTY Ta
MOPYIIEHHSIM CTATEBOTO PO3BUTKY. Y XBOPUX 3 KapioTHIIOM
45,X CcrocTepiracThest HEMOBHUN PO3BUTOK BTOPUHHUX CTATE-
BUX O3HAK: BIZICYTHICTh 3a/Ii3UCTOI TKAHUHU MOJIOUHUX 3aJ103,
HEZI0OPO3BUHEHICTh COCKIB, BiICYTHICTH OOBOJIOCIHHSI JIOOKA,
nepsuHHa amenopes. [oHazam 3a 1OTO KapioTHUITY SIBJISAIOTDH
€00010 CIIOJTYYHOTKAHUHHI TSIKI, B IKMX 3HAXOAATHCS Heaude-
peHitiiioBani KiiTUHU ab0 PyAUMEHTI KiHOUMX roHaj 6e3 oBa-
piasibHUX eleMeHTiB. Y pas3i MO3ailu3My Ta CTPYKTYPHUX aHO-
MaJiii XxpoMocoMn X BTOPWHHI CTaTeBi 03HAKW MOXKYTh MaTh
pi3HMii cTyMiHb PO3BUTKY. MOp(hOJIOTriuHO HOPMAJIbHI SEYTHUKN
Bizyamizyiorbes y 18% martienTox, 3madno vacrine — y HOCIiB
Mosaiyroro Kapiotumy 45,X/46,XX a6o 45,X/47, XXX [17].
B okpemux Bumazskax y marmieHTok 3 MOHOcoMi€io X (DyHKITisS
SIEYHUKIB MOKe GyTy HOpManbHOW [4,7]. 3a gaHumn pisHux
aBTOPIB, Bzt 5% 10 54% aisuarok i3 CIIT MOKyTh MaTH CIIOH-
TAHHUIN CTATEBUI PO3BUTOK, FOJIOBHUM YMHOM — 32 MO3ai4yHO-
ro Bapianty kapioruny [7,15,18]. Haituacrimie criontannuii
CTaTeBUI PO3BUTOK € HETIOBHUM i HE TIPU3BOMTD JI0 TPUBAJIO
HOPMaJIbHOI oBapiasbHOi dynkiii. 3a ganumu K. Aso Tta
criBaBT. [14], cionTanHi i MUKTIYHI MEHCTPYAILil y IiBYaTOK i3
CIIT crocrepirammcs, komu piserb y 12 poxis DCI 6yB
<10 MM O /M. ABTopH 1iponionyoTh 1ieii pisenb O CT y sikocTi
MapKepa CIOHTAHHOI 1 IUKJIIYHOTO MEHCTPYyallil y AiBYaToK i3
CIIT. 3a3Hauumo, IO MOYATKOM CIIPABKHBOTO Iybeprary
CJIiJT BBAYKATHU TiNBKY 301IbINEHHS MOJIOYHUX 3a/103. Bropunie
OBOJIOCIHHST — JIOOKOBOE i aKCHJUISIPHE — MOJKE PO3BUBATHCS
CHOHTAHHO 710 12—13 poKiB Miji BIUTMBOM HAJIHUPKOBUX aHIPO-
reniB [1,5,17]. [Iporsirom ocTaHHIX POKIB IOC/IHUKHY 3 PI3HUX
KpaiH TPUAIISIOTh BEJUKY yBary MOKJIWBIH (GepTUIbHOCTI
nartienTiB i3 CIIT, oncani BUMasiku CIOHTAaHHUX Ta TTOBTOP-
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HUX BariTHOCTEN i nosioriB y xinok i3 CIIT [13,15,18]. Beaxka-
10ThCS, 10 (Di3iosToTiuHa BariTHiCTh HacTae y 2—10% martienTox
i3 CHIT [10,16]. Ax mpaBuio, Iie KiHKU 31 CTPYKTYPHUMU
nepebynoBamu xpomocomu X abo 3 MO3alYHUM KapiOTHIIOM
45,X/46,XX [11,12,19]. 3a manumu H.H. Elsedfy Ta cmiBasr.
[20], y mamienToxk i3 CILT, sixi oTpuMyToTh TTpenapaty ectpore-
HIB B a/eKBAaTHOMY /I03YBaHHi 1 TPUBAJIOCTI, MOJKHA JOCATTH
HOPMaJILHOTO PO3Mipy MaTKH, HaBiTh y Pasi Mi3HbOIO OYATKY
3aMiCcHOI TOPMOHAJIBHOI Tepartii i He3aJIesKHO Bi/l KapiOTHUITY, 110
3abe3neuye MOKJIUBICTh HACTAHHS BariTHOCTI. nmoBipHicTs
IIPUCYTHOCTI (DYHKLIOHAJIbHO AKTHUBHOI TKAaHWUHH SEYHUKIB
y namientok i3 CIIT 3amexuth Bij HASBHOCTI HOPMATBHOTO
kapiortuny 46,XX y kmitnnax seunukiB [6,8]. Ocranni moc-
gimskennst, nposezeti E.B. Hook i D. Warburton [9], mokazasnm,
1110 TIOBHA MOHOCOMis X y JIefiKonuTax rnepudeprnyHoi KpoBi He
BUKJIIOYAE ICHYBAHHS MO3AilU3MY B S€YHUKAX.

