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BBE/JIEHHE

AKTyaJ'IbHOCTb TEMbI HCCJICI0BAHUA

[TpobGnema BpoxaeHHOM naTtonaoruu nosioBoro pazputus (BIIIIP) oO0benunmia
Bpayell pa3MYHbIX CIELHAIbHOCTEN — TE€HETUKOB, SHIOKPHUHOJOIOB, JIETCKUX
XUPYpProB, YpOJOrOB, THHEKOJOTOB, IICUXOJOTOB JUIsl MOCIEI0BATEIHLHOTO
pelIeHUsT TPUOPUTETHBIX  3a7ad, HaNpaBIEHHBIX Ha BHIOOP  TOJIOBOM
MPUHAJJICKHOCTH,  I[CHUXOJOTHUYECKYHD M COUMAJIBHYIO  aJanTaiuilo B
YCTAHOBJICHHOM TMOJie, pealu3aluio MmyoepTaTa, HTPOTHO3 PENPOIYKTUBHOM
bynkuuu, npodmiakTuky U JsedeHue uHpeptuiabHocTH [OkynoB A.b.,
HermamxkanoB b.b. € coast., 2014]. PacnpocTpaHeHHOCTh aHOMAIBLHOTO Pa3BUTHUSA
HapyXHbIX TIOJIOBBIX OPTraHOB CpEeaud HOBOPOXKIAEHHBIX cocTtaBisier 1: 300.
HaubGonee pacmpoctpanennoit BIIIIP sBisieTcss Kpunropxus3m, €ro 4acrtora
coctaBisieT 1% cpeau JOHOIIEHHBIX HOBOPOXKJICHHBIX MajbuukoB [Kazanckas
N.B., I'puropees K.H, Tapycun [I.1., OxynoB A.b., 2004; I'amunos C.1 ¢ coasr.,
2010; A.K. ®aitzynun, W.B. Tlonnyonsni, E.B. ¢ cosr., 2012]. I'umocmaaus
BcTpeuaeTcss 'y 1 Ha 250 HOBopoxaeHHbIx [Fukami M et al., 2006; Baskin LS,
Ebbers MB, 2007]. [IBoiicTBeHHOE CTPOCHHE HAPYKHBIX ITOJIOBBIX OPTaHOB UMEET
1 Ha 5000 HOBOpOXIEeHHBIX [Thyen U. et al., 2006]. Enunbie MexIyHapOaHbBIC
pPEKOMEHJAIMK 0 BEJACHUIO MAIMEHTOB C HapylleHHeM (OPMUPOBAHMS ITOJa
(H®IT) 6putn mpunsatel B 2006 rogy ¥ BHEAPEHBI C KIMHUYECKYIO MPAKTHUKY
[Consensus Statement on Management of Intersex Disorders by the Lawson
Wilkins Pediatric Endocrine Society and European Society for Paediatric
Endocrinology, 2006]. OngnHako OTCYTCTBYIOT PEKOMEHJALMU IO BEJICHUIO
MAIUEHTOB C «MaplHaIbHBIMUY», HE BXOAAIIMMU B CTpykTypy HODII, dopmamu
BIITIP. He sicHbI mepCrieKTUBBI MIOJIOBOTO PA3BUTHS U PEMPOTYKTUBHON (DYHKITHH

MaguECHTOB C KPUIITOPXU3MOM U FHHOCHaﬂHCﬁ.
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AKTyaJIbBHOCTb M3Y4YE€HUS PENPONYKTUBHOM CHUCTEMBI y NE€TEU U MOAPOCTKOB
Obl1a 0003HAUEHA B3POCIBIMU aHIPOJIOTAMU U PENPOAYKTOIOTraMu B KOHIE XX —
Hauyane XXI Beka [Kypuno JI.®., Huneiiko JI.B. ¢ coast., 2000; Yepusix B.Bb.,
Kypwio JL.®. coast.,, 2001; J[louenko E.B., 2003]. Craructuueckumu
HCCIICIOBAaHUSIMU OBLIO TIOKa3aHOo, uTO 42 — 58% OeCIUIONHBIX MY>KUYUH UMENH
MaTOJOTHUIO OPraHOB PENPOAYKTUBHOM CHCTEMBI B JIETCKOM Bo3pacte [Tep-
Aganecos ['.B., 2004; Tapacosa M.H., 2008]. Hu3kue nokazarenu GpepTHILHOCTH
Obum  ycraHoBieHbl y 40 — 48% MyX4uH, ONEPUPOBAHHBIX IO IOBOAY
ONHOCTOPOHHEN 3alepKKuU snuka, M y 80% MyX4YuH C JIBYCTOPOHHUM
kpunropxusmomM. [Leissner J., Filipas D., 1999; Hadziselimovic F et al., 2007
MoposzoB JIA c¢ coastr., 2007]. JlureparypHble NaHHbBIE O PENPOAYKTUBHOU
(GYHKIUY TAIKMEHTOB C TUIOCHAIUEH MPOTUBOPEUMBBI U HE UMEIOT JIOCTATOYHOM
nokazatenbHol Oasbl [Feyaerts A et al., 2002; Rey RA et al., 2005; Hsieh MH et
al.,, 2010; De Gendt K. et al., 2014]. Bbicokuii mpoOIEHT OCCILUIONUS CpPEIAH
MyxkunH, uMmeromumx BIIIIP B anamuese, onpeaenns HEOOXOAUMOCTh HU3yUYEHUS
JAHHOM maTojoruu y neter u moapoctkoB [[lamumos C.U ¢ coart., 2009].

HenaBHue wuccrnenoBanusi 0003HAUUIU BO3MOXHOCTh  JUArHOCTUKH
natojoruu PC B mepseie Mecsirsl xxu3nu [Lahlou N et al., 2004; Tijn DA, 2007;
Grinspon RP, Rey RA, 2010]. TloBblmieHHe CEKpEeHHMH TOHAIOTPOIMHOB H
MOJIOBBIX TOPMOHOB B 3TOT MEPHOJ] ONpeesicHO Kak MUHH-TTyOepTaT [Main KM,
Topparil J, Skakkeb NE, 2006]. Enguauusabie paboThl  JOKa3ajiH
11e71eCO000pa3HOCTh 3aMECTUTEILHONM TOPMOHAJIBHOM Tepanmuu B JTOT TEPUOJ
[Main, K. M., 2002 ; Bouvattier C, 2011]. Ognako pedepeHCHbIC 3HAYCHUS
pPENpPOAYKTUBHBIX TOPMOHOB B TIEpUOJ MHHHU-IIyOepTaTa HE OMNPEICIICHBI.
[Tatonorust PC He umeeT 4eTKOW KIMHUYECKON XapaKTePUCTUKHU.

[IpoBenensl wmccnenoOBaHMs, XapakTepusyromuye (QyHKIuio runodpusa u
aHJPOTeH MPOAYIHUPYIOUIYI0 (DYHKIIUIO TOHAJ y MOJAPOCTKOB C KPUITOPXU3MOM
[JTateimeB O.1O., 2010] u runocnanueit [MenoBmukoBa JI.b., KoBapckuit C.JI.,
Kamunuenko H.IO., TammynaroB b.K., 2010]. M3ydyeHo cocTosiHME TOHaA |

MpEeACTATEIBLHOM KeJe3bl y AETEN U MOAPOCTKOB ¢ KpunTopxusmom [Kop3Hukosa


http://www.ncbi.nlm.nih.gov/pubmed?term=Feyaerts%20A%5BAuthor%5D&cauthor=true&cauthor_uid=12131359
http://www.ncbi.nlm.nih.gov/sites/entrez?cmd=search&db=PubMed&term=%20Hsieh%2BMH%5bauth%5d
http://jcem.endojournals.org/search?author1=Najiba+Lahlou&sortspec=date&submit=Submit
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N.H., Kosapckuii C.JI., MenoBmukoBa JI.b. ¢ coast., 2008; ConoBseB A.A. C
coanT., 2008; Pymsuuesa I'.H., 2009; IIumenoBa E.C., 2010]. IIpoBencHHbIC
UCCIICIOBaHUSI  HOCAT  OJHOMOMEHTHBIM  XapakTep, HE  OTCIEKUBAIOT
JTUHAMUYECKOE TMpeoOpa3oBaHUE OpPraHOB PEMPOJYKTUBHOW CHCTEMbI, HE
paccMaTpuBalOT (PYHKIIMOHAIBHBINA MOTEHI[MAT T'OHAJ B 3aBUCUMOCTH OT YPOBHS
3amepxkku suuka. Karamues aeteit ¢ HOII onucan B eMHUYHBIX HAOIIOACHHIX
[OkynoB A.b., MupakoB K.K., bposun /I.H. ¢ coast., 2008]. Takum o0Opa3om,
BeneHue nanueHtoB ¢ BIIIIP no cux mop HE CUCTEMAaTW3MPOBAHO, HE WUMEET
yeTkux KputepueB oueHku PC, He oOecrieyuBaer NPOTHO3UPOBAHUE H
npoduiaktuky uapepruiabHocT [OKynoB A.b. ¢ coast., 2014].

