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AHHOTALIUA
JlaHHast cTaThsi TEKCT COJEPKUT KOMIUIEKCHBIM aHalIu3 FOPMOHAIBHBIX M3MEHEHMH y mauueHtoB ¢ cunapoMoM lllepemeBckoro-Tepuepa
(CHLIT), B TOM YHCIIe Yy MAIUEHTOB C MO3aMIHBIM KAPHOTUIIOM U CTPYKTYPHBIMH aHOMAIHSIMH XPOMOCOM. Y TAI[EHTOB C MO3aUIHBIM KapUOTHIIOM
cunzpoma IllepermeBckoro-TepHepa BBISBISIFOTCS XapaKTepPHbIE JHIOKPHUHHBIC HAPYLICHUS, XOTS HMX BBIP)KCHHOCTh MOXET ObITH MEHee
BBIPAXCHHOM 10 CPaBHEHUIO C KiaccuueckuM KapuotumoMm (45,X0).Hamudue CTpyKTypHBIX H3MEHEHWH B KapHOTHIIE TAaKXKE CBSI3aHO C
BBIPAKCHHBIMU TOPMOHAJIBHBIMH HApPYLICHUSMH, BKJIIOYAsl TUIIOTUPEO3 M TUIOTOHAIW3M.OTH JaHHBIE IIOJYCPKUBAIOT HEOOXOANMOCTH
KOMIUIEKCHOT'O 3HIOKPHHOJIOTMYECKOTr0 HAOMIOAEHHS ¥ KOPPEKIIUH JUIsl YITy4IICHUS KauecTBa XKHU3HH IAIIEHTOB.
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TURNER SINDROMIGA EGA BEMORLARNING TURLI KARIOTYPLAR BILAN GORMONALI HOLATI

ANNOTATSIYA
Ushbu magqola matnida Shereshevsky-Turner sindromi (STS) bo‘yicha gormonali o‘zgarishlarning kompleks tahlili keltirilgan, shuningdek,
mozaik kariotyp va kromosomlarning strukturaviy anomaliyalariga ega bemorlar ham nazarda tutilgan. Mozaik kariotypega ega STS bemorlarida
xarakterli endokrin muammolar aniqlangan bo‘lib, ularning og‘irligi klassik kariotypega (45,X0) nisbatan kamroq bo‘lishi mumkin. Strukturaviy
o‘zgarishlar mavjudligi ham gormonali buzilishlar bilan bog‘liq bo‘lib, ular orasida gipotireoz va gipogonadizm kuzatilgan. Bu ma’lumotlar
bemorlarning hayot sifatini yaxshilash uchun kompleks endokrinologik nazorat va korraksiya zarurligini ta’kidlaydi.
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HORMONAL STATUS OF PATIENTS WITH TURNER SYNDROME WITH VARIOUS KARYOTYPES
ANNOTATION

This article provides a comprehensive analysis of hormonal changes in patients with Turner syndrome (TS), including those with mosaic
karyotype and structural chromosomal abnormalities. Patients with mosaic karyotype of Turner syndrome exhibit characteristic endocrine disorders,
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although their severity may be less pronounced compared to the classic karyotype (45,X0). The presence of structural chromosomal abnormalities
is also associated with significant hormonal disturbances, including hypothyroidism and hypogonadism. These findings highlight the importance
of comprehensive endocrinological monitoring and intervention to improve patients' quality of life.

Keywords: Turner syndrome, hormonal changes, karyotype

BBeagenne. Cungpom  Ulepemesckoro-TepHepa  (cuHApOM
Vippuxa) — XpPOMOCOMHAsl aHOMaNMsl, KOTOpas XapaKTepu3yercs
JUCTEHE3UEH KCHCKUX IOJIOBBIX JKEJIE3 U3-3a IOJHOU MM YaCTUYHOU
MoOHOcoMHHU-X. ['eHeTnueckas nedopmanms TPUBOIUT K
AHOMAJIbHBIM HM3MEHEHHUSIM BO BHYTPEHHHX OpraHax H Tele,
Hu3KopocsiocTd. OQuH U3 TPex ThICAY AeTel POSKAAETCS C CHHAPOMOM
Tepuepa (1,5).

Tounas  momymsfmus  HE  OHpeleleHa  W3-3a  PAHHETro
CaMOIIPOM3BOJIBHOTO  TpephlBaHus  OepeMeHHOCTH.  CHHApPOM
Pa3BUBACTCSI HA OCHOBE KOJIMYECTBCHHON MIIM CTPYKTYPHOH aHOMAITHH
JKEHCKOM T10JIOBOM XPOMOCOMBI. B OONBIIMHCTBE
ciay4aeB kapuoTtun npu cuaapome Lllepemesckoro Teprepa— 45,X0,
TO €CTb OTCYTCTBHE BTOpOM X-XpoMOcOMBIL [IpuuuHbl aHomanuu
MIOJIOBOM XPOMOCOMBI — HM3MEHEHHE KapHOTHIIA XPOMOCOMHOTO
Habopa BO Bpems ApoOJieHHe 3UTOoTH. B ciydae CTpPyKTYpHBIX
nedekToB X-XpOMOCOMBI BO3HHKAIOT INATOJIOTMYECKHE IPOIECCHl y
IUI0JIa B yTPOO€e MaTepH, 4TO HPUBOJIHUT K BBIKHUIBIITY

