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E. B. Koneposa, T. B. Cemunyesa, A. H. Tionbnakos, W. C. Aposad, B. A. lNeTepkosa
C/HAPOM LUEPELLIEBCKOIO—TEPHEPA: CMOHTAHHbIV POCT U ONHAMUKA
AHTPOMOMETPUYECKWX NMOKA3ATE/IE/A HA ®OHE 3AMECTUTE/IbHOW

TEPAMWN 3CTPOIMEHAMI

[eTckoe oTaeneHune (3aB. — npod. B. A. lMeTepkoBa) DHAOKPMHOMNOIMYECKOrO Hay4HOro LeHTpa
(omp. — akag. PAMH . N. OepoB), PAMH, Mocksa

CuHgpom Llepewesckoro—TepHepa (CLUT) siB-
NSeTC OTHOCMTENbHO YacToi natonorven (1 cnyyaii
Ha 2500 >KMBOPOXIEHHbIX [EeBOYEK), COMPOBOX-
JatoLlenics NocTHaTa/lbHOM 3aflepXXKoii pocta. Oco-
6eHHocTn pocTa y feteil ¢ CLUT WmMpoKo m3yyatoT-
cA 3a py6exom, ofHako B Poccum nogobHble mccne-
[lOBaHVS [0 HACTOALLEro BPEMeHM He MPOBOLWNCH.
Mo faHHbIM 3apy6eXKHbIX aBTOPOB, 3afepXKka pocTta
y petein ¢ CLUT vMeeT pas/iMyHyr0 BbIP&XXEHHOCTb B
3aBMCUMOCTM OT XPOHONOrMyeckoro Bospacta (XB),
B/Aa KapuoTuna v Haiuuus WauM OTCYTCTBMS Camo-
CTOATE/ILHOrO (PYHKLMOHUPOBAHUS AUYHUKOB [5, 9,
14]. B HacToslLLlee BpeMsi U3BECTHO, YTO B 3aBUCUMO-
CTV OT [J03 3CTPOreHbl 0Ka3bIBAKOT NPOTUBOMOIOKHOE
B/IMSHWE Ha MNpouecc pocta CKeneta (CTUMYNU-
pyloliee — B HU3KUX [03ax U TOPMO3fLlee — B Bbl-
cokux) [12]. TMepcrnekTusa perynsauuy TemMnos pocrta
CKefleTa Mpu Ha3HauyeHUM pasHbIX [03 3CTPOreHoB
MPUBOAUT K pas/INyHbIM, YacTO MPOTUBOMOJIOXKHbLIM
B3r/154aM B OTHOLUEHUMN PeXXUMa 3aMeCTUTeNbHOW Te-
panuu runoroHagusmay geteii ¢ CLUT.

LleNnbio HacToALen paboTbl GbINO M3yueHle CroH-
TaHHOro pocta geteit ¢ CLUT B poccuickor rpynne
B 3aBMCMMOCTW 0T XB, KapuoTtuna v Hainmuma 3amec-
TUTENbHOI Tepanuu 3CTPOreHamu.

MaTepuasibl 1 MeTOAbI

Pa6oTa ocHOBaHa Ha pesy/ibTaTax 06c/nefoBaHUsA rpynnbl AeTel
¢ CLUT (n = 61) B Bo3pacTe oT 5 fo 17 neT. AmarHo3 CLUT cTaBu-
N NpU UCCNefoBaHUM KapyoTuna B nepudepnyecknx nmmgoum-
Tax. PocT cTos nu3mepsnn ¢ nomowpio ctagnomeTpa pupmbl "Hol-
stain Ltd, Crymych, Dyfed" ¢ TouHocTbto go 0,5 cMm. MonyyeHHble
[laHHble TpaHcdopMupoBany B nokasatenn SDS ¢ MCMonb3oBaHU-
eM HOpPMaTMBOB POCTa A/ 3[0POBbIX AeBouek [11] w ansa peteli ¢
CLUT [6] no ¢opmyne

SDS = (x — ¢)/SD,
rae X — pesy/bTaTbl M3MepPeHUs y JaHHOr0 GO/bHOro; X' — cpef-

HUI HOPMATUBHBIV MoKasaTesb A AaHHoro XB; SD — cTaHaapT-
HOe OTK/OHeHWe AN AaHHOro XB. AHaNorMyHbIM 06pasoM pac-

Ta6bnmya !
BapvaHTbl KapuoTuna y fesoyek ¢ CLUT

Kapuotun Yucno obcnefoBaHHbIX

45, X 41
46, XI (v) 5
Mo3anupyam, cBa3aHHbIN ¢ X-XpOMOCOMOW

45, X/46, X + Tar 4
45, X/46, X (r)x 3
45, X/46, XX 3
Mo3anumam, cBA3aHHbIN ¢ Y-XpOMOCOMON

45, X/46, XY 3
Penkve dopmbl

46, XX 6el (x) u 21.11 1

45, X iny (9) pll u 12 1

Bcero.. 61

cuMTbIBA/IM Mnokasaren SDS Maccbl 1 A/IVHbI Tefia Npu PoXAEHUN
N0 OTHOLLUEHMIO K HOpPMaMm Y 3[0p0BbIX AeBOYeK. [11s OLeHKN Mac-
cbl Tena mucnonb3oBann SDS mHaekca maccol Tena (MIMT), paccun-
TbiBaeMbli no copmyne: SDS UMT = (x — x)/SD, rge X —
lg (macca Tena/gnuHa Tena2) y AaHHOro 60/bHOrO; X' — CPeAHwuit