OCHOBHBIM  HUCCIIEJOBAHUEM, TIO3BOJIAIONIUM  OLICHUTh  (PEPTHIHLHOCTh
MYKUYMHBI, SBISIETCS cnepMmorpamma. [IpoBeneHne crnepMaTOIIOrHYECKOTO
UCCJIEIOBAHUSI B TIOJIPOCTKOBOM BO3pPAacT€ OTPaHUYECHO (PU3HOIOTUYECKUMU,
MICUXOJIOTUYECKUMU UM DJTHUYECKUMM acrekTamMu. HopMaTtuBHBIE MOKa3aTenu
CIEPMOTpaMMbl I MAIlMEHTOB MOJAPOCTKOBOIO BO3pacTa OTCYTCTBYIOT.
['opMoOHanbHBIM ~ MapkepoM  (EpPTUIBHOCTA Y  TOAPOCTKOB M MYXKUYUH
penpoayKTUBHOTO Bo3pacta siBsiercs maruoun b [Andersson AM, Skakkebaek
NE, 2001]. Joka3zana B3auMOCBs3b MHTMOMHA b ¢ mokazarensMu criepMorpaMMbl
[Frydelund-Larsen L, Krausz C, Leffers H et al., 2002; Tapacosa MH c¢ coasr.,
2008]. OpHako OTCYTCTBYIOT CBEIAEHUS O CEKpPEUUH JAaHHOIO Mapkepa y
ManbuukoB ¢ BIIIIP. Omnpenenenne wunrubmna b y moapocTkoB ¢
KPpUNITOPXU3MOM, THUIOCHAAMe W  HapylieHueM (HOpMUpPOBaHMS  TOja
MPEACTABIACTCS TEPCHEKTUBHBIM JJII  OIEHKH MyOepTaTHOTO pa3BUTHS U
(YHKIIMOHATBLHOTO CO3PEBAaHUSl CIHEPMATOTCHHOTO DJMUTEIMUS, COCTaBJICHUS
nporHo3a pepTwibHOCTA. TakuMm 00pa3oMm, H3yYe€HHE TIOJIOBOH CHUCTEMBI
ManbunkoB ¢ BIIIIP wa orame craHoBieHHUS WX PENPOAYKTUBHON (YyHKIIMH
ABIIAETCS AKTYAJIbHOW 3amadeu. [IpoBeIeHHOE MCCIIEOBAHME HANPABJIEHO HA
COBEpIICHCTBOBAHUE pAHHEH JIMATHOCTUKH, CBOEBPEMEHHOE IPOBEACHUE
XUPYPruyecKoro JEHYeHUs, CUCTEMATU3UPOBAHHOE IUHAMHYECKOE HaOJII0JICHHE

MaaburkoB ¢ BIITIP B mepros moioBOro pa3BUTUs U MPOTHO3 (PEPTUITHLHOCTH.


http://www.ncbi.nlm.nih.gov/pubmed?term=Andersson%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
http://www.ncbi.nlm.nih.gov/pubmed?term=Skakkebaek%20NE%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
http://www.ncbi.nlm.nih.gov/pubmed?term=Skakkebaek%20NE%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
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Henp mccaenoBaHusi: pa3paboTaTh CHUCTEMY  MEXKIUCIUILIMHAPHOTO
HAOJIOZICHUST TALIMEHTOB C BPOXIACHHOW MAaTOJOTHUEH TMOJOBOTO pPa3BUTHA,
HAIIPABJICHHYIO Ha PAaHHEE BBIABICHHUE IMATOJOTHM PEHNPOAYKTUBHOW CHCTEMBI U
pOrHo3 (GepTHUILHOCTH.

3agaum uccjieT0BaHUA

1. Omnpenenutb pedepeHCcHbIE MOKa3aTeNH PENPOAYKTUBHBIX TOPMOHOB Y
3JI0POBBIX MAJIbUUKOB B MEPUO]] MUHU-TTyOepTaTa;

2. OueHUTh TEUYEHHWE MUHHU-TIyOepTata y MAajbUUKOB C KPHUOTOPXU3MOM,
TUIOCTIAINEN U HapyLIEeHueM (pOpMUPOBAHMS MOJA;

3. OmpenenuTh KIMHUYECKHME W TOPMOHAJbHBIE IIOKazaTenu mydeprara y
3I0POBBIX MAJIBYMKOB B 3aBUCUMOCTH OT CTaJUH ITOJIOBOTO PA3BUTHS;

4. TlpoBecTH TPOCIEKTHBHYIO OLIEHKY IIOJIOBOTO Pa3BUTHS MaJIbYUKOB,
OIIEPUPOBAHHBIX I10 ITOBOAY KPUIITOPXU3MA;

5. IlpoBecT MPOCHEKTHBHYIO OILIEHKY IIOJIOBOIO PpPAa3BUTUS MAaJIbUMKOB,
OTEPUPOBAHHBIX [0 TOBOJY THUIIOCHAJWU U HapymeHUl (opMUPOBaHUSA
oJna;

6. OueHuTth BIMSHHE CpOKa U  XapakTepa ONEPAaTUBHOTO  JICYCHMUS,
TOPMOHAJIBHONM TEpanmuu Ha MyOepTaTHbI ypoBeHb UHTHMOMHa b wu
(dbopmHpoBaHue PENPOAYKTUBHOTO MMOTEHIHAJIA MaJIbYNKOB c
KPUIITOPXU3MOM,;

/. Ha ocHOBaHMM KOMIUJIEKCHOM OLICHKH PENPOIYKTUBHOM CUCTEMBI, BHIAEIHUTD
MOKa3aTely, 3Ha4MMble B MNPOTHO3UPOBAHUM PENPOAYKTHUBHON (YHKLHUH.
Pa3paboraTh CTaTUCTHUYECKYIO MOJENb MPOTHO3UPOBAHUS (PEPTUIHHOCTH Y

MaJIbYMKOB B IICPUO/ ITOJIOBOI'O PA3BUTHAL.

Hay4Hasi HOBU3HA
YcTaHoBneHbl pedepeHcHble MHTEpBajbl 3HAUCHUN I TOHAJAOTPOIUHOB,
aHAPOTr€HOB, aHTUMIOJIJIEPOBA TOPMOHA M MHTUOMHA b y 340pOBBIX MajIb4MKOB B
nepuoa MHUHH-TIyOepTarta. OIpeneseHo COOTBETCTBUE MEXIY IOKa3aTelsIMU

PENpOyKTUBHBIX TOPMOHOB B IEPUO/Ibl MUHU-TTyOepTaTa U myoepTara.
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BnepBrie mpoBeneHa  orleHKa ~ MUHHU-TIyOepTrata |y  TAlMEHTOB  C
KPUNITOPXU3MOM B 3aBUCHMOCTH OT YPOBHS 3aJICPKKU SIMUKA, YTO ITO3BOJIHIIO
BBISIBUTH TATOJIOTHUIO PETPOAYKTHUBHOW CHCTEMBI Y MaJb4MKOB 1 — 3 MecsIieB.
[TpoBeneHa oreHKa MHUHH-ITyOepTaTa y JETeW ¢ TUIOCTaIued W HapyIICHHEeM
dbopMUpOBaHUA TOJIa, YTO TIO3BOJWIO TIpoBecTH Ju(QepeHIInaTbHYIO
JTUArHOCTUKY HapyIIeHUH (HOPMUPOBAHHMSI 1TOJIA B TIEPBHIC MECSIIBI KU3HU.

