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Pe3slome

AHanus pesynbtaToB obcnepoBaHMa U nedyeHMa 39 MaUMEHTOB CO CTBOJIOBOM M MOLUOHOYHOW runocnagueit No3BOAUA BbiABUTb
0COBEHHOCTM TeyeHua nybepTaTa, HapyleHne GYHKLMM KNeToK CepTonun. YCTaHOB/IEHO, YTO NapamMeTpbl MHTPATECTUKYIAPHOTO KPOBOTOKA
roHaz, 1 o6bem npeacTaTesibHOM XKenesbl UMEHT CUIbHYHO KOPPENSLMOHHYO B3aMMOCBA3b ¢ NoKasaTensmu OCI v nHrnbuHa b n otpaxkator
dYHKUMOHaNbHOE COCTOHME PENPOAYKTUBHOM CUCTEMDI

KntoueBble cnoBa: runocnagms, roHagbl, nybeprart

BeepeHue

dopmunpoBaHMe NONOBOIO YNEHa U ypeTpbl HauMHaeTca Ha 8 Heaesle recTalMOHHOrO Nepuoaa noj AencTBMeM TECTOCTEPOHA U ero
aKTMBHOro MeTabonuTa AUrMAPOTECTOCTEPOHA. BpPOXKAEHHbIM MOPOK Pa3BUTUA, XapaKTepW3YHOLWMIACA OTCYTCTBMEM AMCTaNbHOW 4acTu
ypeTpbl, onpefeseH Kak runocnagua. Yactota runocnagum cpesim HOBOPOXKAEHHbIX Manbunkos coctasnset 0,5% [1]. BoiaenstoT
ANCTanbHble (r010BYATYIO, KOPOHAPHYIO), CPEAHIOID (CTBONOBYIO) M NMPOKCMMAa/bHblE (MOLLOHOYHYO, MPOMEKHOCTHYI) GopMbl AUCTONUN
meatyca [2]. CornacHo KoHceHcycy ESPA 2006 roga M30nMpoBaHHas MPOKCMMAasibHAsA TMMNOCNAAMs, a TaKKe COYeTaHWe runocnaguu c
APYrMMM aHOMANIMAMM CTPOEHMA HAPYKHbIX NONOBbIX OPraHOB OTHOCATCA K HapyweHnam GopmMMpoBaHUA Nnona. Takne naumeHTbl TpebytoT
CneLmannsMpoBaHHOro 0b6cnenoBaHUA, HanpPaBAEHHOTO Ha MONEKYNAPHYIO BepubUKaALMIO AMaArHosa, onpegeneHne ¢GyHKULMOHANbHOMO
noTeHLuMana penpoayKTUBHOM CUCTEMbI, OLLEHKY NOJIOBOrO CO3PEBaHUA, COCTaBIeHNe NPOrHo3a depTuabHocTy [3].

NutepaTtypHble AaHHble 06 3TMONOrMM rMNocnaaum nNpoTusopeunsbl. B paboTax IA Aaronson et al., 1997, J1Ib MeHoswwukosom, 2010
HapylleHne BUOCUHTE3a TecToCTepoHa HalgeHo y 36 - 40% ManbyMKOB C WM30/IMPOBAHHOW MPOKCMManbHOM runocnagueli [4, 5].
UccneposaHua A Feyaerts, 2002, NH Holmes, 2004, ocHOBaHHble Ha MOMEKYNAPHO-TEHETUUYECKOW ANArHOCTMKE, HaNpoTMB, A0Ka3biBalOT
oTcyTCTBME PepMeHTaTUBHbIX AedeKToB y 0bcneaoBaHHbIX UMK naumneHToB [6, 7].CornacHo gaHHbim RI Silver, DW Russel, 1999; S Elzanaty,
2006 reHeTuyeckuit nonmmopdusm reHa 5a-peayktasbl || Tuna (SRD5A2) onpegenser KOHUEHTpaumio MeTaboanToB TectocTepoHa M
ABAAETCA 3HAaYMMbIM B naToreHese runocnaaum [8, 9]. Fukami M, 2008 naeHTMdUumnposan myTtaunto reHa CXorfé (Xq28), y naumeHToB ¢
MN30/IMPOBAHHOM NEHOCKPOTaNbHOM rMnocnagueit. dKcnepemeHTabHbIMM UCCNef0BaHUAMM BbII0 NOKa3aHo, YTO reH 3KCnpeccupyeTcs B
deTanbHbIX KneTkax Jleramra u Ceptonn. HapyweHue akcnpeccun reHa CXorf6 B KpuTuueckne nepuoabl ambpuoreHesa npenatcTsyeT
npoaykumm TectoctepoHa [10, 11]. MoMMMO reHeTUYeCKUX NPUYMH, CYLLECTBYIOT sATeporeHHble ¢akTopbl. MporectepoH fABAAeTca
KOHKYPUpPYIOLWMM  MHIMBUTOpom  5-anbda  peayKTasbl, HapywaeT 6OMOCMHTE3  AWFMAPOTECTOCTEPOHA.  JKCTpPaKoprnopasbHoe
ONNI0A0TBOPEHME WU NPUEM MATEPLIO FOPMOHA/IbHbLIX MPENapaToB BO BpeMsa 6epemMeHHOCTU YBEeNNYMBAIOT PUCK Pa3BUTUA rMnocnaaum
[12]. Takum obpasom, HecMOTpPA Ha MHOroobpasume 3TMONOrnYecKUX GaKTOPOB, EAMHCTBEHHbIM NAaTOreHeTUYECKUM MEXaHU3MOM ABNAETCA
HapyLleHune NPoayKLUMM 160 AeNCTBUA aKTUBHbIX aHAPOreHOB.