VY B3pocnbix GonbpHBIX mpu cuHApome lllepemesckoro Teprepa
4acTO AMArHOCTHUPYETCS HapYLICHHs 3pCHUs, OTMrohPEeHHsl, CaxapHbId
nuaber, apTepHanbHasi ~ THIEPTEH3MS, nTo3 W Jpyrue
MaToyioruy. [ maBHbIe NPU3HAKU CHHAPOMA Y JKEHIIWH — IOJOBOH
WHGAHTUIN3M, HEPa3BUTHIE MOJIOYHBIE JKENe3bl, CKyIHOE
100KOBOE  OBOJIOCEHHME, BTSAHYTBIE COCKH U  OTCYTCTBHE
MeHcTpyauuil. [IpakTuuecky Bce MalMEHTKU ¢ CUHApoMoM TepHepa
cTpajaior OecrutogueM. B penkux  ciydasx [pu KapHOTHIIE
45X0/46XX ®eHIIUHBI MOT'YT 3a4aTh U poauTh pebeHka (2,3,4).

C neJbl ¥BYYCHUS TOPMOHAIBHOTO cTaTyca OONBHBIX C
cuaapomoM lllepemesckoro-TepHepa, HAMH IPOBEEHO UCCIIEAOBAHNE
B 3aBHCHMOCTH OT KapHOTHIIA, BO3pAcTa MAUEHTOB, YPOBHS TOPMOHOB
umroBuaHoit xenessl (TTL, cB. T4), ropmonos rumodusa (CTT, JIT,
®CI'), mnomoBbIX TOpPMOHOB (TecTepoH, ocrpaguon, AMI) wu
HHCYIHHOMOA00HOr0 (haktopa pocta (UDP).

Marepuas u MeToAbI HccegoBaHus. B obcnenyemyro rpymmy
BKJIIOYEHBl 249 mammeHToK B Bo3pacTe OoT 3 Mec. g0 42 jer ¢
(eHoTHMMYEeCKUMH TIpr3HaKamu cuHapoma lllepemesckoro-Teprepa,
mo oOpam@aeMocTd B HAyYHO-NIONMKJIMHUYECKOE  OTIEIEHHE
PCHIIMLID um. Axan. E.X. Typakynosa, a taxke B PCHIIMI] 3MuP
¢ 2021-2024 rr. [Ipu obcnenoBanny Ha BceX OONBHBIX 3aIONHAIACH
CTaHAApTHAs KapTa ()eHOTHIIA [10 XapaKTEPHBIM MPH3HAKAM.

JUis  pemieHus TOCTaBICHHBIX 337ad M JOCTIDKCHUS LeNU
HCCIIEIOBaHUA OBIIHM HMCHOJB30BAaHBI CJIETYIOIIHE METOMABI: KIMHHUKO-
11ab0paTopHbIe, MUTOTCHETHIECKHE, MOJIEKYJIIPHO-IIUTOTCHETHIECKHE.

Pe3yabTaThl coOCTBeHHBIX HcciaefaoBanmii. [Ipu kinaccuaeckom
tune kKapuotuma (45,X) mamumentoB ¢ CLIT wHa ocHOBaHuMHM
MIPEAOCTABICHHBIX JAHHBIX Ja0OPaTOPHBIX HCCIICAOBAHUI BBISBICHBI
CIIEAyIONe HapyIIeHUs: Y manueHToB a0 10 Jer cpenHue 3HAYCHUS
yposust TTI (3,36+0,53 MME/n) Haxoautcs B npezaenax Hopmsl (0,4—
4,0 mME/n), y mauuentok crapiuie (4,27+0,79MME/n) -6musko k
BepxHei rpanuie HopMbl. YpoBeHbs TTI" ocTaercs B mpenenax HOpMBI,
HO y manueHtoB crapmie 10 ner HaOmomaercs TEHOCHLIUS K
TIOBBIIIEHHIO, YTO MOXKET YKa3bIBaTh HA PHCK Pa3BUTHS TUIIOTHUPEO3A.

Tabéauna 1
T'opMoHAIBHBII cTATYC 0OJILHBIX € KJIACCHYECKUM KapuoTunom cunjapoma Ilepemesckoro-TepHepa
Ioka3arenn Jo 10 aet Ioka3arenn Crapuue 10 jer
TTI" (0,4-4,0 MME/n) 3,36+0,53 TTI" (0,4-4,0 MME/n) 4,27+0,79
CTTI" (0-10 MEn/m) 5,14+1,56* CTTI" (0-10 MEn/m) 3,07+0,43*
JIT" (0,03-3,9 ME/n) 19,7+3,64* JIT" (0,03-4,1 ME/n -Tansep I, 27,16+2,13*
1I)
OCT (0,68-6,7 ME/n) 43,01+7,48* OCT (0,68-6,7 ME/n) 78,5+5,72*
CB.T4 (10-23 nmoJn/a nwiu 0,8— 6,98+3,81% Cs.T4 (10-23 5,34+1,45%
1,8 ur/ni) nMoJib/J1 win 0,8-1,8 Hr/mn)
Tecrocrepon (0,07-0,69 HMOIB/T) 1,37+0,22 Tecrocrepon (0,17-1,04 1,06+0,08
HMOJIB/J)
Octpaanon (<55 mMow/m) 33,7£5,52 Octpaauon (18-422 nmons/n) 36,094+3,80
AMI (1,0-10,6 Hr/mM0) 0,44+0,05* AMI (1,0-10,6 Hr/man) 0,43+0,04
W®P -1(11-396 ur/mi) 103,45+10,66 H®P (191-660 nr/min) 158,9147,25