BriepBbie TpoBeACH  TPOCHEKTUBHBIA  aHAIW3 CTAHOBICHUS W TCUCHHUS
nybepTraTa y MaJIbUMKOB, OIEPUPOBAHHBIX TI0 TOBOJY KPHUNTOPXH3Ma U
TUTIOCTIAIUA: OIICHKA COCTOSIHHSI TOHAJI, TIPEICTaTeIbHOM JKelle3bl U IMoKa3aTeseH
PENPOYKTUBHBIX TOPMOHOB C WHHUIMALMKA JIO0 3aBepIICHHs] MTyOepTaTHOTO
nepuoia. YCTaHOBJICHA 3aBUCUMOCTH KIIMHUKO-TOPMOHAJIBHBIX IMOKa3aTelei OT
YPOBHSI 3aJIEpKKU SIMYKa TPU KPUIITOPXU3ME U OT TSHKECTH THUIIOCHAIHH.
BriepBbie mpeniokeH CUCTEMATU3UPOBAHHBIN MEXIUCUUILTUHAPHBIA TOAXO0M K
BEJICHUIO TMAIIMEHTOB C «MMapUHaIbHBIMUY (opMaMu BPOKICHHON MaTOJOTHUN
MOJIOBOTO Pa3BUTHS (KPUNTOPXU3MOM W THUIOCHAAMEH), HAYyWHAs C Mepuoja
MUHHU-TTyOepTaTa 0 3aBepIICHUS ITyOepTaTHOTO TIEPHO/IA.

N3yueno BiaMsHUE CpOKa M XapaKTepa ONEPATUBHOTO JICUCHUSI, TOPMOHAIBLHOM
Tepanuu Ha (HOPMHUPOBAHHE PEMPOJYKTUBHOTO TIOTCHIMAJA MAaJIbUUKOB C
kpunropxusmoMm.  OmpeneneHa  3aBUCHMOCTh  TOPMOHAJIBLHOTO  MapKepa
criepMmaTtoreHe3a MHruOMHa b oT Bo3pacta U BuAa MPOBEIEHHOTO ONEPATUBHOTO
JICUCHHS TIPU PA3TMYHOM YPOBHE 3aJCP)KKH SIMYKa. Y CTAHOBJICHO, YTO TEPAITHS
XOPUOHUYECKUM TOHAJAOTPOIIMHOM HE BIHUAECT Ha IMyOCpTATHBI YpPOBCHb
uHruouHab.

Pazpaboran cmnoco0 mporHo3upoBaHuss (QEPTUIBHOCTH MAJIbUUKOB €
KPUIITOPXU3MOM U TUIIOCHAANEH B MEpPHOJ MOJIOBOTO pa3BuTusi. Ha ocHoBaHuuM
KOPPEISAIUOHHOTO W PErPECCUOHHOTO aHAJIU30B, BBIJEICHBI HAaMOOJee 3HAYNMbBIC
KJIIMHAKO-TOPMOHAJIBHBIC ~ TTOKA3aTeNIM, XapaKTEPHU3YIOIIME PENpPOTyKTHBHBINA
MOTCHIIMAJ MaJIbUUKOB C KPHUITOPXU3MOM U rumnocnaaueit. Paspaborana
MaTeMaTH4Yeckass MOJIeb, IO3BOJISIONIAS PACCUUTaTh MPOTHO3 (HEePTUIHHOCTH

MManyueHTa 1o YpOBHIO nHruouHa b B IICPHOJ ITOJOBOI'0O pa3sBUTHA.



Takum 06pa30M, IMPOBCACHHOC HCCICOA0OBAHUC ONpCaACIIACT HOBOC
HaIlpaBJICHUC B PCIICHHHU BOIIPOCOB PCIPOAYKTHUBHOI'O 3A0POBbBA MAJIBYHKOB,
omnmurpasCb Ha JOJIroCcpovYHOC JUHAMHUYCCKOC Ha6JIIOI[eHI/Ie C IiepuoJa MHHHU-

ny0epTaTa 10 OKOHYaHHS CPOKOB (PU3MOJIOrMYECKOro myoepTara.

IpakTHyeckasi 3HAYMMOCTH

o Ompenenenbl pepepeHCHbIE MMOKa3aTeNH  PENPOAYKTHUBHBIX TOPMOHOB,
MMEIOIIME 3HAYEHUE B MPAKTUUYECKOM 3JIPABOOXPAHEHUU ISl JUATHOCTUKH
MaTOJIOTHHU MOJOBOTO Pa3BUTHUS B MEPUOJIbI MUHU-TyOepTaTa U myoeprara;

o IlokazaHo, 4yTO TOpMOHaJIbHOE OOCJIEIOBaHHE B MEPUOJ MHUHHU-ITyOepTaTa
MO3BOJIIET CBOCBPEMEHHO BBISIBUTH MATOJOTUIO PENPOAYKTUBHOM CHUCTEMBI Y
MaJbYMKOB C MaXOBbIM U a0JJOMUHAIBHBIM KPUNTOPXU3MOM. Y TMAIIMEHTOB C
HapylieHueM  (QOpMUpOBaHUS TMojJa — CIHOCOOCTBYET  BepuDUKAIUU
OKOHYATEIBHOTO JMarHo3a, Mojla BOCIHUTAHUS, TaKTUKU XUPYPIHUYECKOTO U
TOPMOHAJIBHOTO JICUEHHSI.

o IlpennoxkeH aiaropuT™M BEJEHUS MAIMEHTOB C  KPUINTOPXU3MOM U
rUrnocnaguen, mno3Bojsomuid  auddepeHurpoBaTs J1e4eOHYI0 TaKTUKY B
3aBUCUMOCTH OT (OpMbI 3a00JIEBaHHSI M PE3YJIbTATOB TOPMOHAIHLHOTO
00cJIeJOBaHMS,

o Knmandeckoe u ropmonansHoe oOcnenoBanue namuenToB ¢ BIIIIP B nepuon
MOJIOBOTO  Pa3BUTHUSI TIO3BOJISIET BBIABUTH PEMPOJYKTUBHBIE HaPYILICHHUS,
OMPENEIUTh PENPOAYKTUBHBIN MOTEHIIMAT MAJIBUMKOB C KPUINTOPXU3MOM H
rurnocnaauen, copMupoBaTh TPYIIIBI PUCKAa MAIUEHTOB, YTPOXKAEMBIX I10
Pa3BUTUIO OECILIIONHUSL.

o OmnpeneneH xapakTep BIUSHUS BO3pacTa U BHUJIA MPOBOJUMOIO ONEPATUBHOTO
JedyeHus Ha (opMUpOBaHHE PEMPOAYKTHBHOTO MOTEHI[MATA MaJIbUUKOB C
KPUIITOPXU3MOM. VYcraHoBeHo, 4TO Teparnusi XOPUOHUYECKUM
TOHAJIOTPOIIMHOM HE OKa3bIBACT MOJOKUTEILHOTO BIUSHUS Ha (POPMHUPOBAHUE

PENpPOyKTUBHOIO MOTEHIMANA.
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Pa3pa60TaHa CTaTUCTHUYCCKAasA MOACIIb, IIO3BOJIAIOII A paccauTaTtb
BCPOATHOCTD q)epTI/IJII)HOCTI/I MMallCHTa Ha OCHOBAHHWU OIPCACICHUA YPOBHA

uHruonHa b B meproj mojJoBOro pa3BuTHUA.