HOpMaTMBHbIM Mokasatenb lg (Macca Tena/gnvHa Tena2) ans ae-
BOYeK gaHHoro XB; SD — cTaHAapTHOe OTK/IOHeHuWe g (macca Te-
nalpnvHa Tena?) ana gesouvek gaHHoro XB [10]. Oxvpaembliii
POCT ANA [eBOYEK BbIUMCNANM KaK CPeAHIO0 CyMMY rokasaTeneii
pocTa MaTepu ¥ oTua (B CM) MUHYC MOCTOSIHHas BennyvHa, pas-
Has 6,5. MporHo3npyemblii KoHeuHbli pocT (MKP) onpenensnn
no copmyne A. Lyon u coasT. [6], nogpasymeBaroLLei, YTO Moka-
3aTenb SDS koHeyHoro pocta npu CLUT cOOTBETCTBYeT Mokasare-
Mo SDS CNOHTaHHOro pocTa B paHHeM Mpeny6epTaTHOM nepuoge

MPK = (1,13-X, + 0,21)-7,16 + 1469,

roe A) = SDS pocTa, onpegensiemMblii ¢ NOMOLLbIO CTaH4apTOB poC-
Ta ans CLUT; 146,9 + 7,16 — cpefHWin nokasatenb +SD KOHEYHO-
ro pocta ana geteii ¢ CLUT B eBponeickoli nonynsummn [8]. Joc-
TOBEPHOCTb 3TOr0 MeToja CocTas/nsieT £5,8 cm.

3aMecTUTeNbHYH Tepanuio 3CTPOreHaMu HasHadanu npu oT-
CYTCTBMM MPU3HAKOB CMOHTaHHOro ny6epTaTta U KOCTHOM BO3pacTe
(KB), npeBbiwatowem 11 net. Ona 3amecTUTeNbHOW Tepanuu Bo
BCEX CNy4yasx MPUMEHAIN AUrMAPOCTUNLOACTPON  (CUHICTPON;
MuHmeg6vonpom Poccuiickon depepauun), npenapat w3 rpyn-
bl UCKYCCTBEHHbIX 3CTPOreHOB, [ABHO W3BECTHbLIA B OTEYEeCTBEH-
HOWM MpaKTWKe 1 peKoMeHAyeMbld 419 3aMeCTUTEe/IbHON Tepanun y
fesoyek ¢ CLUT [3]. MpenapaT nNpumeHsnn B CTaHZApTHON [03e
| Mr/cyT, AnnTenbHOCTL HabNtoLeHNA Ha (hoHe Tepanuu cocTaBuna
B cpegHem 0,96 = 0,15 roga. Mo 6GMOMNOrMYECKON aKTUBHOCTU
| Mr gurnapoctuns6actpona coorseTcTByeT 10 mkr EE2 [1]. Ta-
KM 06pasom, B nepecyeTe Ha EE2 cpefHsas fo3a cuHacTpona, uc-
nonb3yemas B HacTosleli pabote, cocTasnsna 0,3 MKI/Kr B cyT
EE2. Bo Bcex cfy4asix Mbl OTMETWAM XOPOLLYHK YYBCTBUTENbHOCTb
K npenapaty, MpOSBASIOLLYOCA Pa3BUTMEM BTOPUYHBIX MONOBbLIX
NPU3HaKoB Ha (PoHe Tepanuu. BavsHue 3amecTUTENbHOW Tepanum
3CTpOreHaMn Ha pocT W CO3peBaHWe CKeseTa OLeHUBaIM MO AaH-
HbiM SDS pocTa, paccumTtaHHoro ansa KB go neyeHuns u Ha hoHe
Tepanuu. [10N0OBOe CO3peBaHWe OLEHWBaNM MO  Kaaccudurkaumm
J. Tanner [11].

CTaTUCTNYECKYHO 06paboTKy pe3ynbTaToB OCYLLECTBAAAN C MO-
MOLLbIO MapaMeTpUyecknX U HenapameTpryecKuxX MeToAoB CTaTu-
CTUYECKOro aHasms3a — MapHoro Kputepus CTbiOfeHTa, MapHoro
KpuTepus BUKOKCOHa, KpuTepus MaHHa—YWTHW, KOPPensumnoH-
Horo aHanmsa (Metog CnvpmeHa) Ha IBM-coBMecTMMOM KOM-
nblOTEPE C MCMOMb30BaHMeM nporpaMmbl Systat for Windows 5,0.
Pe3ynbTaTbl MpeAcTaBneHbl Kak cpefHee *+ cTaHZapTHasa owmbka
meToga (SEM).

Pe3ynbTaTbl N UX 06BCYXaeHMe

CpefHuin  Bo3pacT  06CNefoBaHHbIX — COCTaBW/
11,87 + 0,35 roga. BapuaHTbl KapuoTunos Yy o6cne-
[0BaHHbIX aeBoyvek ¢ CLUT npwsegeHbl B Tabn. 1.