OpHoBpeMeHHO ¢ 3Tum, aBTopbl MH. Hsieh, A Hollander et al.,, 2010 o0603HauuMnuM npobnemy WHPEPTUNABHOCTM MALUEHTOB C
runocnaguei. Tonbko 23% ManbuMKOB, ONEPUPOBAHHbIX MO NOBOAY NEHOCKPOTANbHON M MPOMEKHOCTHOM GOPM, COXPAHAIOT CMOCOBHOCTbL
K penpoaykuum [13]. B cBA3M € 3TMM, 0COBYI0 aKTyaNbHOCTb NpUobpeTaeT U3yyeHne CTaHOBNEHUA U Pa3BUTUA PENPOAYKTUBHOWM CUCTEMDI.
OaHako paboT, XapaKTepusylolMxX TeyeHUe MOJ0BOro CO3PeBaHMA MALMEHTOB C runocnagven, Hamm He obHapy)KeHo. OueHka
penpoayKTMBHOM GYHKLMM TPAAULMOHHO NPOBOAMTCA HA OCHOBAHUM AaHHbIX cnepmorpammbl. OaHaKO NpoBeAeHMe 3TOr0 UCCNeA0BaHUA
B MNOAPOCTKOBOM BO3pacTe JIMMUTUPOBAHO OTCYTCTBMEM CrMepmMaTtoreHesa, 3TMYECKMMWM HOPMaMu, a KpOMme TOro, OTCyTCTBMEM
pedepeHCHbIX BEIMYMH U AMATHOCTUYECKUX KPUTEPUEB ANA AAHHOrO BO3pacTHoro nepuopa. Llenwbii psg uccneposaHuit nocneaHero
AECATUNETUA NOKasas, YTO XOPOLMM MapKepom cnepmartoreHesa ABASETCA UMHMMOWMH B — raMKonpoTeuza, cekpeTupyemblii KaeTkamu
CepTonn w yrHeTaowmin donnukynoctumynvpyolyto oyHkumioo runodusa [14]. Kputuueckme W3MeHEHUA B Peryaauum cekpeuuu
MHIM6UHA b BO3HMKalOT B nepuog nybepTata. B Hayane nybeprtaTta, Ha CTaguM aKTMBHOM nponundepauun Knetok Ceptonu, 6asanbHbIn
YPOBeHb MHIMBMHA yBenYMBaEeTCA Mog, AeNcTBUEM CTUMyaMpyowero BanaHua ®Cr. Ha ctagun G; u G, Korga nponudepeumsa Knetok
CepTuAM 3aBEPLLALTCA M HAYMHAETCA CnepmMmaToreHes, yCTaHaB/IMBAETCA OTpULATE/IbHAA KOPPENALMOHHAA CBA3b MeXAY UHIMBUHOM 1 OCT,
KOHLEHTpaLMA UHIMBMHA CTabUAM3NPYETCA U COOTBETCTBYET NNOTHOCTU KneToK Ceptonum [15].

Lienblo Hawero uccnenoBaHUsA  ABWAOCH OLEHUTb  OYHKLUMOHA/NbHOE COCTOAHWE  PENpPOAYKTUBHOM  CUCTEMbl  MAaNbYyMKOB,
OnepupoBaHHbIX NO MOBOAY MMMNOCNAAUKN, HAa OCHOBAHUWU KAMHWYECKUX, FOPMOHANbHbIX M MHCTPYMEHTANIbHbIX UCCNeA0BaHUI B nepuos,
nybepraTa.