ITos10:keHHs1, BBIHOCMMBIE HA 3ALIUTY
PedepeHcHble KOHILIEHTpAlMU PETPOTYKTUBHBIX TOPMOHOB Yy 3JI0POBBIX
MaJb4MKOB 1 — 3 MecsueB COMOCTaBUMBI C AHAJIOTMYHBIMU MOKa3aTeIsIMUA B
nepuox  nybOeprata. TeueHue  MuHH-TIyOepraTa 'y  MajbUUMKOB C
KPUIITOPXU3MOM, THUIOCMIAJWEed W HapylmieHueM (HOpMHUPOBAHMS I0OJa
COIIPOBOKIAETCs XapaKTepHbIM U3MEHEHUEM KOHLICHTPALIUU
PENpPOYKTUBHBIX TOPMOHOB ISl KaXA0M HO30JIOTHYECKON (POPMBI.
[lonoBoe pa3BUTHE MAaJIbYUKOB C KPUINTOPXU3MOM  XapaKTEPU3yeTCA
runotpopuel M CTPYKTYPHBIMM U3MEHEHUSIMU HU3BEIEHHBIX SHYCK,
HEJI0pa3BUTHEM IIPEACTATEIbHON JKeJe3bl, (yHKUIHOHAIBHON
HEJ0CTaTOYHOCThIO KJeToK Cepronu. IlaTosorust moJIOBOTO  pa3BUTHSA
BapuabesbHa, 3aBUCUT OT (POPMBI KPUIITOPXH3MA U YPOBHS 3aI€PKKH AUYKA.
[TonoBO€E pa3BUTHE MaJIBbYMKOB C TMIIOCIIAIUEN XapaKTEPU3YeTCs MATOJIOTUEN
aHIPOTECH3aBUCUMBIX OpPraHOB PENPOMYKTUBHOM CHUCTEMBI, HAPYLICHUEM
crepMaToreHHou (pyHKIMM TecTukyia. IlaTtonorust penpoayKTUBHOW CUCTEMBI
Oosee BbIpakeHa MpPU MOLIOHOYHOM (opMe IO CPaBHEHHUIO CO CTBOJOBOM
TUITOCITaINEH.
[lyOGepTaTHbiii ypoBeHb HHTHOMHA b HMeeT CBsI3b € KIMHUYECKUMH H
TOPMOHAJIBHBIMM [T0KA3aTEJIAMU I1I0JIOBOIO DPAa3BUTHSA, 3aBUCUT OT CpPOKa M
XapakTepa MPOBEICHHOTO ONEPATUBHOIO JICYEHUSI U SIBIIAECTCS NMPEAUKTOPOM
(bepTUIBLHOCTH MalMEHTOB C KPUIITOPXU3MOM U Turocnaauei. Pazpaborannas
MaTeMaTH4yecKas MOJEJb MO3BOJIAET MPOrHO3UPOBATh GEPTUIHLHOCTD y JIeTel

C BPOXXJICHHOM NATOJOTUEN PEPOLYKTUBHON CUCTEMBI.
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AnpobGanust padoThI

OCHOBHBIEC TTOJIOKCHUS AUCCCPTAUH JOJIOKCHBI U O6CY}KII€HI>I Ha.

Bcepoccuiickoit Hay4yHO-IpaKTHYECKOM KOH(MEPEHIIMU MOJIOAbIX YUEHBIX U
CHEIUAINCTOB «AKTyallbHbIE TMPOOJEMBI COBPEMEHHOW HHIOKPUHOJIOTHI:
Mockga. —13 — 14 okTsa0ps, 2008 1.;

| Becepoccniickom Che3nie IETCKUX ypOJIOTOB-aHAposIoroB: Mocksa. - 12 — 13
nekaops, 2008 T;

3uMHel 1mkosie EBponelickoit acconuanuu JeTCKUX SHI0KpUHOI0roB «ESPE
Winter School»: Mockga, 29 despans — 5 mapta, 2009;

OOBbeMHEHHOM KOHIpecce jaeTckuX sHaokpuHoioroB «LWPES / ESPE g™
Joint Meeting Global Care in Pediatric Endocrinology»: Hsro-Hopk, 9 — 12
cenTs0ps, 2009;

Poccuiickoli  HayuyHON KOH(EPEHIIMHM € MEXJAYHAPOJIHBIM  Y4acCTHUEM
«DyHaamMeHTaIbHBIC UccleqoBaHus B ypoHedpomorum»: Caparos. - 14 — 16
mas, 2009 r.;

Bcepoccuiickom koHrpecce «CoOBpeMEHHbBIE TEXHOJIOTUH B SHIOKPUHOJIOTUI»:
Mocksa. — 23 — 26 HOs6ps, 2009 T.;

EBpormeiickoM che3/e TETCKUX SHIOKPHUHOJIOTOB «49"™ Annual Meeting of the
ESPE»: [para, 22 — 25 cents6ps, 2010 T

VI exeronHoil HaydHO-TIpakTU4yeckodl KoHpepeHunu "CoBeplIEHCTBOBAaHUE
neauaTpudeckor mpakTuku. OT MpocToro K ciokHoMy»: Mocksa, 17 — 18
HOs10ps 2013 1.;

VI Bcepoccuiickom Konrpecce sunokpuHonioros: Mocksa, 27 — 31 mas 2012;

[Teppom HarmumoHansHOM (popyme «PenpoaykTUBHOE 30pOBbE Kak (akTop
neMmorpaduueckon cradbmm3auun»: Poctos Ha Jlony, 18 — 19 okts16ps 2012 r.
IIT Beepoccutickom Cheszie nerckux yposoroB: Mocksa, 20 — 21 ampenst, 2013
MexXpernoHaabHOM HAYYHO-TIPAKTHYECKOW KOH(MEPEHIMN «AKTyalbHBIC

BOIPOCHI dHI0KpuHOI0oTHNY . CapaToB, 5 anpens 2013 roa;
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-  OObeaUHEHHOM KOHIrpecce IeTckux sHaokpunosoro 9th Joint Meeting of
Paediatric Endocrinology: Milan, Italy, September 19 — 22, 2013;

- IlepBom Poccucko-Asuarckom Ypoanaposorudeckom Konrpecce: CaHKT-
[TerepOypr, 24 — 26 mas, 2014 r.;

- X Poccuiickas HAy4YHO-TIPAKTUYECKas KoH(pepeHus JETCKUX
OHIOKPUHOJIOTOB  «AKTyallbHbIE BOIPOCHI  JIETCKOM  auabeTronoruu u
sHAoKpuHOIoTUMY: CankT-IletepOypr, 24 — 25 mas 2014 1.;

- XIV Konrpecce Poccuiickoro oOmectBa yponoroB «MHTerpamus B
yponorum»: Capatos, 10 - 12 centa0ps 2014 r.;

- XVIII Konrpecce nequatpoB Poccun, Mocksa, 13 — 15 despans, 2015 .

BHenpenue pe3yJbTaToB HCCJIET0BAHNS B IPAKTHKY

Pe3ynbpTaThl MpPOBEJEHHOTO MCCIEIOBAaHUSA IO OOCIEAOBAHMIO M BEICHUIO
ITAIMEHTOB C BPOXJACHHOM IIATOJOTHEN IIOJOBOTO PpPA3BUTUS BHEIAPEHBI B
IPAKTUUECKYI0 paboTy Bpayeill KIMHUKU MPOINEAEBTHKU AETCKUX OoJie3HEH U
KJIIMHUKH JeTckoi xupypruu Knununueckoi 6onpHunbl um. C.P. MupotBopleBa,
nerckux noyukinHUK T. CaparoBa u CaparoBckod obsactu. Matepuanisl
VICCJIEIOBAHMS M IPAKTUYECKNE PEKOMEHJAIIMN BKIOYEHBI B JIEKIMOHHBIA KypC U
y4eOHO-METOJIMYECKU KOMIUIEKC ISl OOyYeHHsI CTYJAEHTOB MEIUaTPHUUYECKOro
¢dakynpTeTa O JUCHUIUIMHE «JETCKas HHAOKPUHOJOTHUS», TEMaTH4YECKOrO
YCOBEPUIEHCTBOBAHUS Bpayed MO CHEHUAIBHOCTSAM JETCKasl SHIOKPUHOJIOTHS,