Takum 00pa3oM, B POCCUIACKOM MONynaumn fae-
Tel ¢ CLUT kapuotun 45, X onpegenann y 69% pe-
Tell; pasnMyHble BapuaHTbl MO3aM4HOr0 KapuoTuna,
CBsi3aHHble ¢ X-XpoMocomoi (45, X/46, XX; 45, X/
46, X(r)x) — y 16%; pasnuuHble BapuaHTbl CTPYKTYp-
HbIX HapyLUeHUA X-XpOMOCOMbl — M30XpOMOcOMa X
(46, Xi(q)), peneumm X xpomocombl — y 10%; mo3a-
NYHble BapviaHTbl KapuoTuna, CBA3aHHble C Y-Xpo-
mocomoi (45, X/46, XY) — y 5%. PacnpegeneHue
4aCTOTbl Pa3/IMYHbLIX BWAOB KapuoTuna (Hambonee
yacTo BCTpevatowmiics 45, X; 3atem MO3aunLu3Mm,
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Tabnuuya 2

lMokasaTenn pocTa POAMUTENeA W OXMAAEMOro pocTa Yy [AeBoYeK
c ClT
CpepgHee + SEM

MokasaTenb Yuncno o6cnesoBaHHbIX

Poct marepu, cm 47 161,3 £ 0,8
(145,0 — 169,3)

PocT oTua, cm 46 1742 £ 1,0
(160,0 — 188,0)

OXunaemblii pocT, CM 46 161,0 £ 0,8

(1485 — 169,5)

MpumeyaHme. 3paech 1 B Tabn. 3—5 B CKOGKaxX — Npefenbi
KonebaHwui.

CBSA3aHHbIV C X-XPOMOCOMOW, U Ha 3-M MecTe Bapu-
aHTbl C M30XPOMOCOMOI X) He OTAMYaNoch OT AaH-
HbIX APYrux wuccnegoBaHuin [9].  HesHauuTenbHoe
yBe/IMYEHMe YacToTbl KapuoTtuna 45, X (69%), onpe-
JenseMoe B HacTosillein paboTe, MO CPaBHEHUIO C
[aHHbIMM 3apY6eXHbIX aBTOPOB, MPUMEHSBLUUX Me-
TOJ, XPOMOCOMHOI0O "30HAMPOBAHUA" W MOKa3aBLUKX,
YTO YacToTa Kapuotmna 45, X He JO/MKHa NpeBbIlaTh
50—60% [8], cBsizaHO C MCMOMb30BaHWEM CTaHAApT-
HOro Metofa onpegeneHus kapuotuna (C-okpaLuu-
BaHWe), He NO3BOJAIOWEro B OOMbLUMHCTBE Crly4aeB
OnpefennTb  CTPYKTYpHble  HapyLleHus  X-XpoMmo-
COMBbI.

AHasm3 pocta u (PU3NYECKOro pasBuUTUA OCHOBbI-
BaeTCH Ha M3YYeHUW HaCcNefCTBEHHbIX (DaKTOpoB, OM-
pefensoLxX BO3MOXHOCTM POCTa; BVUAHUA Kapwo-
TUMA Ha MoKasaTe/n pocTa U (PU3NYECKOrO PasBmUTUA
B Npe- U MOCTHaTa/lbHOM MNepuojax; 0cobeHHOCTel
pocta ¥ pasBUTUS BO BHYTPUYTPOGHOM MEpUOsE;
0COGEHHOCTe pocTa M pasBUTMS B NOCTHATa/IbHOM
nepuoge.

MMoka3aTesM OXMAAEMOro pocta fJeTeid M pocTa
poauTeneii (Tabn. 2) COOTBETCTBOBa/M HOPMaTVBaM
AN 300POBbIX NtOfEN B pOCCUIACKOM nonynsummn [2].
MonyyeHHble JaHHble [0Ka3blBatOT OTCYTCTBME OTH-
FOLLEHHOM HacnefCcTBEHHOCTU MO HM3KOPOC/OCTW B
rpynne obcnefoBaHHbIX WL

Hannune CLUT npensTcTBOBasIO MOJHOW peasni-
3aLMN POCTOBbIX BO3MOXHOCTER, U MnokasaTens MKP
coctaBun 1459 + 7,37 cM. 3TN [JaHHble He OT/nYa-
NICb OT roKa3aTefieil KOHeYyHOro pocTta, Mosy4yeH-
HbIX MO JaHHbIM WCCNef0BaHWUA €BPOMEenCKoin nony-
naumn (146,9 + 7,16 cm). OTCYTCTBME AOCTOBEPHbIX
OT/IMYNA  CMOHTAHHOrO pocTa B 06CNeA0BaHHOM
rpynne OT aHa/OrMYHbIX MoKasartenieid B 6onee mac-
WTabHbIX 3apy6eXHbIX MCCNefoBaHUAX MNO3BONSET
PEKOMEHA0BaTb MCMO/b30BaHWe EeBPOMENCKUX CTaH-
AapToB [6, 8] AnA OLEHKM pocTa U 3PPEKTUBHOCTU
pocTCTUMYnupytoLein Tepanun y aeten ¢ CLUT B
pOCCUIACKON monynsumn. AGCONOTHbIE U OTHOCU-
TenbHble (MpeAcTasfieHHble B BUAe 57)5) nokasartenu
(PM3NYECKOro pasBUTUA MPU POXKAEHUN MNpeLCcTasre-
Hbl B Tabn. 3.

MokasaTenn LMHbI U MacChl Tefa Npu pPoXXaeHum
B C/lyyae [OHOLLEHHON 6GepemMeHHOCTW MpeAcTaBie-
Hbl B BUAe rpaduka (puc. 1, a u 06).