Ipumeuanue: * P<0,05 nmoka3arenu TOCTOBEPHBI OTHOCHTEIHHO
pedepeHCHBIX 3HAUCHUIA

AHanu3 TmokazaTenel ypoBHA cBoOomHoro T4 y manueHTOB
He3aBHCHMO OT Bo3pacta (o 10 ner -6,98+3,81 nmons/n u crapue 10
net - 5,34+1,45 nmone/in) mokasain 3HaueHus Hinke pedepeHcHbix (10—
23 nmonw/m). CHmkeHUe YpoBHA CB.T4 MOKET CBHIETENBECTBOBATH O
runotupeose. CpaBHUTEIBHBIN aHAIN3 IIOJNYYEHHBIX PE3yJIbTaTOB
ypoBHs TopMOHOB runiodusa nokasai, yro CTI y nmamueHToB Kak 10
10 ner (5,14+1,56 MEn/n), Tak u crapue 10 net (3,07+0,43 mEn/n)
HaxoauTca B mpenenax Hopmbl (0—10 MEn/m), HO ¢ HekoTOpbIM
CHIDKEHHEM Y ManueHToB ctapimie 10 jeT, 9To MOXeT OBITh CBSI3aHO C
BO3PACTHBIMH U3MEHEHUSIMH. Y poBeHb 3HaueHu JI[' y 06cnenoBaHHBIX
MAIMEeHTOB MOKAa3aJl 3HAUYUTEIbHOE MOBBIINIEHNE KaK y 0ombHBIX 10 10
(19,7£3,64 ME/n, npu uopme 0,03-3,9 ME/n), tak u crapire 10 et
(27,16£2,13 ME/n npu uopme 0,03-4,1 ME/n), uro yka3siBaeT Ha
TUIEProHa0TPOIHBIN THIIOTOHAIU3M, XapakrepHbiid st CLIT.

Taxas xe cutyanusa HaOmogaeTcs U OTHOCUTENBHO ypoBHs ®CT,
TO €CTh, OTMEYACTCS MOBBIIICHUE 3HAYCHUH KaK y OosbHBIX 110 10 et
(43,01£7,48 ME/n npu mopme 0,68-6,7 ME/n), Tak U y HalMeHTOB
crapme 10 mer (78,545,72 ME/n), 4r0o TOATBEPXKIAECT HATHYHC
MEPBUYHON HEOCTATOUHOCTH SIMIHUKOB.
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AHanu3 rOpMOHAIIBHOTO YPOBHS MOJIOBBIX TOPMOHOB Y OOJIBHBIX C
KJIacCH4YeCKUM KapuotunoM cunapoma lllepemesckoro-Tepuepa
MOKa3ana, 4To HAOMIOAeTCsl MOBBIIMIEHWE HE3aBUCHMO OT BO3pacTa
ropmona tectocrepona (no 10 mer - 1,37+0,22 HMons/n mpu HOpMeE
0,07-0,69 amons/n u y narmeHToB crapire 10 et - 1,06+0,08 amons/n
mpu uHopme 0,17-1,04 HMOmB/I), YTO MOXET OBITH CBS3aHO C
TUCHYHKIEH SUIHUKOB.

VYpoBeHb 3CTpaanoNa MOoKa3ajd CHIDKCHUE 3HAUCHUS y MAI[MEeHTOB
crapure 10 net (36,09+3,80 mmons/n) mpu HopMe (18—422 mounb/n), y
6ompHbIX 10 10 mer (33,745,52 mMonb/) ocTaeTcs B Ipeenax HOPMBI
(<55 nMomB/1), 9TO XapaKTEePHO Ui THHOroHaa3Ma. CpaBHUTEIIBHBIN
aHaJIM3 TOJIYYCHHBIX PE3yJIbTaTOB MOKa3a] TaKkXKe CHIKEHHE TOPMOHA
AMI (y mauuenros g0 10 net: 0,44+0,05 Hr/Mi 11 y TallMEHTOB CTapIe
10 net: 0,43+0,04 ar/mun (mpu HOpMe 1,0—10,6 Hr/Mi). Huskuii ypoBeHb
AMT ykaspIBaeT Ha CHIDKEHHE OBAPHAIBLHOTO pe3epBa U AUC(YHKIHIO
SIMYHUKOB. Tarke y 0OcleloBaHHBIX HaMu OONBHBIX HaOIIOmaeTcs
CHIDKCHHE MHCYIHHOMOA00HOro ¢akropa pocra (MDP-1) kak y
manuentoB 10 10 ser (103,45+10,66 ur/mu npu Hopme 11-396 ur/min),
Tak 1 y narueHToB ctapie 10 et (158,91£7,25 ar/mun npu Hopme 191—
660 Hr/MIT), YTO MOXET OBITh CBSI3aHO C AS(UIUTOM TOPMOHA POCTa
WM HApyIIEHHEM €T0 CEKPELH.
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Takum oOpa3zoM, y mamueHToB ¢ cuHgpomom lllepemeBckoro-