JIeTCKasl ypOJIOTHS U aHIPOJIOTHSI.
Hyonukanuu

[To matepuanam guccepramuu omyoaukoBansl 21 paborta, u3 Hux - 17 B
oTeyecTBeHHOM u 4 B 3apyOexxHoll mewyatu, 14 crareli B KypHanuax,
penensupyembix BAK P®, 3 cratbm B KypHamax, HWHACKCUPYEMBIX B
MexayHapoaHo 6aze SCOPUS. Uzmano ydebHOe mocoOue i Bpadeit

«KnuHnueckue u TOPMOHAJIBHEIC 0COOEHHOCTH II0JIOBOT'O Pa3BUTHA MAJIbYUKOB.
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JIMYHBIN BKJIAJ aBTOpPa

ABTOpOM IIMYHO pa3pabOTaH AW3aliH WCCIEOBaHWS, TPOBEACH  aHAIN3
COBPEMEHHBIX JIMTEPATYPHBIX JIaHHBIX, CQOPMYIMPOBAHBI LEJIb M 337a4U
JUCCEPTALIMOHHOTO  HUCCIICZOBaHUS.  ABTOPOM  NIPOBEICHO  KIMHUYECKOE
oOciieloBaHUE  TAIMEHTOB,  OICHKAa  IPOTOKOJOB  J1a0OpaTOpHBIX U
UHCTPYMEHTAJIBHBIX METOZOB  OO0CIEI0BaHUs, IPOTOKOJOB XHUPYPrUYECKOrO
JICYECHUs TAUUEHTOB. ABTOpPOM  BBINOJHEHA CTaTUCTHYECKas 00paboTKa
MOJYYCHHBIX JAHHBIX, PE3yJIbTaThl CTATUCTUYECKOW OOpaOOTKH MPEACTAaBICHBI B
YHUCIIOBOM U IpauuecKOM BBIPAKEHUH, OTIEPENICIEHO UX KIIMHUYECKOE 3HAYCHHUE.
Pe3ynbTaThl TpOBENECHHONM pabOThl U3JOXKEHBl B MyOIMKAUSIX U HAyYHBIX
JIOKJIaJIax U MPEJCTABICHBI aBTOPOM B JAaHHOM JIUCCEPTALUH.

JlrccepTaHTOM MPEUIOKEH aJTOPUTM BEICHUS NMallMEHTOB ¢ KPUITOPXU3MOM
U TUIOCMAUeil, HauMHasg C T[epuojJa MHUHHU-TTyOepTata 10 3aBepIICHUS
nyOepraTtHoro nepuoaa. Pazpaborana craructuueckas MoJie€iab IPOrHO3UPOBAHUS

CI)CpTI/IJ'IBHOCTI/I Y MaJIbYUKOB B IICPUO A ITOJIOBOI'O PA3BUTHA.
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TJIABA 1. BPOXKJIEHHASI TATOJIOTMSI [IOJIOBOT'O PA3BUTUS Y
JIETEI (OB30P JIUTEPATYPLI)

1.1 Ucropuueckne U COBpeMeHHbIE MpeAcTaABIeHHUsI 0 BPOKIEHHOM

MaToJIOrmu 1moJioBOro pasBuTusd

Bpoxnennas matonorus nosioBoro passutus (BIIIIP) — ato 6omnbiias rpymma
3a00€BaHUN, OT MSTKOIO HApPYIIEHHUS CTPOEHUSA TOJOBBIX OPraHOB —
CMEILEHHOIO0 YPETPAJIBHOIO OTBEPCTHUS, HEONYIIEHHOTO SAWYKa, 0 IIOJHOU
HEOIPEIEIECHHOCTH TM0JIa MWIK a0COJIOTHOTO HECOOTBETCTBUSl KapUOTHIIA
aHATOMHYECKOMY  CcTpoeHumto renutanmii [Lee PA et al, 2006].
PactipoCcTpaHeHHOCTh AHOMAJBHOIO PAa3BUTUS HAPYKHBIX TIE€HUTAIUN CpEIu
HOBOpPOXIEHHBIX cocTaBisier 1: 300, mpu 53TOM JIBOMCTBEHHOE CTPOCHHUE
HapYXHBIX IMOJIOBBIX opraHoB umeet 1 Ha 5000 HOBOpOXKAeHHBIX [ Thyen U. et al.,
2006].

[lepBble MOMBITKM HOMEHKJIATYPHI U KIACCU(PUKALIMHA BPOKICHHON MaTOJIOTUU
IIOJIOBOI'O Pa3BUTHUS NOSBUIMCH BCKOpe mnocie BTopod mupoBou BOVHBL. B
nabopatopun @. Onbpaiita B bocToHe mMNOSBWICS MalUEHT C HEOOBIYHOM
aHoMayiel reHutanuil. PeligeHmreiin n3yuns cempto nanveHTa u B 1947 rogy
0003Hauma 3a00JieBaHME, KOTOPOE Ha3Bal «HACJCACTBEHHBIM CEMEHHBIN
runoronaau3sm» [Reifenstein EC, 1947]. B 1974 rony BuicoH u ero kojuieru
W3YYWIH aHAJIOTMYHYIO CEMBIO U JaJId HOBOE 0003HAUYEHHE JAHHOTO COCTOSIHUS —
«CEeMEMHBIN HETIOTHBIA MYXKCKOU 1ceBaorepMadpoIuTU3MY, BBIIACIII CUHIPOM |
Tuna — ¢ X CUEIJICHHbIM TUIIOM HacienoBaHus (cuHapoM Pelideniureiina) u 2
TANIA — C AayTOCOMHO-PELECCMBHBIM  THUIIOM  HACJIENOBAHUA. TepMUH

((HapHHaHBHBIfI CUHAPOM HCUYBCTBUTCJIBHOCTH K aHIAPOICHAM)» OBLII BBCICH B

1979 rony Aiimanom [Beighton P., Beighton G, 1997].
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B 9510 Xe BpemMs cTanum W3BECTHBI MEPBbIE KIWHWYECKHUE OIMCAHUS
HNAlMeHTOB ¢ jgucreHesweir ronan. B 1947 romy Del Castillo ommcan
BOCEMHAIATUJIECTHIOK >KEHIIUHY C OTCYTCTBUEM MOJIOYHBIX KeJie3, MePBUYHOMN
amMeHopeell M EBHYXOMJHBIMU mpornopuusmu Tena. [lpu mamaporomun ObLIO
OoOHapy>KeHO JBa OEJIbIX TSKa B MECTE PACIOJIOKEHUS SMYHUKOB, HEJOPA3BUTHE
matku. B Year Book of Endocrynology 1955 - 1956 Swyer omy6iukoBai aBa
HaOMoeHusi, KOoTopele Ha3Ban «Myxckoi mnceBnorepmadpoautusmy». Ero
MAIMeHTKH HWMEITM HOPMaJbHBIA POCT, JKCHCKHE TEHUTAIMH W OTCYTCTBUC
BTOPHYHBIX TIIOJIOBBIX TMpHW3HaKoB. Jlamaporomuto Swyer He mnpoBogwi. B
OouonrTaTte KOXKM ObUTH OOHApy)KeHbI MYXCKHE KieTounble siiapa [Herndon RF,
1957; Hoffenberg R., Jackson W, 1957]. AHamu3 KaXIOro KIHHHYECKOIO
HaAOJIOICHUS PACIIMPSIT MPEACTABICHUS O JaHHOU MpoOsieMe, MOSBISUIUCH HOBBIC
JTMAarHOCTUYECKHE BO3MOXKHOCTH, BO3HHUKIA HEOOXOJMMOCTh CHCTEMaTU3aIUU
uMeromuxcs 3Hanuid. B 1955 rogy rpynmoii y4yeHslx noj pykoBojactsom MM
Grumbach Obuia omyOsuKoBaHa KiaccH(UKALKA, JTaHBl PEKOMEHIAIMU II0
OMPEICICHUIO0 TEHETUYECKOTO T0J1a, TUArHOCTUKE U BHIOOPY TPaKJaHCKOTO IMoJja
y manueHtoB ¢ aucreHesueit roHanm [Jolly H, 1956]. Tepmunbr «cTuHHBINH
repMagpoauT3M», «JIoKHBIN MyX)CKOi repMadpoauTu3m», «JIOKHBIN KEHCKUN
repMapoAUTU3MY HAJIOATO BOLLIM B MNPOPECCUOHANIbHYIO JIUTEpaTypy U
MPUMEHSUITUCH 10 HEABHETO BPEMEHHU.