Y BCex goHOLeHHbIX aeBoyvek ¢ CLUT BbIsSB/IEHO
YMepeHHOe CHUXKEHME OJIMHbI U Macchl Tena npu po-
XOEHUM  He3aBMCMMO OT BapuaHTOB  KapuoTtuna
(-0,95 £0,11 57)5). OnvHa Tena (49,32 + 0,28 u
48,61 + 0,56 cm; p = 0,48) u macca Tena (2,96 + 0,06
n 2,63 £0,13 kr; p = 0,07) Npy PoOXAEHUM B Cly4ae
4ncTOM X-MOHOCOMMM [OCTOBEPHO HEe OT/IMYaINCh
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Ta6nuuya 3
[nnHa n macca Tena npy poxxaeHun B rpynne geBouvek ¢ CLUT
CpegHee + SEM

MokasaTens Yucno obcneaoBaHHbIX

[AnvHa Tena, cml 56 49,0 £ 0,9
(43,0 — 54,0)
Macca Tena, Kr 61 29 +01
(1,7 — 3,85)
52)5 pvHbl Tena? 46 -0,95 +0,11
(-2,24 — 1,09)
52)5 maccbl Tena2 51 -1,15 + 0,13
(-3,38 — 1,56)

1Yncno 60MbHbIX pasnyaeTcs B CBA3W C OTCYTCTBMEM [aHHbIX.
2Mokasatenn 52)5 anMHbl 1 Macchbl Tefla yKasaHbl B C/lyyae [o-
HOLLIEHHOWN 6epemMeHHOCTM.

OT aHaNorMYHbIX MokasaTenield Npu MO3aMyHOM Ka-
puoTune. TaknuM 06pa3oM, CHVDKEHWE pocTa Y [eTeit
¢ CLUT HauvHaeT pa3BmBaTbCA BO BHYTPUYTPOOHOM
nepuoje HesaBMCMMO OT BapuaHTa Kapuotuna. Mol
He MOony4MIn [OCTOBEPHON KOPpensuun mexgy no-
KasatefiaMy A4/IMHbI 1 Macchbl Tena npu poXaeHun u
poctom Matepu (r= 0,09 u r= 0,25 COOTBETCTBEH-
HO). [lnnHa Tena Npyu POXKAEHUN TakXe He KOoppenu-
poBana ¢ poctom otua (r = —0,33). OTcyTCTBME KOP-
PenAunmn Mexay poCcTOM poauTeneld W AJIMHOA Tena
MpY POXKAEHUW MOKa3blBAET, YTO B/IUSAHWE MaTEpPUH-
CKMX 1 OTLIOBCKMX (hakTOpoB Ha pocTt npu CLUT oT-
NINYaeTcs OT TaKoBOTO B HOPMaSbHOM NOMYNALMK,
YTO MOXET OblTb 06YCM0BNEHO OTCYTCTBMEM MNapHOM
X-XpOMOCOMbI. [10N0XUTENbHAA KOPPEeNaunus mexay
POCTOM MaTtepy ¥ MoKasaTenamu A4/IMHbl Tefia 1 Mac-
Cbl pebeHKa Npy poXKAeHWW, XapakTepHas [/i1a 340p0-
BbIX feTell [13] M GOMbHLIX C MAMONATUYECKOW He-
[LOCTAaTOYHOCTLI0 FOPMOHa pocTa [4], He NoATBepXae-
Ha ana CLUT. Takum 06pasom, MOXHO Mpearnoso-
XWTb, YTO BHYTPUYTPOOHAsA 3aflepXKa pocTa, Ha-
6nogaemas y geteii ¢ CLUT, moxeT 6biTb 06ycnoBse-
Ha He TONbKO TeHETMYECKOW NaTosnorvein nnoga, Ho
HapyLUEeHVAMMN Pas/INYHbIX MATEPUHCKUX (B TOM yumc-

Puc. 1. Mokasatenn gnvHbl Tena () 1 macchl Tena (6) Npu poxae-
HWM B CNy4ae AOHOLLUEHHONM 6epeMeHHOCTY Y AeBouek ¢ CLUT.
Mo ocsiv opavHat: @ — avHa Tena (B cm), 6 — macca Tena (B Kr); no ocsam abeumce —

recTalVoHHbI BO3pacT (B Hep).
3/eCb U Ha puC. 2: TPEYTOSIbHUK — MO3aNYHbIA KapuoTUM; NPSMOYrO/IbHUK — KapuoTun
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Puc. 2. CnoHTaHHbIN pocT y aeBoyek ¢ CLLIT B 3aBMCMMOCTM OT BapuMaHTOB KapuoTumna.

Mo ocu opguHaT — pocT (B cM); No ocu abeuyce — BO3pacT (B rogax).

ne nnaueHTapHbIX) (hakTopoB (M3 Hambonee M3BeCT-
HbIX CNefyeT OTMETWUTb TeHETUYECKYH HemnosIHOLEH-
HOCTb NJaueHTbl [5]).