MaTtepuanbl u metoabl

B OTKpbITOE NPOCNEKTUBHOE UCCNefoBaHWe BKAOYEHbl 39 ManbuMKoB C runocnaaueit. Mepsyto rpynny coctaBuan 20 ManbyMKoB CO
cTBO/I0BOM opmoi runocnaaum, BTopyro — 19 naumeHToB ¢ MOWOHOYHON dopmoi. CoyeTaHwe runocnagum ¢ ApyrMmu aHOMaAUAMMU
Pa3BUTMA HaPYKHbIX MOJIOBbIX OPraHOB MMeNo MecTo Yy 23 % AeTeli: OAHOCTOPOHHEN NaxoBOW 3aAE€PKKOWM ANYKA - Y 4-X AeTel, YaCTUYHbIM
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pacLienieHMeM MOLWOHKKN — Yy 4-X, NEHOCKPOTaIbHOM TpaHcno3uumeln —y 1 pebeHka. BONbLWMHCTBO MabYMKOB MUMENN Kapuotun 46, XY.
CTPYKTYpHble aHOMa/IMM XPOMOCOM B BUAE yBennueHun 610KoB C-reTepoxpomatunHa 46, XYgh+ 66111 06HapyKeHbl y AByX 06C/1eA0BaHHbIX
Hamu naumeHToB. Y 1 pebeHKa 6bln BbIABAEH CMHAPOM XX-men, Npu CTaTUCTUYECKOM aHa/in3e AaHHbIX 3TOT pebeHOK bbla UCKOYEH U3
rpynnbl UccnepoBaHuUA.

Bcem naumeHTam 6bina nposeseHa NAACTUKA HapY»KHbIX NOOBLIX OPraHOB W ypeTpbl B Bo3pacTte 2,23 + 1,07 net. BospacT naumeHTOB
Ha MOMEHT Hayana Hawero uccnenosaHma coctasnan 10 - 12 net, Ha MOMEHT OKOHYaHuA — 14 — 15 neT. KOHTPOAbLHYIO rpynny COCTaBUAN
75 npaKkTuyecku 340p0BbIX ManbunKoB oT 10 no 16 net, co cpeaHMMM NoKasaTensamu dpusmyeckoro passutua u | — IV ctaguein nonosoro
pa3suTMA nNo TaHHepy.

Ob6cnepfoBaHne NPOBOAMIOCH NO €AMHOMY aArOPUTMY M BKIIOYANO M3yYeHWe aHaMHe3a, OLEeHKY GU3MYeCcKoro 1 Nos0BOro PasBUTUA
COOTBETCTBEHHO cTaauam Tanner J.M., 1970. OpxMomeTpua BbINOAHANACL NPW NOMOLLM opxnuagomeTtpa Mpagepa. YnbTpacoHorpaduio m
[0NNepoMeTpUIO ToHaA, BbINOAHAAN Npu nomowm annapata Medison SA 9900, OxkHaa Kopea ¢ Mcnosb3oBaHWEM JIMHEWHOrO AaTyuKa
Prime 5 — 12 Mru. Mpu yAbTpa3ByKOBOM CKaHMPOBaHWM ONpeaensinnm ob6bem n CUMMETPUYHOCTL Ny6epTaTHOro pasBUTUA roHag, CTPYKTYpY
MapeHXUMbl TECTUKYNA U NpUAaTKa. APeHXMMaTO3HbI KPOBOTOK AMYKA OLLEHMBAAM Ha OCHOBAHMWM abCONIOTHLIX (NMHeMHas CKopoCTb
KpOBOTOKa - PSV, cpefHas CKOPOCTb KPOBOTOKa — VM) M OTHOCWUTENbHBIX (MIHAEKC PEe3UCTUBHOCTU — Ri) KONIMUYECTBEHHbIX MOKasaTenei
aonneporpadum  TECTUKYNAPHbIX apTepuit. TpaHCpeKTanbHOe Y/bTPa3ByKoBOe CKaHupoBaHue (TPY3U) npeacrtatencHon »Kenesbl
nposoaMAn nogpoctkam crapwe 14 net B xogze TPY3WM oueHuBann ob6bem, CTPYKTYpPY U CUMMETPUYHOCTb Aonei, auddepeHLmpoBKy
CTPYKTYPHBIX 91€MEHTOB NPeACTaTe/IbHOM Kefe3bl, COCTOAHWE CEMEHHbIX NY3bIPbKOB, Ha/IMYME TKaHEBOro KPOBOTOKa [16].

FfopmoHanbHoe obcnefoBaHMe BKIOYANO onpegesieHne roHafoTPONUHOB U aHAPOreHOB: aHAPOCTEHAMOHa, obLiero TecTocTepoHa,
ANTMAPOTECTOCTEPOHA B CbIBOPOTKE KPOBM MeToAoM TBepAodasHOro MMMyHOPEepMEHTHOro aHanv3a C MCrnosib3oBaHMeM Habopos
peareHToB DRG ELISA Texcuctemc, Poccma. C uenbio UcknoveHusa depmeHTaTUBHbIX AedeKkToB buocMHTe3a n meTaboiM3ma TecTocTepoHa
OLleHMBaIM COOTHOLWEHUA 6a3aNbHOro YpoBHA aHAPOreHoB aHApocTeHANOH / TectocTepoH (Ac / T) v TecTocTepoH / aurnapoTectocTepoH
(T / AFT) ana nayneHTos c Il u IV ctagmammn nososoro passutua. [na naumeHTos, He gocturwux Il ctagum nybeprata, oueHMBanu
cootHoweHua Ac / Twu T / AT Ha doHe CTaHAAPTHOrO TPEXAHEBHOIO TECTa C XOPUOHUYECKUM rOHaZoTPoNMHOM. OnpeaeneHve ypoBHsA
WHIMBbMHA B B CbIBOPOTKE KPOBW TaKXKe OCYLEeCTBAANM MeToAO0M TBepAodasHOro MMMyHOGEpMEHTHOrO aHanM3a C WMCNoJ/Ib30BaHMEM
HabopoB peareHToB Npon3soacTBa «DRG International», CLUA.