Memoto nanoro nociaipkenHs 6yJio OiHUTU B YKPalHCh-
kiit momyusinii xBopux i3 CIIT ocobsamBocti craTeBoro
PO3BUTKY B 3aJI€3KHOCTI Bijl KapioTHUILY.

MarepiaJi i METOIM AOCTIZKEHHS

Jl71s1 BAKOHAHHST METH JIOCJI/IPKEHHSI MU BUKOPUCTOBYBa-
JI MaTepiajn peecTpy AiTeil YKpaiHU i3 3aTPUMKOIO 3POCTY,
saxuit 6yB ctBopernii y 2004 p. [3] i B sskoMy MicTATbCS JaHi
npo xBopux Ha CHIT. Peectp mictuth iHdopmario mozmao
BiKy IMTHHM Ha MOMEHT BcTaHOBJeHHs aiarHozy CIIIT,
pe3yJIbTaTy 3arajibHUX KJIHIYHUX 00CTeReHb (3pict, Maca
tiza, IMT, cranis ctateBoro po3Butky 3a Tanepom) 3 iX ortin-
KOIO, & TAKOK 1HIINX 00CTEXKEMHb, SIKi I03BOJISIOTH I ITBEPAN-
TH iaTHO3 (FIOCTI/KeHHST KapioTHITy, OTJIS TeHeTHKa, HasB-
HICTb IHIIUX BaJl PO3BUTKY Ta KOMIIOHEHTIB CHHJIPOMY,
pe3yJsTaTi TOPMOHATBHUX MOKa3HUKIB (dostikysrocTUMy-
miotoyoro ropmona (DCT), motreinizyiouoro ropmona (JIT),
comatoTporaoro ropmona (CTT), y T.4. 3 IpoBeieHHSIM CTH-
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MYJIIOIOUNX Tpo0, iHcyainomoaibnoro daxktopy pocty-I
(IDP-I), tTupeorponroro ropmona (TTT), tupokcuny (T4)),
inctpymenTanbiux (Y 3/l opraniB uepeBHOI HMOPOKHUHU
i nupox, oprani Masoro tazy, ExoKI') Ta penrrenosoriunux
(peHTreH KUCTeN PyK JIJTsT BUSHAUEHHST KiCTKOBOTO BiKYy) /IOC-
gimpkenb. [lepBuHHI peecTpartiiiHi KapTKU 3arTOBHIOBAJINCS
JUTSYNMY €H/IOKPUHOJIOTaMU 3 YCiX PerioHiB YKpaiHy, i3 mopiu-
HUM OHOBJICHHSIM JIAHMX JIMHAMiKM (DI3MYHOTO 1 CTaTeBOro
PO3BUTKY, TOPMOHAJILHUX TTOKA3HUKIB, KiICTKOBOTO BIKY TOIIO.

Byno mpoBeseHo peTpocmeKTHBHUIN aHaji3 3a Tepiof
3 2005 mo 2014 poku 396 peecTpamiinux KapT AiBYATOK
iz CIIIT, sikom Bix 8 mo 18,2 poky Bkiouno. ITormaubiene
obcTeskents mpoBoamaocs 123 giByaTkam mybepTaTHOTO BiKy
3 CUIT, sixi npoxoaniu amOysiaTopHe abo craiioHapHe JIKy-
BaHHs B KJiHill. [Tig yac 1boro o6cTeKeHHs BUSHAYAIM HASIB-
HICTb BTOPMHHMX CTATEBUX O3HAK, OI[IHIOBAJU CTATEBUIT
po3BuTOK 3a TamnepoMm, BH3HAYalIM IOKA3HUKU TOPMOHIB
kposi (DCT, JIT, ecrpaniony, TTI, T4, CTT, IOP-I), nposo-
i Y 3] MaTKK Ta SCUHUKIB, IHII 00CTE/KEeHHS BiAIOBIIHO
J10 TIpoTOKOJTY [2].