BnunsHne kapnoTmna Ha MNOCTHaTa/lbHbIA POCT Mpw
CLWUT npeacTasneHo Ha puc. 2. [aHHble NpuBefeHbl
B CpaBHEHMW C HOpMamMu pocTa AnA 340POBbIX [e-
Boyek, Aesoyek ¢ CLUT, a Takke B 3aBUCUMOCTU OT
BapuaHTOB KapuoTuna (45, X nan mosavumusm). Pas-
NNYHble BapuaHTbl KapuoTuna (45, X uam mo3au-
LM3M) He OKasblBaJin CYLLECTBEHHOrO B/UAHMA Ha
nokasaTenu CMOHTAHHOro pocta y peten ¢ CLUT
(p = 0,8). AHa/IOTMYHOE MHEHMe BbICKA3bIBAtOT MHO-
rve asTopbl [7, 9]. C Apyroil CTOPOHbI, CYLUIECTBYHOT
COOOLLEHMS, MoATBEPXKaaoLe 60/ee BbICOKMIA KO-
HeYHbIN pocT y aeTtert ¢ CLUT npu geneuusx KopoT-
KOro Wan O/IMHHOMO neda X-XpoMocombl (46, XXAl;

46, XXp- 1 0CO6eHHO Npu Kapuotune 46,XXa>) [14].
Mopo6Hble BMAbl KapuoTuna B 06CefA0BaHHON rpyn-
ne BcTpeyanuch y 6 fgesoyek ¢ CLUT. B 3 cnyuasx
(kapuotun 45, X/46, Xlu (n =2) un 46, XXeéel
(u2.21 (n = 1) Mbl BbISBUIM CamMble BbICOKME B
rpynne nokasarenu MKP (160,9—163,5 cm); B oOcC-
Ta/lbHbIX Cnyyasax (N = 3) Haauyme W30XPOMOCOMbI
(Xgl) conpoBOXAanocb Pa3BUTWEM CMOHTaHHOro ny-
beptata W 6ofiee  HU3KMMU  3HaveHmsimu  TTKP
(133,4—152,7 cm). B cBA3M € MasIOUUCNEHHOCTbLIO
rpynnbl U OTCYTCTBMEM [AaHHbLIX 0 KOHEYHOM AOCTUT-
HYTOM pOCTe Mbl He MNPOBOAWAW 6Gonee AeTa/lbHOro
aHa/M3a 3TUX MHTEePeCHbIX (haKToB.

dusnKanbHbIi  OCMOTP  06CNeA0BaHHbIX 0O6LLEl
rpynnel (n = 61) BbigBUA pgocTtoBepHoe (r= —0,647;
p < 0,01) cHwkeHWe pocTa MO OTHOWEHU K XB

Puc. 3. OcobeHHocTu pocTa (¢ 1)5 pocTa) y geteii ¢ CLUT B 3aBucumoctun ot XB.
a— o6was rpynna (n = 61); 6 — noarpynnsl ¢ XB < 9 net n XB > 9 net. Mo ocam opauHat — 3WS pocTa; no ocsim abeumce — XB (B

rogax).
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Tabn nya 4
PocT v msmyeckoe passutue y geBouvek ¢ CLUT
Uncno o6cnefoBaHHbIX

Moka3aresnb CpepHee + SEM

XB, rogpbl 61 11,87 + 0,35
(5,7 — 17,4)

KB, rogpbll 58 9,91 + 0,30
(3,0 — 125)

SDS pocra? 61 -3,20 £ 0,13
(-6,32 — 1,04)

SDS pocra3 61 -0,37 £ 0,12
(-3,58 — 1,82)

SDS UMT 61 0,08 + 0,15
(-2,38 — 3,46)

'Uncno 6oMbHbIX pa3MYaeTcst B CBA3UN C OTCYTCTBMEM [aHHbIX.
2PaccunTaH C MOMOLLbIO HOPMATMBOB A1 3[0POBbIX AEBOYEK

H
3PaccunTtaH C MCMoOMb30BaHMEM HOPMATUMBOB pocTa Ana [Je-
Boyek ¢ CLUT [8].

(puc. 3, a). ViccneposaHve MeTOLOM “MOMEPeYHOro
cpe3a" MoKasasio, YTO CHMDKEHME pocTa y [JeTei ¢
CLUT HauMHaeT O6bICTPO nporpeccuposaTts Mnochne
9-netHero Bospacta (r = —0,449; p < 0,01; puc. 3, 6).
OCHOBHble  K/MHWYECKME  [aHHble,  XapakTepu-
3ylolMe poCT W (PM3MYECKOe pa3BUTME Y [EeBOYEK C
CLUT, npeactasneHbl B Tabn. 4.

[JanbHellwee un3yyeHne 0COGEHHOCTEN pocTa B
rpynne pesoyek ¢ CLUT nokasano nporpeccu-
pYtOLLEee CHVDKEHWe pocTa Mo OTHOLWeHu K XB. Y
Jesoyek ¢ CLUT mnagwe 9 net 3ajepxka pocrta co-
cTasnana —2,46 + 0,19 YJ1Y. CHuxeHune pocTa CTa-
HOBW/OCb Hanbo/ee BbIPpaKEHHbLIM B Ny6epTaTHOM
nepwoge (—3,36 + 0,20 57)5). AHasornyHas gnHamm-
Ka pocTa nosydveHa B 3apy6eXHbIX WCCNef0BaHNUAX
npyv AuHammuyecknx ("NpojosnbHbIX™) U CTATUYHbBIX
(MeTof "nonepeuyHoro cpesa” wuccnefosaHusx [6, 8,
9]. OnpefeneHHoe oOrpaHWYyeHWe BO BPeEMEHU U
BCNefCTBMe 3TOr0 MCMosb30BaHWe CTaTUYyHOro MeETo-
[la He MO3BO/N/IO HaMm NOATBEPAMTL WX OMpoBepr-
HYTb Ha/MuMe He3HaYUTE/IbHOr0 YCKOPEHMsi PoCTa,
BbISIB/IIEMOr0 APYrMMW WUCCNeaoBaTeNisaMm Yy AeTei ¢
CLUT B Bo3spacte 9—12 net [8]. CoBnafeHWe 3Toro
nepuoga ¢ (hpeHOMEHOM afpeHapxe W MybepTaTHbIM
CKa4YKOM pocTa, HabnojaemMbiM Yy 3[40POBbIX Ae-

BOYEK, He WCK/IOYAEeT OMPefesieHHOro B/INAHUA 3H-
[lOTeHHbIX MOMI0BbLIX CTEpouaoB (HaAMOYeYHUKOBOIO
N, BO3MOXHO, SWYHWKOBOIO MPOUCXOXIEHUS) Ha
TeMMbl CMOHTAHHOrO pocTa y aetein ¢ CLUT.