CTaTUCTUYECKUI aHAaNM3 [aHHbIX BbINOJHEH C NOMOLLbIO NakeTa nporpamm XLStatistics, Version 4. KonuyecTBeHHble nokasatenu
npeacTtasnanu B suge Mo (M — BbibopoyHoe cpegHee, 0 — BbIDOPOYHOE CTaHAapTHoe oTKNoHeHWe) U Me [Q1; Q3] (Me — meamaHa; Q1,
Q3 — nepBbIi U TPETUIA KBAPTUN) - /1A KOJMYECTBEHHbIX MPU3HAKOB, pacrnpesesieHne KOTOPbIX OT/IMYAN0Ch OT HOpMaabHoro. CpaBHeHue
OBYX KONWYECTBEHHbIX MOKa3aTesiell B pasHblX Fpynnax OCYLWeCTBAAAN NPWU NomowmM Kputepua MaHHa — YuTHW. Pasnnuma cuutanu
CTAaTUCTUYECKM 3HauMMbIMK Npu p < 0,05 [nA n3yyeHMA B3aMMOCBA3N MEXAY KOMYECTBEHHbIMU MOKa3aTeNAMM NPUMEHANN METOL,
paHrosow Koppenaummn CnupmeHa.

Pe3synbrathbl

Mpu nepsuyHOM 06CNesoBaHUM NPU3HAKKM Hadvana nybepTaTa (cTagma G2 no TaHHepy u obbem roHag, 6onee 4 mn) obHAPYKeHbI UL Y
15,4 % ManbyMKoB C runocnagueit. bonblWMHCTBO NauneHToB (84,6%) He Mmenun MPU3HAKOB NONOBOrO Pas3BWUTUA, GasanbHbLbIM YpPOBEHL
rOHa0TPOMNMHOB U TECTOCTEPOHA COOTBETCTBOBA A0ONy6epTaTHbIM 3HaYeHUAM (Tabanua 2). PyHKUMOHANbHAA OLEHKA roHa i NpoBoAMaack Ha
$oHe nNpobbl C XOPUOHUYECKMM FoHaZoTponuHOM. Mpoba xapakTepu3oBanacb NybepTaTHbIM BbIGPOCOM TECTOCTEPOHA Yy BCEX MaLMEHTOB,
cooTtHoweHune Ac / T 6bi10 < 1, a cooTHoweHune T / AT < 20. Takum o6pasom, ybeamtenbHbiX 4aHHbIX 33 HanndmMe pepmeHTaTMBHbIX AedeKToB
61OCMHTE3a TECTOCTEPOHA U AUIMAPOTECTOCTEPOHA He 6bl10 MosydeHO. B KOHTPOAbHOW rpynne Hadvano nybepraTa 3adukcuposaHo y 57%
Aeteit. MokasaTenu roHafOTPOMMHOB M TECTOCTEPOHA COOTBETCTBOBA/IN KAMHWUYECKOM CTafMmn Noa0BOro passuTtua (tabavua 1).

B TeueHue 3-x NeT Mbl OCYLLECTBAAAN MOHWUTOPUHT NONOBOrO PasBUTUA MaumeHToB. OTMEYanu Hanuume npusHakos nybeptaTta u
nocnef0BaTeNbHOCTb UX BO3HMKHOBEHMA, BbIABAANM NATONOTMYECKME KIMHUYECKUE U axorpaduryeckne CMMNTOMbI, OLEeHMBANU NOKasaTenu
penpoayKTUBHbIX ropmoHoB. CpegHuWit Bo3pacT Hayana nybepTata y MajsbuMKOB C runocnaguert coorsetctsoBan 12,8+0,6 rogam u
OTCTaBas OT CPOKa Hayana nybepraTta 3a40poBbIx AeTel HAa 1 - 1,5 roga. O6bem roHas MOMeHTY Havana nybeprtaTta cooTBeTcTBOBaN 5,3+1,2
MA, U He OTANYANCA OT 340PO0BbIX ManbunKoB (Tabamua 2). CpeaHunin Bo3pacT nybapxe coctasun 13,8+0,6 neT y naumeHTOB C runocnaguen,
12,31£0,7 net y 380poBbix AeTel. MHBepTUPOBaHHbIA NybepTaT Habnwganca y 17,2 % nauyeHToB. [MHeKomacTna Ha ¢oHe nosoBoro
pa3BUTUA 0bHapyKeHa y 13,7% manbuyMKOB € runocnagmei ny 2,6 % 300posbix AeTei.