B Hameill ctpane npoOsieMa HapyleHus MOJoBOM AU(PGEpEeHIUPOBKU U
(GyHKIIMU TIOJIOBBIX JKeje3 cTajia 3Bydarh ¢ 1958 roma u pasBuBajiach Mo Mepe
NOSIBJICHHST 3HAHWK SMOPHOJIOrMH ToJoBOoM cucteMbl [Demoposa H.H., 1966;
WBanoBa E.A., 1972; Jleeuna C.E., 1974]. Pa3BuTue HaHHOTO HampaBJICHUS
W3HAYaJbHO  TMPOMCXOJAWJIIO B  TECHOM  COTPYJHUYECTBE  IEIUATPOB-
SHAOKPHUHOJIOTOB U neTckux xupyproB. C 60-x rogoB C.A onernkwuii obparan
BHUMAaHKE Ha CII0O)KHOCTh W BOXKHOCTH AU(dEepeHIINaTbHON JMArHOCTUKH MEXKTY
W30JJMPOBAHHBIM TIOPOKOM PA3BUTHUS YPETPHI, HEOMYIICHUEM SUYKa U BAPHAHTOM
repmadpomutizma [C.A. Honeukwii, 1963 r.]. «['unocnaaus — OAHO U3

MPOSIBJICHUM JIO)KHOTO MYKCKOTO repmMadpoautu3mMa, 0COOEHHO 3TO OTHOCUTCS K
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TSOKETBIM  (popMaM, COUYETAIOMUMCS C KPHUITOPXHU3MOM... [l ycTaHOBIICHHS
JIMarHo3a J0CTaTOYHO CBEJCHUM, CBUIETEIbCTBYIOMINX 00 OTCYTCTBUU JEPUBATOB
BHYTPEHHHX >KEHCKUX IOJIOBBIX OpraHoB. Bo Bcex OCTalbHBIX Clly4asix JUarHo3
yCTaHaBJIMBAETCAd Ha OCHOBaHMU Ouworncuu obeux roHan». — C.A. Jloneuxui,
1970 r. K cepemnune 70-x B pabortax W.B. I'omybeBoii, A.b. Oxynosa, M.A.
Kyxosckoro, 3.I1.Kacarkunoit, H.b.JlebeneBa cuctemaTu3mpoBaH OOJIBIION
KJIMHAYECKUA OMBIT JUATHOCTUKKA M JICYCHHUS TMAIMEHTOB C BPOXKICHHOU
naToJjiorueil moioBoi cuctemsl. B 1971 roay B pesynbraTe COBMECTHOM paOOTHI
npodecCOpoB M HAYYHBIX COTPYAHUKOB WMHUCTUTYyTa SKCHEPUMEHTAIBHOU
sHAOoKpuHONoruu W xumun ropmoHoB AMH CCCP H.T.Crapkosoii,
M.A . Kyxosckoro, W.B.I'ony0eBoii, M.U.bponmreiin, B.C.3enenenxoii Obuia
NpeJIoKeHa TiepBasi  OTEYECTBEHHAs  KjacCU(UKAIUs U TEPMHHOJOTHUS
BHYTPUYTPOOHOHM MATOJOTUU TOJOBOrO pa3BuTHs. B ocHOBY kiaccudukanuu
MOJIOXKEHO  COIMOCTaBJIEHUE KIMHMUYECKHMX OCOOEHHOCTEW C HapylIEHUEM
Pa3IMYHBIX ATAnoB MOp(doreHe3a MmoJIoBOH CUCTEMBI.

Knaccudukanus HapyuieHui mojosoro passutus (1971 r.):

| Arenesust ToHaa: a) «4yuctas» areHesus, 0) cuniapom lllepereBckoro-
Tepnepa);

Il Jlucrenesusi roHaq: a) UCTUHHBIN TepMmadpoautTusM; O0) aUCTEHE3Us
SUYHUKOB; 0) TUCTEHE3USI TECTUKYJIOB;

Il Cunnpom Pokuranckoro-Krocrepa;

IV CunapoM HEMOJMHON MaCcKyJIMHU3ALNHY;

V CuHapoM TECTHKYJISIPHON (heMHU3AINY;

VI BpoxienHas qucyHKIUS KOpbl HAATOYEYHUKOB;

VIl Nanonatudeckast BpoxKIAEHHAs BUPUIIM3AIUS HAPYKHBIX T€HUTAIAN y
JEBOYEK;

VIl T'unocnianust ypeTpsl;

| X Kpunropxuswm;

X BHyTpuyTpOOHBI! aHOPXU3M.
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beutn omnpeneneHbl OCHOBHBIE MOHATHS. JlucreHesus SMYHUKOB WIH
TECTUKYJIOB - MOPQOJOTHYECKM M  (PYHKIMOHAIBHO HENOJHOLIEHHOE
dbopMupoBaHre TroHaabl B 3MOpHOreHe3e, KOrJa HMEIOTCS TepMUHATHUBHBIC
CTPYKTYPBI, MO3BOJISIOLIME OIPEACIUTh IOJOBYH) IPHUHAJIEKHOCTH TOHAIBL.
3auaTKy MOJOBBIX JKEJIE3, COAepKAIIUE TOJIBKO MHTEPCTUIIMAIBHYIO TKaHb, OBLIH
Ha3BaHBI — CTPEK-TOHA/BI (OT aHTI. — TsK, Streak). TectukymnsipHas pemMuHU3aIUS
— pa3BUTHE KEHCKUX (PEHOTUINHYECKUX YEepPT y OONBHBIX C TECTUKYJISPHBIMU
dopmamu repmadponutuzMa. B Tex ciydasx, Korma OTCYTCTBOBAJIM MPU3HAKU
ACTPOTr€HU3ALNH OPraHU3Ma, TOBOPUIIN O «HEIOJIHON MACKYJIMHHU3ALAN.

O0o03HaueHNne OCHOBHBIX KIMHUYECKHX (OpM 3TOM KiacCU(pUKALUU HE
MEHSJIOCh Ha NMpoTsbkeHuu 35 set. B 1979 roxy u3 BHyTpuyTpoOHOM NATOJIOTUA
IIOJIOBOTO pa3BUTUs OblIa BbIAENIEHA KilacCUPUKAUs repmMappoauTusma,
oObenuHApImas Bce ero (opMbl B TpU OONbIINME TPYMIbL: JIOXKHBIN KEHCKUN
repMapoauTU3M, JIOKHBIA  MYKCKOW  TrepMappOIuUTU3M W UCTUHHBIN
repMapoaUTH3M, MPEANOJaraloliuii NPUCYTCTBHE B IOJOBBIX JKeJe3ax
npu3HakoB oooux mojoB [D.I1. Kacatkuna, 1979 1.]

B 1979 -1980 rr U.B.I'onyGeBa, A.b.OKkysoB BHepBbIe MPEUIOKUIH U
OOCYyIMIM KpUTEpPUM BHIOOpA TMOJIOBOM MPUHAAJIEKHOCTH TMALMEHTOB C
HEONPEECICHHOCThIO T10J1a HA OCHOBAHUM COOCTBEHHOI'O KJIMHUYECKOI'O ONBITA,
JUINTEIbHBIX KaTAMHECTUYECKUX HaOmoaeHni. Onucain cnocoObl ONepaTUBHOTO
JICYEHUS. ABTOpBI MOAYEPKUBAIOT, 4TO (heMuHM3upyrouue 51
MAaCKyJIMHU3UPYIOIINE OIEpallMd HE TOJBKO HCIPABISAIOT KOCMETUYECKUN
nedext, HO M oO0ecrmeunBalOT BO3MOXKHOCTH TIOJIOBOM JKM3HHU. B cBoei
MoHorpadun HMpuna BsuecnaBoBHa ['ony0GeBa mnpuBOAUT ONBIT JieueHUs 37
OOJNBHBIX C IMCTeHE3UEH TeCTUKYN, Y 22 W3 KOTOPbIX OblLIa MPOU3BEICHAa CMEHA
IpaX/IaHCKOTO I0JIa B IMyOEpTaTHOM U MOCTIyOepTaTHOM mepuonax. ABTOP
oOpamiaer BHUMaHW€ Ha OWIMOKW, KOrjJa TOJ «MAacKoW» KpUITOpXU3Ma U
TMIIOCTIAINY CKPBIBAIOTCS CEpbE3HbIE HApYIIEHUS U] PepeHIupOBKH MOIa.