Tepuepa (45,X) wHaOmomaloTCs  XapaKTEpPHBIE  OHIOKPUHHBIC
HapymeHws. Tak, Beicokue ypoBHH JII' 1 OCI' mpu HU3KHX YpOBHSIX
acTpaanona u  AMI  yKkasplBalOT Ha  THIEPrOHAIOTPOIHBIN

THIIOTOHAAN3M, HM3KHH ypoBeHb AMI ykasplBaeT Ha CHI)KEHHE
OBapHAIIBHOTO PE3ePBa, CHIDKCHUE CB. T4 U TeHACHINS K MOBBIIICHUIO
TTI' moka3plBaeT pPHUCK TUIOTUpPEO3a, CHMWKEeHHE ypoBHA MPP Ha
IeQUIUT TOPMOHA pOCTA, a IIOBBIIIEHHE YPOBHS TECTOCTEPOHA
YKa3bIBa€T Ha JUCOHYHKIUIO THIHUKOB.

Ha ocHOBaHMM MpEACTaBICHHBIX [JAHHBIX J1IAOOPATOPHBIX
uccinenoBannii mamueHtoB ¢ CLIT ¢ Mo3aW4HBIM  KapHOTHUIIOM
(45,X/46,XX) nony4eHHbIe HAMHU TAHHbIC TIPEICTABICHBI B TAOmuUIIE 2.

VY manumentoB g0 10 ner cpennue 3Hauenus yposas TTI (3,2+0,9
MME/n) nHaxoaurcst B mpeaenax aopmsi (0,4-4,0 MME/), y manueHTok
crapme (4,74+1,59 MME/n) -6nu3k0 K BepxHEil TrpaHHIE HOPMBIL.
Vposenb TTI" ocraercst B npeaenax HOPMbI, HO Y HAllUEHTOB CTapllie
10 net HaOmIOaeTCS TEHISHIHS K MOBBIIICHUIO, YTO MOXKET YKa3bIBATh
Ha PHUCK pa3BUTHS THIIOTHPEO3a. AHaIU3 IMOKa3aTesled ypOBHS
cBobonHOro T4 y mammeHTOB He3aBHCUMO OT Bodpacta (o 10 ner —
1,30+0,4 mmonw/n u crapme 10 ner — 3,39+1,22 nmouns/m) mokaszan
3HAYUTENIFHOE CHIDKCHHE mokaszareneil (mpu Hopme 10-23 mmons/mi),

YTO CBUACTECIBCTBYET O TUIIOTUPEO3E.

Tabauna 2

I'opMoHaNBHBII cTaTyc 60JbHBIX MO3aMYHBIM KapuoTunom (45,X/46,XX) cunapoma Illepemesckoro-TepHepa
[lokazarenu Ho 10 ner [lokazarenu Crapme 10 ner
TTT (0,4-4,0 MME/n) 3,2+0,9 TTI" (0,4-4,0 MME/n) 4,74+1,59
CTTI" (0-10 MEn/m) 1,45+0,15 CTTI" (0-10 MEn/m) 2,39+0,38
JIT" (0,03-3,9 ME/n) - JIT" (0,03-4,1 ME/n -Tannep I, II) 32,89+3,79*
OCT (0,68-6,7 ME/m) - OCT (0,68-6,7 ME/m) 84,68+9,64*
CB.T4 (10-23 nmons/n uu 0,8-1,8 1,30+0,4* CB.T4 (10-23 nmoJs/a wu 0,8-1,8 Hr/n) 3,39+1,22%

HI/ 1)

Tecrocrepon (0,07-0,69 HMOIB/T) - Tecrocrepon (0,17-1,04 HMonB/1) 2,93+1,47
Octpaanon (<55 mMow/m) - Octpaauon (18-422 nmons/n) 43,59+8,55
AMT (1,0-10,6 Hr/min) - AMT (1,0-10,6 Hr/min) 0,67+0,09
H®P-1 (11-396 ur/mi) 148,55+78.,45 H®P (191-660 nr/min) 193,30+23,60

Ipumeuanue: * P<0,05 nmoka3zarenu J0CTOBEPHBI OTHOCUTENHHO pe)epPEeHCHBIX 3HAUYCHU T

CpaBHUTENBHBIH aHANU3 MOJyYEHHBIX pPE3yJbTaTOB yPOBHS
ropmMoHoB runodusa nokasain, uro CTI' y manuenroB kak mo 10 et
(1,45+0,15 mEn/n), Tak u crapmie 10 net (2,39+0,38 MEn/m) HaxomuTcst
B mupenenax wopmsl (0—10 MExn/n), HO Habmromaercss TCHACHIMS K
CHIDKEHHIO y TAIMEHTOB crapie 10 JeT, 9To MOXKeT OBITh CBS3aHO C
BO3PACTHBIMH U3MEHEHUSIMH. Y poBeHb 3HaueHui JI[' y 06cienoBaHHBIX
MAIMEHTOB MOKAa3aJ] 3HAYUTEIFHOE TIOBBIIIEHHE y O0OJBHBIX cTapiie 10
net (32,8943,79 ME/n npu nopme 0,03—4,1 ME/n), uTo yka3biBaeT Ha
TUIEProHA0TPOIHEIHN rumoronaan3M, xapakrepusiid st CLIT. Takas
XKe curyanusi Habmromaercss U oTHocuTenbHO ypoBHS ®CI, TO ecTh,
OTMeUaeTCs MOBBIIMICHNE 3HAYEHW KakK y mamueHToB crapme 10 mer
(78,5£5,72 ME/n npu uopme 0,68-6,7 ME/n), uro moarBepxaaeT
HaJIM4YHE IEPBUYHOM HEJJOCTaTOUHOCTH SIMIHUKOB.