OKOHYaTenbHan OLEeHKa OpPraHoB PEnpPoAYyKTUBHOM CUCTEMBI NpoBeaeHa B Bo3pacTe 14 — 15 net. Bce ManbymMKu KOHTPOAbHOM rpynnbl
umenu Il — IV ctagmum nybeptata no Tanner. B rpynne | 3Toi cTagum Nos0BOro pasBUTUSA TaK¥Ke JOCTUTAN BONbLIMHCTBO NauueHTos (73,6%).
CpegHuii 06bem roHaa ManbyMKoB CO CTBOIOBOW Gpopmoii runocnaguu coctasun 14,913,4 ma n He OTAMYANCA OT 340POBbIX NMOAPOCTKOB
(tabnuua 2). OavHa NonoBoro YneHa 6bina 4OCTOBEPHO MeHbLUE, YEM B rpyrnne KOHTPOASA, HO yKAaAbiBanach B AnanasoH [-2; +2] SDy 83,3
% peTei, MUKponeHnsa otmeyveHa y 17,6% naumeHToB.

Mpu ynbTpasByKOBOM CKaHWPOBaHWW TOHAL onpefensnn Oo6bEM, CTPYKTYpy TECTUKyNa M MpuAaaTka, OLEHUBAZM MHTEHCUMBHOCTb
MHTPATECTUKYNAPHOrO KPOBOTOKA. O6beM TECTUKYNAPHON TKaHW Y NaLMEHTOB C rMNOCNaAnen He MMen LO0CTOBEPHbIX Pasanyumii ¢ rpynnoi
30pOBbIX ManbynkoB. OAHAKO W3MEHEHWA CTPYKTypbl NpUMAATKOB: HapylweHue andbdepeHUMPOBKM MNPOTOKOB, CKAEPOTUYECKME
M3MEHEHWA TOI0BKM, KNCTA TONIOBKM onpeaeneHsbl y 25% peteit. MpoBegeHne foniepomeTpmm NOKa3ano CHUXKEHWe CKOPOCTU TKaHEeBOro
KpoBoTOKa — 3,6 [2,3; 5,2] m/c, yBennyeHne nHaekca pesumctusHoctv — 0,67 [0,6; 0,75] 1 xapakTepn3oBano HapylleHne TpopuKK roHas y
60% naumMeHTOB Uccaeayemoit rpynnbl (Tabauua 2).

BaXHbIM KpuUTEpMEM pPa3BUTUA PENPOAYKTMBHOW cUCTeMbl ABAAeTcA nybepTaTHbI pocT M guddepeHLMpPOBKa npeacTaTeNbHON
»enesbl. CornacHo gaHHbiM M.W.MbIKOBA, cpeaHNi 06beM NpeacTaTeNbHON Kenesbl Y 340POBbIX Ma/IbYUKOB, JOCTUTLINX BO3pacTa 14 ner,
coctasnseT 11,7 [8,4; 15] mA, MUHMMaNbHbIM 06bem npeacTatensHon kenesbl (M - 2SD) - 5,06 ma. Mpu NnpoBeaeHUM TPaHCPEKTaNbHOTo
YyNbTPa3BYKOBOro CKaHMPOBaHUA O6BEM MpeacTaTeNbHOM XKenesbl y ManbuymKoBs | rpynnel coctasun 9,6 [5,8; 12] mn. YeTBepo nauueHTOB
nmenun obbem npeacTaTeibHOW Kenesbl MeHee 5 M, CeMABbIHOCALLME NPOTOKK He AnddepeHLMpPOoBaANCL, CEMEHHbIe My3blIPbKU MMenu
BUA, TAMeN. YNbTpa3ByKoBas KapTWHa COOTBeTCTBOBasa AonybeptaTHoi sxorpaduyeckori aHaTomum M OGblna pacleHeHa HamMu Kak
runotTpodus npeacTaTesibHON Kenesbl.
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Tabnuua 1. KNIMHUKO-ropmoHanbHble NoKa3aTenu NoN0BOro Pa3BUTUA Manbumnkos 10 — 12 net

Fpynna pynna 1 — CtBonoBasa runocnaama pynna 2 — MowoHo4YHasa runocnaaus KoHTponb
N=20 N=19 N=35

V roHag, mn 3,840,8 4,2+ 0,5 58+0,5

L neHuca, cm 43+1,1 3,610,9 64+1,1

Nr, mE/n 1,1[0,7;1,3] 1,4[0,4;1,7] 1,5[0,8;1,7]

®CT, mE/n 2,0[1,6; 3,4] 2,4[1,2;4,5] 2,0[1,1; 2,6]