3aJIeKHO Bi/l BapiaHTy KapioTHUITy MiBYATKH TyOEpTaTHOTO
BiKy GyJm posnofiseni na Tpu rpynu. o rpymu [ ysifimim
xBopi 3 kapiotutiom 45,X (n=61), no rpymu 11 — 3 Mmozaiurm
BapianToM kapiotuny 45,X/46,XX (n=31), no rpynu III —
JMiBUYATKA 31 CTPYKTYPHUMM aHOMAJiIMU XpomocoMu X
(CA-X): 46,Xi (Xq); 45,X/46,Xi (Xq); 45,X /46,X+mar; 46,X,
del (X)(Xq) i 45,X/46,X, del (n=31). Crarucruuna o6pobka
OTPUMAHUX PE3YJBTATIB IIPOBOAUIACH 32 JIOTIOMOTOIO CTaH-
JAPTHUX METOIB CTATMCTUYHOTO aHAJI3y 3 BUKOPUCTAHHSAM
[POTPAMHOrO 3a0e3MedeH st ISl TePCOHATBLHOT0 KOMIT I0Te-
pa: Microsoft Excel i Statistica 6.0. [l1a npeacraBienHs
OTPUMAHMX JIaHUX BUKOPUCTOBYBAIHMCS METOIU OIKUCOBOI
cTaTUCTUKY. Brukonana mepeBipka BiJ[IOBiIHOCTI PO3TJITHY-
THUX 3MIHHUX HOPMaJIBHOMY PO3TIOZiTy 3a KpuTepiem Kosimo-
ropoBa—CmMupHoBa. Po3moziis 1octipKkyBaHol 03HaKM BBaKa-
JIn HOpMaJIbHUM 3a ymoBHU p>0,05. [lani anamizyBasucst 3a
JIOIIOMOTOIO HapaMeTPUYHUX 1 HelmapaMeTpuyHUX MeTOJliB
cratuctuku. OIiHIOBasach 4acTOTAa HAsBHOCTI BUIIAJKiB
Y Bi/ICOTKaX, Pe3yJbTaTy IIPe/ICTaBlIeH] K cepe/iHe 3HauCHH:
(M)*crannaprue Bigxunenus (SD). [l mopiBHSAHHS TBOX
BubipoKk 3acrocyBaiu t-kpurepiii CrbiogenTta (mapamerpuy-
HUNl MeTon) i kputepiii Manna—YitHi (HemapaMeTpUIHUN
METOJT), PI3HUIIIO BBAKAIHU OCTOBIPHOIO 32 ymMoBu pP<(,05.

PesyabraTi JOCHIAKEHHS Ta IX 00rOBOPEHHS

Cepetiii BiK [iBUaTOK Hy6cpTaTHor0 Biky i3 CIIT cknas
13,7£2,4 poxy, miBuatox i3 Monocomieio X — 13,8%2,5 poky,
3 MozairmaMoM — 14,024 poky, 31 CTPYKTYPHIUMU aHOMAJTiSIMU
xpomocomu X — 13,9+2,5 poky. Posnogin giteii mybepraTHOro
Biky i3 CIIIT 3asexkHO Biji KapioTHily HaBe/leHNit Ha puc. 1.

25,2%
f 49,6%

25,2%

[] MoHocomist X
[ Moszaiuunam
[] CrpykTypHi aHomanii xpomocomm X

16,8%

] MoHocomia X
[ Mosaiuuam
[ CrpykTypHi aHomanii xpomocomm X

Pue. 2. Po3nogin gisyar 3i CnpaBXXHiM CamOCTiiHUM CTaTeBUM
PO3BUTKOM 3anexHo Big kapiotuny (%)

HagBHicTb CIIpaBKHBOTO CIIOHTAHHOTO CTATEBOTO PO3BUT-
KY, sIKa OI[iHIOBAJIaCh 3a MOsIBOIO Tesiapxe y aiBuatok i3 CIIT
y 3arajibHiii nmonyJsiii 3ycrpivaerses y 14,6% (cepenniit Bik
Hacranms mybeprary 15,2+1,6 poxy), y pasi monocomii X —
vy 11,5% (y Bimi 15,0£1,5 poky), 3a mozaiuamy — y 25,8%
(y Bimi 15,0£1,6 poky), 3a CTPYKTYPHUX aHOMAJIiT XPOMOCO-
mu X —y 9,6% (y Biti 16,2+0,5 poky). Takum unHOM, B yKpa-
ircpkiit momysnii aisuat i3 CHIT camocriitnnii cipaBskHiit
CTaTeBUI PO3BUTOK MMOYNHAETHCS He paHimre 15 pokis, 1ocTo-
Bipro wactimnre (p<0,05) 3a MO3aiYHOrO KapioOTHUITY i 3HAYHO
piauie y pasi CTpyKTYpPHUX aHOMaJi i xpomocoMu X. Posnomiun
MiBUAT 3i CHPaBKHIM CAMOCTIHHUM CTAaT€BUM DPO3BUTKOM
3aJI€KHO BiJl KapiOTUITY HABEIIEHO HA PUC. 2.