3amecTuTenbHas Tepanusi AWMrMapoCcTUIb63CTPO-
JIOM BbI3blBasia LOCTOBEPHOE yBennyeHne 57)5 pocTa,
onpegensemoro no Hopmartusam gna CLUT, conpo-
BOX/[aBLUEECA HEKOTOPbIM CHVXKeHneM 57)5 pocTa
ana KB. OcHOBHble MoKasaTenu, XapakTepuayroLine
POCT U CO3peBaHue CKeneta npu 3aMecTUTe/IbHOW Te-
panuu  AUTMOPOCTUILO3CTPONOM,  MPUBELEHbI B
Tabn. 5.

MMonyyeHHble JaHHble MOKa3blBAKOT, YTO TEMIbI
CO3peBaHusi CKefleTa npu NnogobHOM pexume 3amec-
TUTENIbHOW Tepanun 3CTPOreHaMun OrepeX<atoT TeMm-
Mbl poCTa. ATO HACTOPAXKMBAET, TaK KaK MOXET Mnpu-
BECTU K CHWDKEHUIO KOHEYHOro pocra. HasHaueHwue
HU3KNX 03 3CTPOreHOB A1 KOPPEeKLMN pocTa y fe-
Ten ¢ CLUT npuBrekaeT CBOeW NaTOreHeTMYeCcKou
Hanpas/fIEHHOCTbIO, [0Ka3aHHbIM  CTUMY/VPYHOLWUM
POCT B/MSHMEM 3CTPOrEHOB M MeHblUell CTOMMO-
CTblO Tepanun Mo CPaBHEHWIO C JIeYeHWEM TOpMO-
HoM pocTa. CHmxeHune 57)5 pocTta gna KB nog geni-
CTBMEM AUIMAPOCTUNLOACTPOIA MO3BONSET PEKOMEH-
[foBatb HasHayeHue actporeHos npu CLUT TonbKOo €
LeNbl0  3aMeCTUTe/IbHO  Tepanuu  TUNoroHagn3Ma,
HauyvHas ¢ HU3KUX 003 (COOTBETCTBYHOLLMX f03e EE2
0,1 MKr/kr maccbl Tena B cyT). Takum 06pasom, pe-
3ynbTaTbl HACTOALLEA PaboTbl MO3BOMAKT PEKOMEH-
[0BaTb 2 OCHOBHbIX HamnpaB/ieHUsi TepaneBTUYeCKON
TaKTUKM MNPU Ha3HaYeHWW 3aMecTUTEeIbHON Tepanuu
acTporeHamu y fesouvek ¢ CLUT. 1-e — HasHayeHue
3aMeCTUTe/IbHOM Tepanuu 3cTporeHamm B 60nee
Mo3AHWe CPOKW B Mpeaenax Pr3noNornyHbIX HopM. B
3TOM C/nyyae Ha3HayeHWe 3CTPOreHOB MpeanoyTu-
TeflbHee coYeTaTb C MpefBapuTeNbHbIM - NleYeHreM
rOPMOHOM  POCTa, BbI3bIBAKOWNUM  HOPMAIM3ALUIO
TEMMOB (PU3NYECKOro passuTus y gesouvek ¢ CLUT B
nepuofe fAeTcTea M [alOWMM BO3MOXHOCTb HayaTb
3aMeCcTUTENIbHYH Tepanui  3cTporeHamu B 60nee
CTapLUem BO3pacTe. 2-e Harpae/fieHWe 3aK10YaeTcs B
6onee OCTOPOXXHOM OTHOLUEHWMM K 3aMeCTUTeNbHOW
Tepanuu 3CTporeHamMu U UCMOMb30BAHUN MasbIX [03
3CTPOreHoB A1 3aMEeCTUTENbHON Tepanun y LeBoYeK
¢ CLUT npn Hannumm OTKPbITbIX 30H pocTa. B gaH-
HOM C/lyyae HasHayeHve MasibIX 03 3CTPOreHoB Mo-

Ta6bnuuya 5

BnusiHWe Tepanuu AUr1ApocTUL63CTPOIOM Ha MoKasaTen pocTa U cospeBaHus ckeneta y geteii ¢ CLUT (cpeaHee = SEM)

Mokazatenu o

Ymncno 06¢ef0BaHHbIX nedenns

Moka3zartenb

XB, rogpl 23 13,58 £ 0,21
(12,12 — 15,74)

KB, rogbi2 8 11,38 + 0,35

(9,0 — 12,0)

57)5 pocTta3 23 -3,17 £ 0,28
(-5,44 — 0,56)

57)5 pocTad 23 0,60 = 0,14
(-0,63 — 1,72)

57)5 pocta 8 -1,43 £ 0,23
ons KB (-2,54 — 0,6)

MokasaTenm Ha (oHe

JocToBepHOCTbL pasnmqmﬁ Mexay nokasatenamu

neyeHns [10 N Ha (oHe neyeHus!