T. 06L,., HMONb/N 3,9[2,3; 6,2] 3,5[1,5; 3,7] 6,8 [4,7;7,3]

Tabnaunua 2. KNMHUKO-ropMoHas/ibHble NOKa3aTe/ i NoN0BOro pa3sBUTUA MasibuMKoB 14 - 15 net

pynna 1 lpynna 2
KoHTponbHaaA rpynna
CTBONIOBasA runocnaaus MoLoHOoYHas runocnaaus N=40
N= 20 N=19 -

GZ G 3-4 GZ G 3-4 G 3-4

n=5 n=14 n=12 n=7 n=40
O6bEM roHag, mn 4,9+0,8 14,9+ 3,4 4,5 +0,5 15,7+2,6 16,8+ 3,6
[/vHa Noa0BOro YieHa, cm 46+1,1 5,5+0,5*% 3,2 +0,6 4,7 +1,7* 8,6+1,9
MoKaszaTenn MHTPATECTUKYNAPHOTO KPOBOTOKA
PSV, m/c 4,5(2,8;9,3] 3,5[2,8;7,8] 9,2 [8,3;13,4]
Vm, m/c 3,6 [2,3; 5,2] 3,2 [1,5; 5,8] 5,9(5,2;7,6]
Ri 0,6 [0,6; 0,75] 0,7[0,7;0,8 0,6 [0,5, 0,65]
0O6bem npeacTaTenbHOM Kenesbl 9,6 [5,8; 12] 4,7 [2,3;5,2] 11,7 [8,4; 15]
T, ME/n 1,1[0,6;1,2] 4,5[1,6; 6,4] 1,2[1,3; 1,7] 3,4(2,2; 4] 3,4 [2,6;3,9]
®Cr, mE/n 2[1,5; 2,4] 4,5[1,6; 6,4] 3,4[1,8;7,1] 52 [4,73] 1,3 [0,8; 1,6]
TecTocTepoH, HMONb/N 4,3[2,6;7,4] 30,5 [18,7; 40] 5,5 [4,3;6,7] 28,6 [19, 35] 27 [18; 32]
WHMMBuH B, nr/mn 123[63; 185] 39,8[30; 80] 202 [188; 230]

Ta6bauua 3. KoppenauuoHHble B3aMMOCBA3U NOKa3aTenel, XapaKTepusyIoLmUX COCTOSHUE PenpoAyKTMBHOW cuctembl (r — KoadpduULMEHT Koppenauum
CnupmeHa)

MNokasaTennb O6bem roHag, JlnvHa nonoBoro YneHa PSV Vm O6bem npeacTaTeNnbHOM Kenesbl
WHIMBUH B 04 0,2 0,8 0,83 0,68

p=0,2 p=0,15 p=0,01 p=0,01 p=0,04
oCr 0,38 -0,2 -0,6 -0,63 -0,5

p=0,5 p=03 p=0,02 p=0,01 p=0,023

Pe3ynbTaTbl ropmoHanbHOro obcnenoBaHmA NOAPOCTKOB, ONEPUPOBaHHbIX MO NOBOAY CTBONIOBOM rMNocnaanu, NokasaHbl B Tabauue 2.
Kak BugHO M3 Tabnuubl, nokasatenn JII M TectocTepoHa ManbyukoB | rpynnbi, umetowmx Il n IV cTtagum nonosoro passuTuA,
COOTBETCTBOBA/IN NMOKa3aTeNAM 340p0Bbix geTei. Mpu oueHke ocn PCT — UHIMOUH B, 6b1N10 BbIABNEHO CHUMKEHWE YPOBHA MHIMOWUHA b B
COYETAaHUW C MOBbIWEHUEM YPOBHA GONNUKYAOCTUMYAMPYIOWEro FopMoHa Yy 43% ManbyuMkoB. MeauaHbl 3TUX TOPMOHOB U
MHTEPKBAPTU/IbHBIA Pa3max AaHHbIX NOKasaTesfeil AO0CTOBEPHO OT/IMYANMCL OT rpynnbl KoHTpona (Z = -4,8, p< 0,001). CoBOKYyNHOCTb
NONYYEHHbIX AAHHbIX XapaKTePU30Baia CHUMKeHUe GYHKLMKN KneTok CepTonu, ABnsnack He6AaronpPUATHLIM MPOrHOCTUYECKUM GaKTOpOMm B
OTHOLWeEHUU GepTUNAbHOCTM NOAPOCTKOB C rMnocnasuen.

BTopyto cTaguio nonosoro passutua (G2 no Tanner) umenun 27% peteli | rpynnbl. KAMHUYECKME M TOPMOHA/bHbIE XapaKTEPUCTUKMU
nybepTaTa 3TUX NALMEHTOB CPAaBHUMbI C MOKA3aTeNAMM 300P0BbIX AeTeit 10 — 12 ner.