AHanu3 rOpPMOHATIBHOTO YPOBHS MOJIOBBIX TOPMOHOB Y OOJIBHBIX C
MO3aW4yHbIM  KapuotunoMm cuHapoma  lllepemesckoro-Tepuepa
MOKa3aJl, 9TO HAOJIIOAAETCSI TOBBIIIEHHE T'OPMOHA TECTOCTEPOHA Y
nanuentoB crapiue 10 et — 2,93+1,47 umons/a npu vopme 0,17-1,04
HMOJIB/T), YTO MOXKET OBITh CBSI3aHO C AUCHYHKLIUCH SUIHUKOB.
VYpoBeHb 3CTpasuosia TOKa3al CHIDKCHHE 3HAUCHMS y TAIUeHTOB
crapme 10 ner (36,09+3,80 nmonb/n) npu HopMme (18422 mMons/m),

YTO XapakTepHO /Il rumoroHagm3Ma. CpaBHHUTENBHBIM aHAIH3
MOTYYEHHBIX PE3yIbTaTOB ITOKA3aJl TAKXKe CHIKEeHHe TopMoHa AMI y
nareHToB crapme 10 mer: 0,43+0,04 ar/mn (mpu HOpMe 1,0-10,6
ur/mi). Huskwuii ypoBens AMI yka3bIBaeT Ha CHU)KEHHE OBAPUAILHOTO
pe3epBa U AUCHYHKIUIO THIHUKOB.

VY o0crnenoBaHHBIX HAaMH OONBHBIX HAOMIONAETCS CHIDKCHHUE
uHCynHHOMOA00HOro (haktopa pocra (MUDP-1) y marmenTos crapiie 10
net (193,30423,60 ur/mn mpu HOpMme 191-660 Hr/mu), Torma Kak y
6ompHbIX 10 10 ser (148,55+78,45 ur/mn npu Hopme 11-396 ur/min),
YTO MOXKET OBITh CBSI3aHO C JACPUIUTOM TOPMOHA pOCTa WU
HapyIIEHHEM €TO CEKPELHH.

Takum oOpa3zoM, y mamueHToB ¢ cuHgpomom lllepemeBckoro-
Tepuepa mozawmunbiM KapuoturoMm (45,X/46,XX)  Habmromarorcs
XapakTepHble OSHAOKPHHHBIE HAPYyIIEHWs, XOTS BBIPAKCHHOCTH
W3MEHEHHH MOXeT OBITh MEHee 3HAYHTENFHOH MO CpPaBHEHHIO C
KyaccudeckuM KapuoturnoMm (45,X0). PesynmpraTel mpencTaBIeHHBIX
IaHHBIX JabopaTtopHbiXx wuccnenoBannii mammeHntoB ¢ CIIT co
CTPYKTYPHBIMH HM3MEHEHHMSIMH B KapHOTHIE (JENeIys, HHBEPCHS,
KOJIBLIEBast XpPOMOCOMa, H30XPOMOCOMa) MOKa3aHkI B Tabuie 3.

Ta6auma 3

I'opMoHaNBHBII cTaTyc 6OJbHBIX CO CTPYKTYPHBIMHM H3MEHEHUSIMM B KaPHOTHIIE (ieJenysi, HHBePCHs, KOJIbIeBasi XpoMOocoMa,
uzoxpomocoma) cuaapoma llepemesckoro-TepHepa

[oka3arenn Ho 10 get [loka3zaTenn Crapuue 10 jet
TTT (0,4-4,0 MME/n) 6,85+4,69* TTI" (0,4-4,0 MME/n) 9,62+4,10*
CTT" (0-10 MEn/m) 1,98+0,76 CTTI" (0-10 MEn/m) 2,78+0,65
JIT" (0,03-3,9 ME/n) 15,27+5,68* JIT" (0,03-4,1 ME/n -Tannep 1, II) 24,1943,57*
OCT (0,68-6,7 ME/n) 32,20+12,16* OCT (0,68-6,7 ME/n) 67,34+8,76*
CB.T4 (10-23 mmounb/n win 1,12+0,14* Cg.T4 (10-23 nmoJb/a wiu 0,8— 3,89+0,94*
0,8-1,8 ur/mn) 1,8 ur/ni)
Tecrocrepon (0,07-0,69 - Tecrocrepon (0,17-1,04 Hmomnn/m) 0,66+0,09
HMOJIB/J)
Octpaanon (<55 mMow/1) 22,5443,67 Octpaauon (18-422 monb/m) 66,474+23,92
AMI (1,0-10,6 Hr/min) - AMTI (1,0-10,6 Hr/mi) 0,90+0,09
H®P-1 (11-396 ur/mi) 113,48+22.48 H®P (191-660 nr/min) 162,45+19,35