14554 + 0,23 -
(12,57 — 1598)
12,88 + 0,51
(11,5 — 16,0)
-3,10 + 0,29
(-4,56 — 0,92)
0,80 + 0,15
(-0,85 — 1,86)
-1,80 + 0,34
(-3,07 - 0,3)

'[l0CTOBEPHOCTb pasnynii ONpesensnn ¢ NOMOLLLI MapHOro r-kputepusi CTbrOfeHTa.

24ncno 60MbHBLIX Pa3NIMYaeTCs B CBA3W C OTCYTCTBMEM [aHHbIX.

3PaccunTaH ¢ NMOMOLLbHO HOPMATMBOB /151 3L0POBbIX AeBoYeK [11].

4 PaccunTaH C MCNOMb30BaHVEM HOPMAaTUBOB pocTa Ana Aesoyvek ¢ CLUT [6].
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3BOIUT CHU3WUTb HEraTUBHOE B/MAHME HA MPOrHO3
KOHe4yHoro pocta y getein ¢ CLUT. Mpwu nog6ope MH-
OMBUAYaNbHOM [,03bl 3aMECTUTENbHOW Tepanumn 3CT-
poreHamu y gesouvek ¢ CLUT Heobxogumo, 4TOGbI
TEMMbl CO3peBaHVs CKeneTa He Ornepexaiv Temmbl
poCTa, B CBA3M C YeM CnedyeT NMPOBOAUTL AMHAMMYe-
ckoe onpeneneHne 57)5 pocta ang XB BMeCTo ¢ 57)5
pocta ana KB.

BbiBoAbl

1. B poccuiickoii nonynaumm feteid ¢ CLUT Ka-
puotun 45, X BbisBNAeTCA y 69% [feTeid; pasnnyHble
BapuvaHTbl MO3av4yHOro KapuoTuna, CBA3aHHble C X-
Xpomocomoin (45, X/46, XX; 45, X/46, X(r)x — y
16%; pas3nMyHble BapuaHTbl CTPYKTYPHbIX HapylLue-
HWin X-Xxpomocombl (nM3oxpomocoma X (46, XLUw));
feneunn X xpomocombl) — y 10%; Mo3anyHble Bapu-
aHTbl KapuoTuna, CBsA3aHHble C Y-XPOMOCOMOW (45,
X/46, XY) —y 5%.

2. Huskue Temnbl pocTta y feteir ¢ CLUT BbisiB-
NAKOTCA Ha BCeX 3Tanax pasBuUTUA, BK/KOYas MpeHa-
TalbHoe. CHWXeHue pocta (—0,95 £0,11 57)5) on-
pefienifaeTca yXXe npu PoXAEHWM W MPOrpeccupyet c
BO3pacToM (MeToZL '‘norepeyHoro cpesa™). Y LeBoYeK
¢ CLUT mnagwe 9 neT 3afep>kka pocta COCTasfsfeT
-2,46 + 0,19 57)5. CHwmXeHMe pocTa CTaHOBUTCH
Hanbonee BbIpaXKEeHHbIM B MNy6epTaTHOM Mepuoje
(-3,36 = 0,20 57)5).

3. Mokasatenun pocta feteit ¢ CLUT B poccuiickoit
nonynsumMn He OT/IMYAIOTCA OT €BPOMENCKMX CTaH-
[apToB pocTa A9 AeTeil ¢ 3TUM cuHapomom. Cre-
MeHb 3aflePXXKN pocTa He 3aBMCUT OT BapuaHTa Ka-
puotuna (45, X wanM pasfvyHble BapuaHTbl Mo3au-
Lm3ma).

4, OTCyTCTBME Pa3NYMin MeXay AaHHbIMW CrOH-
TaHHOro pocTa B poccuiicko rpynne geteid ¢ CLUT u
€BPOMeNCKUMM HOpMamm pocTa Anst LeTeil ¢ 3TUM
CVHAPOMOM O03BOMAET UCNOMb30BaTh €BPOMencKmne
HOpPMbI NpK pacyeTe nokasaTtens 57)5 pocta, He0bXo-
AvMoro An1s 6os1ee TOYHOW OLEHKM OTCTaBaHUA pocTa
1 3P(PEKTUBHOCTN Pa3/INYHbIX BULOB Tepanuu, CTU-
MynupytoLlein poct y geteli ¢ CLUT B poccuitckoi
nonynAaumm.

5. Mpw nog6ope UHAMBMAYANIbHON [03bl 3aMecTy-
TeNbHOM Tepanuu acTporeHamu y gesoyek ¢ CLUT
HEobX0AMMO, 4TOObl TEMMbI CO3PEBaHUS CKeneTa He
onepeXkann TeMMbl POCTa, B CBA3N C YeM CheayeTt
NPOBOAUTL AMHAMMYeCKoe orpefenieHne 57)5 pocTa
ana XB Bmecte ¢ 57)5 pocta ang KB. Wcnonb3osa-
HVe Ma/lbIX 03 3CTPOreHOB, CHUDKAKOLLEe HeraTmBHOe
B/ISIHVE HA MPOrHO3 KOHEYHOro poCTa, CneayeT cyu-
TaTb Havbosiee NPeANOYTUTENIbHBIM AJ1 3aMECTUTESb-
HoOV Tepanun y gesoyek ¢ CLUT.