Mpu oueHKe NONOBOro PasBUTUA BO 2 rpynne MaibyMKoB 6bln10 oTmedeHo, yto Il — IV ctagum Tanner K 14 — 15 rogam LOCTUIW AULWb
37% NauueHToB C MOLWWOHOYHON dopmoli rMnocnagmn. BonbWwMHCTBO ManbuymMKkoB umenu Il ctaguio nybeprtata no Tanner. Kak BugHo 13
Tabnuupl 3, 06bem roHas y Manb4yMKOB AAHHOW TPynnbl COOTBETCTBOBA/l K/AMHWMYECKOMN CTaguWM MNONOBOrO pas3sutua. OAHaKo ANMHa
NoN0BOro YsieHa bblia CcyLecTBEHHO MeHbLUe, YeM B rpynne NaLMeHTOB CO CTBOJIOBOW rMnocnazuei u A4O0CTOBEPHO OTAMYanach OT rpynmbl
KOHTpOAIA. MUKponeHUa ycTaHoBfeHa y 52,6% nauueHTOB, BTOpasA MONOBMHA MA/bYMKOB C MOLIOHOYHOW rMnocnagven umenun AAvHY
NoN0OBOrO Y1eHa B AnanasoHe [-1; -2] cTaHAAPTHbLIX OTKNOHEHWIA.

Mpu NnpoBeLeHUN yNbTPa3BYKOBOrO UCCNEA0BAHNA FOHAA, HapyLUeHUA 3Xorpaduyeckon CTpyKTypbl onpeseneHbl y 36,8% nauveHToB B
BUAE CKNEePOTUYECKUX W3MEHEHUM TONOBKW NpuaaTtka, HapyweHus anddepeHUMpPOBKM  npoTokos. [pu  uccnepoBaHMK
MHTPATECTUKY/IAPHOrO KPOBOTOKA, TaKKe Kak 1 B NepBOit rpynne, 6b110 BbIABNEHO YMEHbLUEHWE IMHeHoN — 3,5 [2,8; 7,8] m/c u cpeaHei
3,2 [1,5; 5,8] M/c CKOPOCTM KPOBOTOKa ANUYKOBOI apTepum Mo CPaBHEHUIO C KOHTPOIbHOM rpynnoi (Tabavua 2). Aeduuut TeCTUKYASPHOro
KpPOBOTOKa onpeaeneH y 63% MasbiMKOB C MOLOHOYHOM GOPMOI rMnonaanu.

Mpy BbINONHEHUN TPAHCPEKTANbHOMO Y/IbTPA3BYKOBOIO CKAaHMPOBaHWA OOBEM nNpeacTaTeNbHOW Kenesbl Manbyuukos |l rpynnbl
coctasun 4,7 [2,3; 5,2] mn n 6bln AOCTOBEPHO MeHblue, Yem B rpynne 1. CpaBHeHWe JaHHOTO MoKasaTesa C rpynnoi KOHTPOAA NO3BON/IO
YCTaHOBUTb rMNOTPOGUIO NpeacTaTenbHOM Xenesbl. [pybble CTPYKTYpHblE U3MEHEHUS, TaKMe KaK OTcyTcTBMeE YeTKol anddepeHumposKkm
AONEeN, TMNONa3nA CeMEHHbIX Ny3blPbKOB, HapyweHue gubdepeHLMPoBKM NPOTOKOB onpeaeneHbl y 6 (31%) naumeHToB.
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Pe3ynbTaTbl ropMoHanbHOro ob6cnefo0BaHNA NOAPOCTKOB, ONEPUPOBAHHbIX MO NMOBOAY MOLIOHOYHOM rMNocnaamu, nokasaHol B Tabavue
2. Kak BuaHO w3 Tabauupl, nokasatenn JII U TecTocTepoHa Manbymkos |l rpynnbl, umeowmx Il v IV cTagum nosnosoro pasBuTusA,
COOTBETCTBOBA/IM MOKa3aTeNsiMm 340P0BbIX geTeit. CTaTUCTUYECKM BblYMUC/IEHHbIe 3HaYeHusa nHrmbuHa — 39,8 [30; 80] nr/mn B 3TOM rpynne
NoAPOCTKOB 6blNN AOCTOBEPHO HUXKE, YeM B IPynne MasbyMKoB CO CTBONOBON runocnaaunei - 123 [63; 185] nr/mn (Z=-4,7, p < 0,001 ) u
Pe3KOo OTAMYaNUChL OT Fpynnbl KOHTpoAsA — 202 [188; 230] nr/mn (Z = -3,8, p < 0,00001). YpoBeHb GOANNKYNOCTUMYANPYIOLLETO FOPMOHA —
5,2 [4; 7,3] 6bin OCTOBEPHO Bblle AMana3oHa 3HaYeHUn KOHTpobHOM rpynnbl (Z = 2,9, p< 0,002). O6pawano Ha cebs BHUMaHKeE, 4To Yy 4-
X Ma/ib4MKOB AaHHOW NMOArPYnrbl yXe Ha BTOPOW CTagnmn NON0OBOro PasBUTUA OTMEYasioch NosbieHne yposHa OCI go 7,6 — 11,9 mMME/mn
COBOKYMNHOCTb MOJIYYEHHbIX AAHHbIX XapaKTepu3oBana CHUKeHWe OYHKLMOHANbHOrO noTeHumana Knetok CepTtonun. [na BblfBNEHUA
B3aMMOCBA3M UHIMOMHA B M GONNUKYNOCTUMYAUPYIOWErO TOPMOHA C APYrMMU MOKa3aTeNAMMU aKTUBHOCTU PEnpOLyKTUBHOW CUCTEMBI
NOAPOCTKOB, Mbl NPOBEAN KOPPENALMOHHBIN aHanu3 (Tabauua 3). [locToBepHON B3aMMOCBA3N MHIMBUHA B ¢ 06bemom roHaa U AAnHON
NoIOBOrO Y/ieHa He BbiABAeHO. OAHAKO YCTAaHOBNEHA CU/IbHAA NPAMas Koppenauus MHrMbuHa b ¢ nokasaTenamu AMHenHOW u cpegHen
CKOPOCTM TECTUKYNAPHOIO KpoBoTOKa (r = 0,8, p = 0,01), o6bEMOM npeacTatensHo Kenesbl (r = 0,68, p = 0,04); cTaTUCTUYECKU 3HAUUMAA
0bpaTHaA KoppenALMOHHanA cBA3b GONTMKYNOCTUMYNMPYIOLLETO FTOPMOHA C aHANIOrMYHbIMKM NoKasaTenamu (Tabavua 3).