Kpunropxusm Obn onpenenen C.4. JloneukuM kak 3aiepkka siMyka Ha

nyti ero HucxoxaeHus B momoHky [C.A. Jdonenkuit, 1970]. IlepBoe mecto B
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neyeHun kpunrtopxusMa CraHuciaB SKOBIEBUY OTBOAWII XUPYPTHUECKOMY
Hu3BeleHN0. OpHAaKo, MpU aHOMAJMUSAX PA3BUTHS SIMYEK, HMX THUIOIUIA3UH,
MOSIBJICHUM TPU3HAKOB TUIIOTOHAAW3MA, MPU3bIBAI pPEIIaTh BOMPOC JieUeOHOMU
TaKTUKH COBMECTHO C 3HJAOKpHHOJoroM. Yxke B 1970 r. Jlonmenkuit oGpariaet
BHUMAHHE, YTO NPOTHO3 IPU KPUNTOPXU3ME 3aBUCUT OT pPa3MEpPOB, CTENEHU
HEJIOPa3BUTHUS SIMYEK W crepMmaToreHHoW (yHkmuu. Heckombko mo3xke ObuH
MOJIYYEHbl JAHHBIE, YKa3bIBAIOIIUE HA CHUKEHHBIE PE3EPBHBIE BO3MOYKHOCTHU
HeomymeHHbIX ssuuek [Kypaesa T.JIL., 1979 r.].

M.A. Kyxosckuit, H.b. JlebeneB, T.B. CemuueBa (1989) mnomyuwin
nosiuMopdHbIe JaHHBIE O TOHAJOTPONMHOW GyHKUMMU TUnodusza y OOJBHBIX C
KpUnropxu3momM: ypoeHb JII' Obu1 cHMKEH B 1/3 ciiydaeB, MOBBIIIEH MOYTH B
MOJIOBUHE HAOJIOJICHUHN U B 74 ClIy4aeB HAXOJIUJICA B Mpejenax HopMbl. Bo3HUKIIO
MPEIIONIOKEHHE O  TETEPOr€HHOCTH  MATOTCHETUYECKUX  MEXaHU3MOB
KpUNITOPXU3MA.

CoBpemMeHHBIE  HUCCIEAOBAaTENM  MOAOLULIM K  OYEPEAHOMY  dTaly
nepeocMeiciieHuss  BompocoB  nuddepenuupokn nona. Pazsutue JIHK-
JMArHOCTUKH, HAKOIUICHHE 3HAHMK O MOJIEKYJISPHBIX MPUYMHAX 3a00JIeBaHMIMA
MOCIYXKIJIO OCHOBaHMEM JUisi (POPMUPOBAHUST ~ HOBOTO TATOTEHETUYECKOTO
MOJX0/1a K JUArHOCTUKE W JICUCHUIO TMATOJOTUU MOJIOBOTO pa3BuTus. B aBrycre
2006 r. EBpomneiickoil accouualMeil  SHIOKPUHOJIOTOB COBMECTHO C
AMEpPUKAaHCKUM COOOIIECTBOM MPHUHAT U BHEAPEH B KIWHUYECKYIO MPAKTUKY
KoHceHCyCc MmO OKa3aHWIO TOMOIIM JAETAM C HEONPEAEIICHHOCTBIO IT0Ja
[Consensus Statement on Management of Intersex Disorders by the Lawson
Wilkins Pediatric Endocrine Society and European Society for Paediatric
Endocrinology, 2006]. ITpu 3ToM HEKOTOpbIE «MSATKHE» (MapiuuaibHbie) GOPMBbI
BIIIIP, Takue Kak M30JIMPOBAaHHAS MPOMEKHOCTHAS THUIIOCHAAUs, MUKPOIECHHS,
COYETaHUE KPUMNTOPXU3MA C TUIIOCMAIUEH WJIM MUKPOIICHHEH OBbUIM OTHECEHBI K
H®II [Lee PA et al., 2006, Ahmed SF et al, 2011]. /IBycTopoHHHUI KPUITOPXU3M
oOcyXmaeTrcs B JUTEpaType KakKk CHUMIOTOM, TPeOYIOMUN HUCKIIOUCHUS

MOHOTEHHOM MaTOJIOTUH MOJ0BOT0 pa3BuTus, aedekra reoB DAX1, GnRH u ero



19

penenropa, KAL, AMH u ero penentopa [Pitteloud N, 2002; Tiittelmann F.,
2009; Sarfati J, Dodé C, Young J, 2010]. B HEKOTOpBIX cay4asiX OJHOCTOPOHHEE
OTCYTCTBHE NAJBIIUPYEMOro siMyka cienyer paccmarpuBath kak HOII. Tak,
OMMCAHbl CIIy4ah, KOIJa H30JMPOBAHHOE OTCYTCTBHE OJHOIO SIMYKa ObLIO
€AUHCTBEHHBIM TMPOSBICHUEM CMEIIAHHOW JUCTE€HE3UM TOHAJ, HENOJHBIM
BAapHAaHTOM PE3UCTECHTHOCTH PEIENTOPOB aHTUMIOJLIepoBa ropmoHa [Ostergren
P, Juul A, Azawi NH., 2013; Salehi P et al.].

[Ipu poxxaennn pebeHKa ¢ HEMPAaBUIBHBIM CTPOSHHUEM HAPY>KHBIX MOJOBBIX
OpraHOB TPUOPUTETHBIMU BOIPOCAMH SIBJISIOTCA HCKIIOYEHHUE BPOKICHHOU
JUCPYHKIIMM KOpbl HAJMOYEYHUKOB, MEPBUYHAs OLIEHKA HOBOPOXKJIEHHOTO MU
BBIOOp MOJIOBOM MPUHAJICKHOCTH, a TAKXKE MPOBEACHHE PEKOHCTPYKTHUBHBIX
onepanuil. Pemenune 3tux 3agau TpeOyeT TECHOM KOHCONMJIAIMH CIELUAIUCTOB.
OmnbIT paboThl 3apyOeKHBIX CIEHHUATU3UPOBAHHBIX LIEHTPOB OMPEIENINI COCTaB
MYJIbTUANCIAIUIMHAPHOW KOMAH/IbI, BKJIKOYAOIIEN YHAOKPUHOJIOra, THHEKOJIOTa,
CHEeLMAUCTa IO PEKOHCTPYKTUBHOM XHPYprUM U CHEHHAIBbHO OOY4YEHHBIX
MEJIMIIMHCKUX CECTEP C JAOIMOJHUTEIBHBIM IPUBJICYECHUEM YpPOJIOra, TEHETHKA,
penpoaykrosniora npu Heooxomumoctu [Lee PA et al., 2006; Berra M, 2010].
[Tocne BbIOOpa MOJIA M 3aBEPIIECHUS XUPYPrUUECKOTO JICYCHUs KOHTAKT MalleHTa
C MEIMIMHCKAM LEHTPOM 4YacTo oOpbiBaeTcd. TeM BpeMeHeM, ILEeNbld psi
BOIIPOCOB, TaKMX KAaK PUCK MAJMTHU3alMM TOHAJ, IOMOIIb B peaU3alUu
nyOepraTta u HepTUIBHOCTH, KOHTPOJIb 3aMECTUTEIBHOM TrOPMOHAJIBLHOM Teparnuu,
npodeccuoHanbHas MCUXOJIOrMYecKasi MOMOIb TPEOYIOT MOCTOSSTHHOTO KOHTaKTa
NALMEHTa CO CINIENNAINCTAMH.