Ipumeuanue: * P<0,05 moka3arenn 1OCTOBEPHBI OTHOCUTEIHHO PehePeHCHBIX 3HAUCHUIA
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VY mamuenToB 1o 10 ner cpennue 3Hauenus yposus TTT (6,85+4,69
MME/n) mokaseiBator 3Hauenus Boiie HOpMmbI (0,4-4,0 MME/n), npu
9TOM y marmentok crapire 10 mer (9,62+4,10 MME/n) ormeuaercs
3HauuTenbHoe nosbieHue. [loBbimenue ypoHs TTI ykaspiBaeT Ha
HaJIMYHE Y JAHHBIX OONBHBIX THIIOTHPEO3a.

AHanu3 mokazaTeneld ypoBHA cBobomHoro T4 y manueHTOB
He3aBUCHMO OT Bo3pacta (10 10 mer — 1,12+0,14 mvons/n u crapmie 10
JIeT 3,89+0,94 mnmonb/m) MOKa3ad 3HAYMTENHHOE CHIKEHHE
nokazareneit (mpu Hopme 10—23 mMoItb/iT), YT TOATBEPKIACT HATUINE
runotupeo3a. CpaBHHUTEIBHBIN aHANINW3 IONYYCHHBIX PE3yJIBTaTOB
ypoBHs TopMOHOB runiodusa nokasai, yro CTI y nmamueHToB Kak 1o
10 mer (1,98+0,76 MExn/n), Tak u crapue 10 net (2,78+0,65 MEn/n)
Haxoautes B mpenenax Hopmbel (0—-10 mMEn/m), Ho nabmromaercs
TEHACHIMS K CHIDKCHHIO Y TTALMEeHTOB crapie 10 er, 9To MoKeT ObITh
CBSI3aHO C BO3PACTHBIMU HW3MEHEHUSIMU.

VYposenp 3HaueHuid JII' y oOciemoBaHHBIX MAIMEHTOB IOKa3all
3HAYMTENFHOE MOBBIIIeHHEe Kak y OombHbIX g0 10 (15,2745,68 ME/n,
npu wHopme 0,03-3,9 ME/n), tak u crapue 10 ner (24,1943,57 ME/n
mpu Hopme 0,03—4,1 ME/n), 4ro yka3bIBaeT Ha TMOEPrOHa0TPOIHBIN
TUIOTOHAIN3M, XapakTepHblit 1t CILT.

Taxas xe cutyanmsa HaOmogaeTcess U OTHOCUTENBHO ypoBHs ®CT,
TO €CTh, OTMEYACTCS MOBBIIICHUE 3HAYCHUH KaK y OosbHBIX 110 10 et
(32,20£12,16 ME/a npu sopme 0,68—6,7 ME/n), Tak U y HallHeHTOB
crapmre 10 mer (67,34+8,76 ME/n), uro moATBEp)KHAacT HAIUYWE
MEPBUYHON HEOCTATOUHOCTH SIMTHUKOB.

AHanI3 ropMOHAIEHOTO YPOBHS HOJIOBBIX TOPMOHOB Y OOJIBHBIX CO
CTPYKTYpHbIMH aHoMmanusiMu cuHzapoma lllepemeBckoro-Tepuepa
MOKa3asa, 4To HaOMIogaeTcss TeHACHIMS K MOBBIIICHUIO TECTEPOHA Y
nanuentoB crapiue 10 et — 0,66+0,09 amons/a mpu vopme 0,17-1,04
HMOJIB/J), YTO MOXKET YKa3blBaTh HA PHUCK Pa3BUTHA IHUCHYHKIHU
SIMYHUKOB. YPOBEHb JCTpPaaWoONiia y ManueHToB crapme 10 ner
(66,47+23,92 nmons/n) mpu Hopme (18-422 nmmons/in) U y OOJIBHBIX 10
10 mer (22,54+3,67 mMmomb/m) ocraercs B mOpeaenax HOPMBL (<55
MIMOJIB/JT), YTO MOXET CBHUJIETENBCTBOBATH O YACTHYHO COXPAHEHHOMH
¢byHkimu  augHUKOB.  CpaBHMTENBHBIH  aHANM3  IOMYYEHHBIX
pe3yNbTaToOB TOKa3al CHIKeHHe ropmMoHa AMI™ y maruieHToB crapiie
10 net: 0,90+0,09 ar/mun (mpu HOpMe 1,0—10,6 Hr/Mi). Huskuii ypoBeHb
AMI yka3bpIBaeT Ha CHIDKCHUE OBAPHAJIBHOTO pe3epBa.  Takxke Yy
oOCNeIOBaHHBIX ~ HaMH  OONBHBIX ~ HAONMIOMAeTCd  CHIDKEHHE
uHCynHHOMOA00HOro (haktopa pocra (MDP-1) y marmenTos crapiie 10
ner (162,45+19,35 ur/mn npu HOopme 191-660 Hr/mu), Torma Kak y

nmanueHToB A0 10 meT 3HaueHMs HAXOMITCS B TPEAenax HOPMBI
(113,48422,48 wur/mn npu sHopme 11-396 wur/ma). Yposerr HDOP
CHIDKEH Yy MaIMeHToB cTapme 10 jer, 94To MOKET OBITh CBSI3aHO C
JIe(UIIITOM FTOPMOHA POCTA MIIM HAPYIIEHHEM €r0 CEeKPELUH.