HasguicTte MeHcTpyanbHol (dyHKIIi cepen aiByar
31 CIIPaBXKHIM CaAMOCTIHHUM CTaTE€BUM PO3BUTKOM MU PEEC-
TpyBasn y 38,8% B 3arampniil momyisnii xsopux i3 CIIT,
v 14,2% — 3 monocomieio X, y 50% — y pasi mozainusmy,
y 66,5% — 3a HAIBHOCTI CTPYKTYPHUX aHOMAJT T XpoMocoMu X.
3acyyroBye Ha yBary Te, 10 Yy JiBYaT 3 MoHocomieio X 3i
CIIPABXKHIM CAMOCTIHHUM CTaTEBUM PO3BUTKOM Y CEPEHBOMY
Biri 15,9+0,4 poxy cratesuii possutok II crymens 3a Tarme-
pom mamu 42,8%, 111 crynens — 42,8% (y cepeanbomy Bir
16,2+1,8 poky) Ta ogna xiBuuna y 16,1 poky mana camocTiii-
He MeHapxe. HesBakaioun Ha HEBEJIMKY KiJIbKICTh BUIIQJIKIB
CIIOHTAHHOTO CTaTE€BOTO PO3BUTKY Y JIiBUAT 3 MOHOCOMI€I0 X
B HAIOMY JOCJI/PKEHH, 11e CBI[lYUTb Ha KOPUCTDL TOTO, 10
1oBHa MoHOcoMisl X 32 BUSHAUEHHIM ii B JIeiKoIMTax nepu-
(epuyHOi KpPOBI He BUKIIOYAE ICHYBAHHS MO3AilU3MY
B IHIIMX TKAHWHAX, HATPUKJIAJ y SE€YHUKAX, 11O 3HANIIIO
BifloOpaKeHHs 1 B HIINX 0CTiKEeHHX [2].
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[0 CrateBe 0BOMOCiHHS
[0 CnpaBxHiit CNOHTaHWi cTaTEBUIA PO3BUTOK
[J BigcyTHicTb cTaTeBOro po3suTKy

Pue. 1. Po3nogin piB4at ny6epTatHoro Biky i3 CLUT 3anexxHo Big
Kapiotuny (%)
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Pue. 3. O3HaKun cTaTeBoro po3BUTKY y AiB4aT ny6epTaTHOro Biky
i3 CLUT 3 pigHum kapiotunom (%)
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Tabnuys 1

Moka3HuKu ropMoHiB rinogizapHo-roHagHol oci y AiB4yat ny6eptaTHoro Biky i3 CLUT 3 pi3Hum kapioTunom

BapiaHT kapioTuny
FopMoH Yci xBopi i3 CLUT 45X MO3ailu3M CTPYKTYpPHi aHOManil p
Xpomocomu X
dCrr 78,5542 84,9+52,3 61,8454,2 89,1+54,2 0,017
(MMO/mn) [Al 70,5-86,6] [Al 74,5-95,3] [Ol 44,9-78,8] [Al1 69,2-109,1] 0,03
nr 19,0+15,2 20,7+16,3 14,8+13,5 21,4413,3 00412
(MMO/mn) [Al16,7-21,3] [A117,5-24,1] [A112,9-13,2] [Al 16,5-26,2] T
EcTpagion 27,2219 24,0+£20,11 31,3124,2 29,4+21,3
(nr/mn) [Al 22,6-31,8] [Ol 18,1-29,8] [O1 20,9-41,8] [Al 19,5-39,4]

IHpumimxu. 1. JlocToBipHicTh pisHuIi (p, t-kpuTepiit CtbiofeHTa) MK Hoka3HHKaMu y XBopux Ha CIIIT i3 mMoHOcomieio X i Mo3ailU3MOM.
2. JlocToBipHicTh pi3HUIU (p, t-KpuTepi CThIo/ieHTa) MDK IMoka3sHHKaMu y xBopux Ha CIIT i3 cTpyKTypHHMH aHOMAJSIMH XpoMocoMH X