Takum 06pasom, MpU OLLEHKE COCTOAHWUA PEenpOAYKTUBHOM CUCTEMbI MAaJIbMMKOB, OMEPMPOBAHHbLIX MO MOBOAY CTBOJIOBOM U
MOLLIOHOYHOW rMnocnazmm, 6bl10 YyCTaHOB/EHO, YTO BO3PACT MHUUMAUMKM NybepTaTa OTCTaBan OT 340POBbIX AeTei B cpegHem Ha 1 — 1,5
roga. TeyeHne nybeprata XapaKTepu3oBanoCb NO3LHMM MosABAEHWEM Nybapxe, MUKponeHuen. BbiABNEHbI CTPYKTYpHble U3MEHEeHUs
TECTUKYNAPHBIX NPUAATKOB, AedUUUT TECTUKYNAPHOTO KPOBOTOKA, ruMnotpodusa npeactaTeNibHOM Kenesbl C  HapyweHuem eé
andoepeHumposkn. Ha ocHoBaHuu onpegenenus JII M TeCTOCTEPOHA B CbIBOPOTKE KPOBM HapylieHus GyHKUMM KneTok Jlehigura y
MasIbY4MKOB C rMnocnagauen He obHapykeHo. Ha ocHoBaHuu onpeaenerduns OCr U MHrMbuHa b ycTaHOBNEHO HapyleHue GYHKLMKU KNeTok
CepTtonun. OnpepgeneHbl KOPPENALNOHHbIE B3aUMOCBA3U GONTUKYNOCTUMYINPYIOLLETO TOPMOHA M MHIMBUHA B ¢ MoKasaTenamm cKopocTu
TECTUKYNAPHOrO KPOBOTOKA M 06bEMOM NpeAcTaTeNbHOM Xenesbl, YTO NO3BOIN/IO CAeNaTb Cneaytolne BbIBOAbI:

1. TeueHue nybepTaTa y NALMEHTOB C rMNOCMAAMEN XapaKTepmu3oBaNocb NO3AHUM NoAsaeHNeM nybapxe, MUKponeHuewn, aedpuumtom
NapeHXMMaToO3HOrO KPOBOTOKa roHas y 17,6% manbyMKoB CO CTBOJIOBOWM dopmol runocnagmm u y 52,6% MaibyMKoB C
MOLUOHOYHOM popmoir.

2. TunoTtpodusa npeacraTeNbHOM Kenesbl ycTaHOBAEHA Y 60% NaumeHToB co cTBO0BOM GOPMOI runocnaamm uy 89% masnbynKos C
MOLUOHOYHOM popmoiA.

3. YcTaHOB/IEHO HapyweHue GyHKUMK KneTok CepTtonum y 43% manb4ymMKoB CO CTBON0BOM GopMon My 68% MaNIbYMKOB C MOLIOHOYHOM
dopmolt rmnocnaamm Ha ocHoBaHuK onpegenerua ®CI u MHrIMBKMHA b B CbIBOPOTKE KPOBM.

4. MMapameTpbl MHTPATECTUKYNAPHOTO KPOBOTOKA FOHaZ M 06bem NpeacTaTe/ibHOM Kenesbl UMEHT CUIbHYH KOPPensuvoHHYo
B3aMMOCBA3b € NoKasatenamm OCr u MHIMbMHA b 1 oTparKatoT GYHKLUMOHANbHOE COCTOAHUE PENPOAYKTUBHOMN CUCTEMBI.
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