Takum oOpaszoM, y mamueHToB ¢ cuHgpomom lllepemeBckoro-
TepHepa co CTPYKTYpHBIMH H3MEHEHHS KapHOTHIA HAOIIOAIoTCs
XapaKTepHbIE SHIOKpUHHbIE HapylieHus. Tak, Beicokue ypoBHu JII' u
OCI" mpu HU3KOM ypoBHE AMI yKa3bIBaroT Ha TUIIEPrOHAJOTPOIHEII
THIIOTOHAAN3M, HM3KUH ypoBeHb AMI ykasplBaeT Ha CHI)KEHHE
OBAPHAIBHOTO PE3ePBa, CHIDKCHUE CB. T4 U TeHACHINS K MOBBIIICHUIO
TTI' noka3blBaeT PUCK TUIOTHPEO3a, CHIKEHHE ypoBHS MPP Ha
JeUIUT TOPMOHA POCTa Y MaueHToB crapuie 10mer.

Ha ocHOBaHMM mpeACTaBICHHBIX J1a0OPATOPHBIX MAAHHBIX IS
nmaieHToB ¢ cuaapoMoM IlepemeBckoro-Tepuepa (CLUT) wu
COYCTAaHHBIMM WM3MECHCHUSIMH B KapHOTHIE (Ienerus, WHBEPCHS,
KOJIBIIEBAsE XPOMOCOMaA, M30XpPOMOCOMa M MOHOCOMHUS), MOXKHO
BBIJICTIUTh HECKOJBKO KIIFOYEBBIX MOMEHTOB, KOTOPBIC OTPaKCHBI B
Tabmmie 4.

Kak moka3pBaloT naHHBIC THAONHIBI, THPEOTPONHbINi TOPMOH
(TTI) y mereii mo 10 ner TTI cocraBmsier 2,64+0,40 MME/n, urto
yKJIaapiBaeTcsi B HopManbHbie npezens (0,4—4,0 MME/n), y manueHToB
crapure 10 ner mabmogaetcs yBenmaenue TTI no 3,3+0,4 MME/n, uto
TaKKe B MpeJelax HOPMBI, HO Ha BEpXHEH TIpaHHIE. DTO MOXKET
YKa3bIBaTh HAa BO3MOXKHBIE U3MEHEHHS B pabOTe MUTOBUIHON >KEIe3bl,
yTo TpeOyer HaOmonmenws. Y pereir mo 10 mer ypoenp cB. T4
cocrasisieT 2,1+0,8 mMob/n, 9T0 HIKE HOpMaIbHOrO auanasoHa (10—
23 nmonw/1), y marmeHToB crapiue 10 et ypoBens CB.T4 3HaUUTENHHO
noBbimaercss 10 10,45+5,6 mMmonb/n, 9To Givmbke K HOpME, HO TakkKe
MOXXET CBHJICTENILCTBOBAThH O KOMIICHCALMM Je(UIUTA LIUTOBUIHON
¢yskuuu. Y gereit mo 10 ner ypoeenr CTI (cTumyJmpyroumiero
ropmona) cocrasisieT 4,2+1,4 MEz/n, 9TO COOTBETCTBYET HOPMATBHBIM
3HadeHusIM (o 10 MEn/n), y mammenToB crapie 10 ner Habnromaercs
cHkeHne 10 2,5+0,4 MEn/mn, 94To MOXeT yKka3pIBaTh HA OCIA0JICHHYIO
(yHKUIMIO TUModu3a Win mpodIeMbl C pa3BUTHEM MOJIOBBIX PHU3HAKOB.

JII' (1r0TeMHU3MPYIOLIMIA TOpMOH) y aeTeid 1o 10 ieT cocraBnsieT
22,3+9,8 ME/n, 4TO 3HAYMUTETBHO MPEBBIIIACT HOPMY MJsS 3TOrO
Bospacta (0,03-3,9 ME/n), uro wmoxeT OBITh CBS3aHO C
HEIOCTATOYHOCTHIO (DYHKIIUU SIMYHUKOB, Y MAMeHTOB cTapie 10 iet
ypoBeHp JII' 3HaumtenpHO moBbImaercs mo 32,044+4,5 ME/m, uto
YKa3blBa€T HAa AHOMAIUM B IOJOBOM PAa3BUTHH, XapaKTEPHBIE IS
CILOT.