1 MO3AIIU3MOM.

ITosiBa cTAaTEBOrO OBOJIOCIHHSI Ha JIOOKY Ta I naxBamu
6€e3 PO3BUTKY MOJIOYHMX 32103 y AiBuaTok i3 CIIIT y 3arasnb-
Hill momysanii sycrpivaetbest B 14,6% Bumnazakis (y Bimi
14,9+1,5 poxy), — y 14,7% miteit 3 monocomieio X
(y cepennpomy Bimi 15,3%1,3 poky), vy 12,9% — 3 mo3zaius-
MoM (y cepeanbomy Bini 13,8+1,4 poky) ta y 16,2% xBOpux
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MoHocowmisa X CA-X Moaaiunam
o CepefHe
CepepnHe + SD

T CepegHe +1,96*SD

Puc. 4. TokazHukn OCI y kposi gisyart i3 CTLL 3 pisHum
kapiotunom (CA-X — CTPYKTYpHi aHoManii xpomocomm X)

31 CTPYKTYPHUMU aHOMaIiIMU XpoMOcoMH X (Y cepeHbOMY
Bini 15,8+1,0 poky). Ha puc. 3 B porieHTHOMY BijiHOIIIEHH]
npe/cTasieHi rpynu aisyat mybepraraoro Biky i3 CIIT 3 pis-
HIM KapioTHUTIOM: i3 HasIBHICTIO CIIPAaB’KHBOTO CIIOHTAHHOTO
CTaTeBOr0 PO3BUTKY, abO JIMIIE CTATEBOrO OBOJIOCIHHS, ab0
BijicyTHOCTI Oy/Ib-SIKMX TIPOSIBIB ITyGepPTaTY.

BaxsnBo Bifipi3nATH HACTAHHA CIPABKHBOIO CTATEBOTO
PO3BUTKY Bijl OSIBY JIKIIIE CTATEBOIO OBOJIOCIHHS, 6e3 3011b-
HIEHHST MOJIOYHUX 327103, SIKe BUHMKAE I1iJ] BILINBOM aH/POTe-
HiB HaJHUPKOBHX 3a/03, 06e3 (YHKIIOHAIbLHOI aKTUBHOCTI
SEYHUKIB, i TOMY He HOBUHHO PO3IJIS/IATHCA K O3HAKA CaMO-
CTIHOTO CIIPaBKHBOTO 1yOeprary. STk BUAHO 3 puc. 3, i30/160-
Bale cTaTeBe OBOJIOCIHHA 3yCTPIUAETbCs Y TAKOI K KiJIbKOCTI
nipyatok i3 CIIT, 1o i crpaBkHiil CIIOHTAHHUI CTaTeBUIA
PO3BUTOK, ajie 1ii XBOPi MOTPEOYIOTH CBOEYACHOI 3aMicHOI
Teparii cTaTeBUMU TOPMOHAMIL.

[ToxkasHuKM TOPMOHIB TinOhizapHO-TOHAIHOI OCi y CHUPO-
BaTIli KpoBi AiByar mybeprarHoro Biky i3 CIIT zameskHo Bix
KapioTuiy Haseneni y tabuuui 1 ta Ha puc. 4, 5, 6.

Sx Buano 3 puc. 4—6 i Tabn. 1, mokasamkn DOCI, JIT
y cuposariii kposi gipuar i3 CIIT myGepraTHOro Biky 10cTO-
BipHO BizipisHsttoreest (p 0,05) Mik rpyrnaMu XBOPHUX i3 MOHO-
comieio X i MO3aiTIM3MOM, a TAKOK MisK TPYTIaMU 3i CTPYKTYP-
HUMHU aHoMamigaMnu xpomMocomu X i mosainmuamoM. Tak,
Haiibinbui piai OCIL i JIT cnocrepiratorbest y aiTeit
31 CTPYKTYPHUMU aHOMAJIISIMU XPOMOCOMU X, @ HAMEHII —
3 Mozainusmom. [loctosiproi pisnuili suavenr OCT i JIT
Yy CHPOBATIIi KPOBi Mi’K TpylaMM [iBYaT i3 MOHOcOMi€io X
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MoHocowmisi CA-X Mo3zaiumam
= CepepnHe
CepepnHe + SD

T CepepnHe +1,96*SD

Pue. 5. MNokasHuku J1I" y kpoBi aigyat i3 CTLU 3 pidHUM
Kapiotunom
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Pue. 6. TlokasHuku ecTpagiony B Kposi gisyar i3 CTLU 3 pisHum
KapioTunom
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Pue. 7. Po3nogin gisyar i3 CLUT 3 pisHumM xapaktepuctukamu
MaTKW 3aJIeXXHO Bif KapioTuny

Ta 31 CTPYKTYPHUMH aHOMAJTIIMU XpoMocoMN X He BUSBJICHO.
Cutiyt 3a3HaunTy, 1o cepeai nokazuuku MCT y xiteit 3 pis-
HUMM BapiaHTaMM KapioTHIy 3HAYHO BUIIi 32 HOPMATHUBHI
3HAUeHHd /Ui AiBuat Bignmowignoro Biky. Cepexni pisui JII'
JUUIST BiITOBIZIHOTO BIKY 3a yCiX BapiaHTIB KapiOTHITy 3HAXO-
JISTBCS Y MEXKaX HOPMAJIbHUX MTOKa3HUKIB.