JINMTEPATYPA

1. FopmoHoTepanusa / Mog pea. X. Wambaxa, . KHanne, B.
Kapona. — M., 1988.

2. MasypuH A. B., BopoHuoB M. M. MponeaeBTrKa AeTCKnx 60-
nesHein. — M., 1985.

3. HapyuweHune nonosoro passutus / XXykosckuii M. A., Jlebe-
neB H. b., CemnueBa T. B. n gp. — M., 1989.

4. Albertsson-Wikland K., Wilton P., Ranke M. B. // Progress in
Growth Hormone Therapy — 5 Years of KIGS / Eds M. B.
Ranke, R. Gunnarsson. — Mannheim, 1994. — P. 77—87.

5. Hall J. S. // Turner Syndrome: Growth Promoting Therapies /
Eds M. B. Ranke, R. G. Rosenfield. — Amsterdam, 1991. —
P. 9-13.

6. Lyon A. J., Preece M. A., Grant D. B. 11 Arch. Dis. Child. —
1985. — Vol. 60. — P. 932-935.

7. Naeraa R. W., Eiken M., Legarth E. G. // Turner Syndrome:
Growth Promoting Therapies / Eds M. B. Ranke, R. G.
Rosenfield. — Ansterdam, 1991. — P. 113—116/

8. Ranke M. B., Pfluger H., Rosendahl W. // Eur. J. Pediatr. —
1983. — Vol. 141 — P. 81-88.

9. Ranke M. B. // Progress in Growth Hormone Therapy — 5
Years of KIGS / Eds M. B. Ranke, R. Gunnarsson. — Man-
nheim, 1994. — P. 190-205.

10. Rolland-Cachera M. F., Sempe M., Guilloud-Battaille M. // J.
clin. Nutr. — 1982. — Vol. 36. — P. 178-184.

11. Tanner J. M., Whitehouse R. H., Takaishi M. // Arch. Dis.
Child. — 1966. — Vol. 41. — P. 454-471.

12. Vanderschueren-Lodeweyckx M., Massa G., Maes M. et al. // J.
clin. Endocrinol. Metab. — 1990. — Vol. 70. — P. 122-126.
13. Walli R., Stetter T., Largo R. H. et al. // Helv. paediatr. Acta.

— 1980. — Vol. 35. — P. 397-418.

14. Willson J. D., Foster D. W. Williams Textbook of Endocrinolo-

gy. 8-th Ed. — Philadelphia, . — P. 766; 892; 894—895.

Moctynuna 17.11.95

Ye.B. Koledova, T.V. Semicheva, A.N. Tyulpakov, I.S. Yarovaya,
V.A. Peterkova — THE SHERESHEVSKY-TURNER SYN-
DROME: SPONTANEOUS GROWTH AND GROWTH-PRO-
MOTING EFFECTS OF ESTROGEN REPLACEMENT THER-
APY

Summary. Short stature and ovarian failure are typical fea-
tures of Turner's syndrome (TS). Although growth in TS has been
intensively studied, few data are available concerning the influence
of different karyotypes and estrogen replacement therapy on the
growth of TS patients. This paper presents the first results of study-
ing the growth of TS patients in Russia. Sixty-one girls aged 5 to 17
with TS were examined. Auxological data included parental height
(Ht), target Ht, predicted Ht (1), spontaneous Ht, Ht SDS (Tan-
ner), Ht SDS TS (1), birth length, birth length SDS, and Ht SDS
for BA before and after estrogen therapy. The diagnosis of TS was
confirmed by identification of the karyotype from peripheral leuko-
cytes. 45,X karyotype was detected in 69%, different types of mosa-
icism including X chromosome (45,X/46,XX; 45,X/46,X(r)x) in
16%, 46,Xi(q) and deletions of X chromosome in 10%; Y chromo-
some mosaicism (45,X/46,XY) in 5%. Estrogen replacement (didy-
drostilbestrol orally in a daily dose of 1.0 mg) was started at
BA>11.0 years if no signs of spontaneous puberty were observed.
The mean duration of estrogen therapy was 0.96+0.15 years. A
moderate growth delay was seen at birth (0.9510.11 Ht SDS).
There was no correlation between birth length and parental height
(r=0.09 for maternal and r=-0.33 for parental height, respectively).
The degree of postnatal growth retardation negatively correlated
with CA (r=-0.647; p<0.01). Short stature was particularly evident
at CA>9.0 yrs (-2.4610.19 Ht SDS and -3.36+0.20 Ht SDS,
CA<9.0 yrs vs. CA>9.0 yrs, respectively). The karyotype (45,X or
mosaicism) did not influence growth retardation either at birth
(49.3210.28 cm vs. 48.6110.56 cm; p=0.48) or in the postnatal life
(p=0.8). Estrogen appreciably accelerated the growth (0.6010.14
and 0.8010.15 Ht SDS TS, before vs. after estrogen, p=0.006), fol-
lowed by a decrease of SDS for BA (-1.4310.23 vs. -1.8010.34,
p=0.2). Hence, spontaneous growth in Turner girls in Russia does
not appreciably differ from European standards. Short stature pro-
gressed with age irrespective of the karyotype (45,X or mosaicism).
Low estrogen doses, minimizing the unfavorable effects on BA mat-
uration, are more appropriate for replacement therapy in TS.
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