Ta6auua 4

T'opMoOHANBHBII cTAaTyC 0OJILHBIX € COYETAHHBIMU H3MEHEHUSIMHU B KapuoTHuIe (1ejienusi, HHBEPCHUsi, KOJIbIIEBAasi XpOMOCOMa,
H30XpoMocoMa 1 MoHocomust) cunapoma IllepemeBckoro-TepHepa

[oka3zaTenn Ho 10 get [oka3aTenn Crapuue 10 jet
TTT (0,4-4,0 MME/n) 2,64+0,40 TTI" (0,4-4,0 MME/n) 3,3:0,4
CTT" (0-10 MEn/m) 4,2+14 CTT" (0-10 MEn/m) 2,5+0,4
JIT" (0,03-3,9 ME/n) 22,349,8 JIT" (0,03-4,1 ME/n -Tannep I, II) 32,0444,5
OCT (0,68-6,7 ME/n) 72,6+34,8 OCT (0,68-6,7 ME/n) 95,25,72
CB.T4 (10-23 mmounb/n win 2,1+0,8 Cg.T4 (10-23 nmoJb/a wiu 0,8— 10,45+5,6
0,8-1,8 ur/mn) 1,8 ur/ni)
Tecrocrepon (0,07-0,69 - Tecrocrepon (0,17-1,04 amomnn/m) 1,2+0,3
HMOJIB/J)
Octpaanon (<55 mMow/1) 53,2+£28,5 Octpaauon (18-422 nmons/n) 48,9+15,6
AMI (1,0-10,6 Hr/min) - AMT (1,0-10,6 Hr/min) 1,4+04
H®P-1 (11-396 ur/mi) 140,1+29,6 H®P (191-660 nr/min) 209,64+21,9

Ipumeuanue: * P<0,05 moka3arenn 1OCTOBEPHBI OTHOCUTEIHLHO PehePEHCHBIX 3HAUCHUIA

VY nereii no 10 net ypoers ®CI (poIHKYI0CTUMYTHPYIOIIU T
ropMoH) cocrasisier 72,6+34,8 ME/n, 4ro 3HAYHTENBHO MPEBHIIIACT
nopmy (0,68—6,7 ME/in), 1 TakKe MOATBEPIKIAST TMIICPrOHAIOTPOHBIN
runoronaans3M, xapakrepusrid it CIUT, y mammenToB crapme 10 et
ypoBeHb DPCI' moBemmaercs nmo 95,25+72,0 ME/n, dro Takxke
MOATBEPKIACT HEIOCTATOYHOCT OJOBBIX JKENE3.

VY nereit 1o 10 yieT JaHHBIX 1O TECTEPOHY HET, YTO TUIUYHO IS
meproja A0 TOJOBOTO CO3PEBaHMs, y MalueHToB crapme 10 ser
YpOBEHb TecTepoHa cocraBisier 1,2+0,3 HMOJIB/J, YTO HAaXOIUTCS B
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mpenenaax HOPMBI Ul JIGBOYEK, HO HHM3KOE 3HAYCHHE MOXKET
CBHIETEIBCTBOBATH O HAPYILCHUAX B pPaOOTE SUYHUKOB.

YpoBenb 3cTpaauona y gereit no 10 mer cocraBmser 53,2428,5
MIMOJIB/JI, 9TO B HOpME (A0 55 mMomw/n), y manueHToB crapuie 10 et
YpOBeHb 3cTpammona cocraBimsier 48,9+15,6 mMONB/I, 9TO Takke B
npeenaax HOPMbI, HO Ha HU3KOM YpPOBHE, YTO MOXET YKa3bIBaTh Ha
JeUINT 3CTPOreHoB, Xxapakrepusiid st CLUT.

VY gereit no 10 ner nanupix Mo AMIT (AHTUMIOJLTIEPOB TOPMOH)
HET, TaKk Kak OJTOT [0Ka3arejb CTAHOBUTCS 3HAYHUMBIM B
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PENPOIYKTUBHOM Bo3pacte. Y mamueHToB ctapume 10 jer ypoBeHb
AMTI  cocrasmger 1,4+0,4 Hr/mMjia, dYro HH3KOE 3HAUCHHE IS
HOPMaJIbHOH (DYHKLIMH SUYHUKOB, HOATBEPKAAS ACQULIUT SHLEKICTOK.

Yposenb UDP-1 (uHCYIMHONOI00HBIH (PaKTOp pocTa) y AeTei
1o 10 et ypoBens U®P cocrasmsier 140,1429,6 Hr/mi, 4T0 B HOpME
st aroro Bo3spacta (11-396 ur/mn). V maumentoB crapure 10 mer
ypoBerb UDP cocrasmsier 209,6+21,9 Hr/mi, 9To B mpeaenax HOPMBI

CnMcok MCNoJIb30BAHHOI JINTEPaTyPbI

(191-660 ©r/mi), HO MOHM)KEHHBIN YPOBEHb MOXET OBITH CBSI3aH C
HapyLICHUEM POCTa WK TUINO(GHU3apHON HEJOCTATOYHOCTBIO.

BoiBoa. VY nereit m mompoctkoB ¢ CIUT wu coderaHHBIMEH
W3MEHEHISIMU B KapHOTHIIE HAOMIOAAIOTCS BBIPA)KCHHBIC H3MEHEHHS B
SHIOKPUHHOM KapTHHE, KOTOpbIE MOATBEPIKAAIOT THIOTOHAIU3M,
THIIEPrOHAI0TPOIINIO U CHIKEHHE (DYHKIIUH MOJIOBBIX XKee3. Y POBHU
JII, ®CI' u Apyrux TOPMOHOB CBHICTEIBCTBYIOT O HapyIICHHU
HOPMAJIBHOT'O TIOJIOBOTO PAa3BUTHSL.
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