PiBerb ectpamiony TmepeabadyBaHo BUSBUBCS HaWOiIbII
HaGJIMKEHUM /10 HOPMJIBHUX TOKA3HUKIB IS BiIOBIIHOTO
BIKY y XBOPHX 3 XDOMOCOMHIM MO3ai1IN3MOM i HAaHIDKYIM —
y pasi kapioruiy 45,X, 6e3 0CTOBIPHOI Pi3HHUIL Y 110r0 110Ka3-
HUKaX MiXK TPyIaMu XBOPUX. 3a3HAuCHi 3MiHU TTOSICHIOIOTHCS
HasBHICTIO (DYHKITIOHATBHOI TKAHWHU SIEYHUKIB 1 YACTKHM HOP-
MaJIBHOTO KapioTuiry 46, XX y KJIITHHAX SIEYHUKIB Y HAI[IEHTOK
3 MO3AII[U3MOM i CTPYKTYPHUMM aHOMAJIiAMU XpoMocoMu X.

Poawmipu BHyTpilmHix craTeBuX opramiB 3a manumu Y 3/[
y miByar i3 CIIT my6epraTHOTO BiKY 3aJI€KHO Bil KapioTUITY
HaBeJleHi Ha puc. 7.

¥ nepesaxnoi kisbkocti aisuat i3 CIIT 3 pizuum kapio-
tunoM (6sm3bko 60%) Matka 3a ganumu Y 3/1 Bizyasisyerbcest
Y BUTJISAI TSKQ, 3HAYHY YACTKY MOPYIIEHb 3aiiMaE TiMoTiasis
matku (6;m3bko 30%). Y 7,7% miBuaT 3 MO3aluHUM KapioTu-
MIOM BU3HAYAIOTH HOPMAJIbHI PO3Mipy MaTKH i y 26,5% — HOP-
MaJIbHi PO3MIpH SIEYHUKIB, 110 € HAOIIBIINMU TIOKA3HIKAMU
cepes niTel 3 iHmMMMM BapiantamMu Kapiotumy. Takoxk 3a
MO3aIIU3My BiZICYTHIH KpaliHiil CTyNeHb TiNomiaasii MaTku
y BULJIAL Tsoka. [Ipyre Miclie 3a 4acTOTOIO HOPMaJIbHUX PO3-
MipiB BHYTPILIHIX CTaTeBUX OPraHiB INOCIJal0Th XBOPi
31 CTPYKTYPHMMHU aHOMAJisIMU XpoMocoMu X, cepell SIKUX
v 3,1% M BigzHavaam HOpMaIbHi po3mipn Mmatkn iy 18,7% —
seunukiB. IlikaBum € Toil hakr, 1o y 2% miByar 3 KapioTHUIIoM
45,X po3mipu MaTKu BUSBUJINCH HOpMaibuumu i y 9,4%
HOPMaJIbHUMU OYJI PO3MIPH SIEUHUKIB, 110 MOKE BKa3yBaTH

JIITEPATYPA

Ha MOJKJIMBY HasBHICTDb II€BHOI YaCTKW HOPMAJLHOTO Kapio-
Ty 46,XX y TKaHWHI S€UHUKIB Ta X 30epeskeHy (HyHKILIo.

Taxum unHOM, 3 OTJISILY HA Pe3yJIbTaTU JAOCTi/IKeHHS, SIKi
cBiuath npo HasBHicTh y yactunu aiBuat i3 CIIT cnown-
TAHHOTO CIIPABKHBOTO CTATEBOTO PO3BUTKY, MIO BifoOpaskae
30epeKeHICTh Y HUX (DYHKIIT SICUHUKIB, MOJKHA [IPUITYCTUTH,
1110 32 YMOBH aJIeKBaTHOI 3aMiCHOI Teparlii cTaTeBUMH TOPMO-
HaMM y TaKUX XBOPUX iICHY€E MOBIPHICTb HACTAHHA BaTiTHO-
CTi, #K CIOHTAHHOI, TaK 1 3 BUKOPUCTAHHSM JIOHOPCHLKHX
siinexaitud. Ha skanb, y Hamiii kpaini nommpena xuOHa
ayMKa, 1110 Bei skinku i3 CIT e Gesmurigaumu, i tomy mpobiie-
Mi iXHBOI (hepTUIBHOCTI Mail)ke He TPUIIISETHCS YBarH.
ITpoTe chOTOMHI iICHYE TOCTATHBO MOKINBOCTEN /1715t 3a6e31e-
yeHHst (eprusbHocTi Garatbox KiHok i3 CIIT. [lns mporo
BaKJIMBA CBOEYACHA Ta A/IEKBATHA TEPAIIis CTATEBUME FOPMO-
HaMU, OYMHAIOYU 3 J0IyGEePTaTHOTO BIKY, 3 METOW (GopMy-
BaHHS HaOJMKEHOTo 10 (i3i0IOriYHOr0 CTaTEBOrO PO3BUTKY,
JIOCSITHEHHST HOPMAJIBHUX PO3MIPiB MAaTKU Ta SIEYHUKIB, BCTA-
HOBJIEHHSI PeTYJISIPHOIO MEHCTPYAILHOTO IIUKILY.

Bucnosku

1. CrioHTaHHUI CHpaBXKHiil cTaTeBUil PO3BUTOK HACTAE
y 14,6% nisuat i3 CIIT y cepennbomy Biri 15,2+1,6 poky,
naitqacrinre (y 25,8%) — y pasi XpOMOCOMHOTO MO3AIII3MY.

2. Bumajakm CHOHTAHHOTO CIPaBXHLOTO CTATEBOTO
possutky y 11,5% misuat i3 CIIIT 3 kapiotumiom 45,X MOKYTh
CBIUYUTU TIPO Te, IO MOBHA MOHOcOMig X y JeiKonuTax
nepuepuvHoi KPOBi He BUKJIOYAE iCHYBAHHS MO3ailU3MY
B IHIIMX TKAHWHAX, Y T.4. IEYHUKAX, 1110 3a6e3edye iMoBip-
HiCTb (hePTUIBHOCTI.

3. Pigui OCT, JIT y cuposartiii KpoBi y aiBuar mybeprat-
noro Biky i3 CIIT Biporizno Bifpi3HAIOTHCS MiXK TpylnaMu
miByar 3 KapioturoM 45,X i XpOMOCOMHUM MO3ailIM3MOM Ta
MIXX TpyHaM# 31 CTPYKTYPHUMH aHOMATisSIMA XPOMOCOMHU X
i mozainmamom. Haitsuiii nokasuukn A CT i JIT criocrepira-
I0TbCA Y JiBYAT 31 CTPYKTYPHUMU aHOMAJIISIMU XPOMOCOMHU X,
a BIpOTiIHO HAWHIIKYI — y pa3i XpOMOCOMHOTO MO3AilU3MYy.

4. PiBenb ecTpaziosry HaiBUIIUH y ZiBUAT 3 XPOMOCOMHUM
MO3aiI[U3MOM, HIKUNH — y pasi CTPYKTYPHUX aHOMaJIiii Xpo-
Mocomu X i HaiiHmkunit — 3a kapioruny 45X. Cepenniit
piBeHb €CTPAIIOIY 3HAXOIUTHC B MEKAX HOPMAJIbHUX IOKA3-
HUKIB /IJI BiATIOBIAHOTO BIKY JIMIIE Y XBOPHUX i3 XPOMOCOM-
HUM MO32ilU3MOM, 1[0 MOSCHIOETHCS HASABHICTIO (DYyHKILIO-
HAJIbHOI TKAHUHU SIEYHHUKIB i HOpMaJIbHOTO KapioTumy 46, XX
Y KJIITUHAX SEYHUKIB.

5. Y 2% misuar i3 CIIT 3 xapiotumom 45,X crocrepiramm
HOPMAJTbHI PO3MIpH MaTKu i y 9,4% — HOpPMAJTbHI PO3MIpH S€U-
HUKIB, 1110 MOJKE BKa3yBaTH Ha MOKJIMBICT HOPMaJIbHOTO Kapio-
Tty 46,XX y TKaHUHI ICUHMKIB Ta iX 30epeskeny (DYHKILIO.
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OCco6eHHOCTH MOJIOBOro Pa3BMTUS AEeBO4YEK C cMHApoMomM LllepelueBckoro—TepHepa ¢ pa3HbiM KapUOTUINOM

Hb. 3enunckas’, UI0. Llesyenkol, EB. no6a’, HJ1. lloragaesa?

TYKpanHCKMIN Hay4HO-NPaKTUYECKUI LLEHTP SHA0KPUHHON XMPYpPrin,

TpaHCMIaHTaunmn 3HAOKPUHHBIX OPraHoB 1 TkaHelt M3 YkpauHbl, . Knues

2 HaumoHanbHas geTtckas cneunanmanpoBaHHas 6onbHuua «OXMATOET», r. Knes, YkpanHa

Llenb: oLeHMTb 0COBEHHOCTW MONIOBOr0 Pa3suTUA 60MbHbLIX € cuHapomom LLiepeliesckoro—TepHepa (CLUT) B 3aBUCMMOCTW OT KapuoTuna B YKPAUHCKON
nonynauun.

MuuymenTbl M meTofbl. MpoBeaeH aHanu3 0co6eHHOCTEN N0NoBOro pas3suTus 396 fesoyek B Bo3pacte oT 8 4o 18,2 net ¢ CLUT B 3aBUCMMOCTYM OT KapuoTuna
C 1CMOMb30BAHNEM [JaHHbIX PEecTpa feTeil YKpauHbl ¢ 3afiepXxkoil pocta. Yrny6neHHoe o6crnefjoBaHne npoBoaunoch 123 aesoykam ny6epTaTHoOro Bo3pacra
¢ CLUT, c onpeaeneHnem Hann4us KNNHUYECKIX, (PYHKLIMOHANBHBIX M TOPMOHANbHBIX MPU3HAKOB NybepTara.

Pe3ynbTatbl. CNOHTaHHOE NCTUHHOE MOMOBOE pa3BuTUe oTMevanoch y 14,6% AeBoyek B cpeaHem Bo3dpacTe 15,2+1,6 roga. OHO BO3HMKANO y 25,8% 60nb-
HbIX C MO3aMY4HbIM BapuaHToM Kapuotuna, y 11,5% ¢ kapuotunom 45,X, n'y 9,6% AeBo4ek ¢ Hanu4nem CTPYKTYPHbIX aHOMannii xpomocombl X. YpoBHu OCI
n JTT B CbIBOPOTKE KPOBU y A€BOYEK NybepTaTHOro Bo3pacta ¢ CLUT 40CTOBEPHO BblILLe MPY HAMMYNANA CTPYKTYPHBIX aHOMANA A XpOMOCOMbI X 11 JOCTOBEPHO
HU3KIE — B Cy4ae XPOMOCOMHOr0 Mo3auLiu3ma. HopmanbHble pa3mepbl MaTKn U AMYHKOB HABMt0anu, COOTBETCTBEHHO, ¥ 7,7% 1 26,5% [eB04eK C Xpo-
MOCOMHbIM MO3anuuamom, y 3,1% 1 18,7% AeBOYEK CO CTPYKTYPHbIMI QHOMANUAMU XPOMOCOMbI X 1Y 2% 1 9,4% 60nbHbIX ¢ KapuoTunom 45,X. 310 MoXeT
YKa3blBaTb Ha BO3MOXXHOE Hanu4ne HOPManbHOro kapuotuna 46, XX B TKaHU INYHUKOB U UX COXPAHEHHYHO (DYHKLMNIO.

BbiBofbl. CyLLecTBYET LOCTATOYHO BOSMOXHOCTEN A5 06ecneyeHns DepTuibHOCTI MHOMMX XeHWwuH ¢ CLUT. Ins 3T0ro BaHa CBOEBPEMEHHas 1 afekBar-
Has Tepanus NosjoBbIMIA FOPMOHAMU, HaYMHas C LONY6epTaTHOr0 BO3pacTa, C Lenblo POPMUPOBAHNA NPUOMIKEHHOrO K (OM3NONOrMYecKOMy MNon0BOro
PO3BUTUSA, LOCTUXKEHUS HOPMATbHbIX PA3MEPOB MATKU U IMYHUKOB, YCTAHOBNEHUS PErYNAPHOr0 MEHCTPYANbHOrO LMKNA.

Knioyesbie cnosa: Cunapom LLepelesckoro—TepHepa, JeTu, KapuoTun, NoioBoe pasBuUTUE.

SOVREMENNAYA PEDIATRIYA.2015.3(67):54-58; doi10.15574/SP.2015.67.54

Features of the puberty at girls with Turner’'s syndrome with different karyotype

N. Zelinskaya?, I. Shevchenko?, E. Globa?, N. Pogadaeva2

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 <KOHMATDYT», 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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CraTbs noctynuna B pegakumio 03.04.2015 .
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