Camblil BBICOKMH PHUCK Pa3BUTHS 3JI0KAYECTBEHHBIX OMYXOJEN TOHAJ WUMEIOT
NALUEHThI ¢ aucrene3neil. [1ockonbKy ciydan HeyJaJeHHBIX TOHAJ y MMallMEeHTOB
C IUCTeHE3Wel PEeIKH, TPYAHO OIEHHUTHh OOIIUN MPOIEHT pa3BUTHS paka. ITH
uu@psel, MO JaHHBIM PA3JIUYHBIX aBTOPOB, U B 3aBUCHUMOCTU OT MEPHOJIAa KU3HH,
kostebmrores ot 12 mo 36 mpouentos [Cools M et al., 2006; Verkauskas G et al.,
2007]. Hdus >KeHIIMH € OBOTECTHC W CHUHAPOMOM HEUYBCTBUTEIBHOCTH K

aHJIPOreHaM PUCK MaJIMTHU3anuu oreHuBaercs B 2 — 3% [Tsuchiya K et al., 1995;


http://www.ncbi.nlm.nih.gov/pubmed?term=T%C3%BCttelmann%20F%5BAuthor%5D&cauthor=true&cauthor_uid=18423454
http://www.ncbi.nlm.nih.gov/pubmed?term=Sarfati%20J%5BAuthor%5D&cauthor=true&cauthor_uid=20389090
http://www.ncbi.nlm.nih.gov/pubmed?term=Dod%C3%A9%20C%5BAuthor%5D&cauthor=true&cauthor_uid=20389090
http://www.ncbi.nlm.nih.gov/pubmed?term=Young%20J%5BAuthor%5D&cauthor=true&cauthor_uid=20389090
http://www.ncbi.nlm.nih.gov/pubmed?term=%C3%98stergren%20P%5BAuthor%5D&cauthor=true&cauthor_uid=23373508
http://www.ncbi.nlm.nih.gov/pubmed?term=%C3%98stergren%20P%5BAuthor%5D&cauthor=true&cauthor_uid=23373508
http://www.ncbi.nlm.nih.gov/pubmed?term=Juul%20A%5BAuthor%5D&cauthor=true&cauthor_uid=23373508
http://www.ncbi.nlm.nih.gov/pubmed?term=Azawi%20NH%5BAuthor%5D&cauthor=true&cauthor_uid=23373508
http://www.ncbi.nlm.nih.gov/pubmed?term=Salehi%20P%5BAuthor%5D&cauthor=true&cauthor_uid=23539834
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Letterie GS, Page DC, 1995; Malavaud B et al., 2000; Sakai N et al., 2000].
Takass HHM3Kash BEPOATHOCTh MAJIMTHU3ALMU JIEJIAET BO3MOYKHBIM COXPAHCHHE
MOJIOBBIX JKEJIE3 JI0 Hayaua CIOHTaHHOro mybeprara. TpyaHOCTH 3aKIIFOYAKOTCS B
o0ecIeyeHUr OCTOSSHHOT'O KOHTPOJIS 32 MallUEHTOM.

PekoHCTpyKTHMBHAas ~XMpyprusi BKJIO4aeT B cebs gBa odrtama: 1)
MaCKYJIMHU3ZHPYIOIIYIO OO0 (HEMUHU3ZUPYIOIMIYIO TIACTUKY, COOTBETCTBYIOIIYIO
BBIOpAaHHOMY TIOJy; 2) co3JaHue Biaranuina y nanueHtoB ¢ HOII, umerommx
JKEHCKMU TI0JI BOCHUTAaHMSA. [[OCTMKEHHS M BO3MOYKHOCTH PEKOHCTPYKTHBHOU
XUPYPTHUM OYEHb BBICOKM HA CETOAHSIIHMA JEHb, BO3MOXHO COBMEUICHHUE
nepBoro ¥ BToporo  artanoB. OaHAaKO  JOJrOCPOYHBIE  HAOIIOACHUS
CBUJETENBCTBYIOT O TOM, YTO JIYYIIHA KOCMETHYECKHMH M (PYyHKUIMOHAIbHBIN
pe3ynbTaT JOCTUTAETCs MPU IPOBEICHNUH IIJIACTUKH BIJIATAJIMILNA B IIOJPOCTKOBOM
u B3pocioMm Bospacte [Liao L et al., 2006; Ismail-Pratt | et al., 2007]. Taxxe
cieayeT NOMHUTH 00 3(PHEKTUBHOCTU KOIBIIOAIOHTAIUUA U JUJIaTalldd BarvuHbI y
XY nanueHTOK. YcCHOEmHbIM pe3yabTaT MJAaHHOTO MeEToJa IpH  XOpOoIIen
MOTHBAIMU NaneHTku pocturaet 85% [Esegbona G et al., 2003].

Pa3HooOpa3Hble NCUXOJIOTMYECKHE METOAMKH HCIOJIb3YIOTCA HpU paboTte C
naupeHtaMmu ¢ H®II. OHu HampaBieHbl Ha MPEOAOJIEHHE COLUAIBLHOIO
NPOTHBOPEUMS IUArHo3y W xupyprudeckomy jeueHuro [Minto CL, Liao KL,
Woodhouse CR et al., 2003]. CtocoOHOCTh CEMBH K OTKPBITOCTH M IOIIEPIKKE
OKa3bIBA€T OCOOEHHO BAKHOE BJIMSIHUE HA pa3BUBAIOLIErocs peOeHKa, MOAPOCTKa
U JaXe Ha B3pOCIIOr0o, MO3TOMY NCUXOJIOTHYECKOE KOHCYJIbTUPOBAHUE IOJIKHO
ObITh mocTymHO cembe [Liao LM, Green H, Creighton SM et al., 2010]. Kpome
TOTO, ONpEeIeJICHHbIE TICUXOJIOTMYECKUE MOIX0IbI HEOOXOAUMBI ISl CO3JaHUs U
yCIEIHOW paboThl KOMaHAbl, oOOecreynBarouiel KIMHUYECKOE BeJICHHUE
nauerTos ¢ HOII [Lee PA, Houk CP, 2012].

3amecTUTeNIbHAsI TOPMOHAIbHAs Tepamnusa. B HacTosiiiee BpeMsi HET €IMHOTO
MHTEPHAIMOHAILHOTO  KOHCEHCYCa OTHOCHUTEIBHO BpPEMEHH M  CHocoba
uHULManuu — nyoeprara. BeposTtHo, HauOonee  aIeKBaTHOM  CUMTAETC

3aMeCTHUTENIbHAsl Tepamnus, obecrmeuuBaroiias IMmyoepTar, NPUOIMKEHHBIA K


http://www.ncbi.nlm.nih.gov/pubmed?term=Lee%20PA%5BAuthor%5D&cauthor=true&cauthor_uid=23469391
http://www.ncbi.nlm.nih.gov/pubmed?term=Houk%20CP%5BAuthor%5D&cauthor=true&cauthor_uid=23469391
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¢buznonornuecKkomMy, He BCTymasi B KOMIPOMHUCC ¢ KOHEYHBIM pocTtoM. Mcxomas u3
ATOr0, y JEBOYEK IyOepTaT JOJDKeH ObITh HMHIYIMPOBAH MpPH JOCTHKEHUU
KOCTHOTO Bo3pacta 11 jieT, y MabuuKOB IIpH KOCTHOM Bo3pacte 12 jer [P0zo J,
Argente J, 2003]. Tlono6panusie 10361 3I'T momKkHBI 006€CTIEYMBATh MEIJICHHOE U
PaBHOMEPHOE YBEJIMYEHHUE YPOBHS CHIBOPOTOUYHBIX CTEPOHUIOB JJISl aJIEKBATHOTO
pa3BUTHS  BTOPUYHBIX  TIOJIOBBIX  TPU3HAKOB, BHYTPCHHUX TI'E€HUTAJUH,
nybepratHoro ckauka pocrta. 1.S. Han, P.M. Bouloux Ttaxke peKOMeHIyIOT
UHUIIMUPOBATh MyodepTaT B Bo3pacte 12 — 13 neT, uUCmoib3yss MHHHMAJIBHO
3¢ (exTuBHBIE J03bl MOJOBBIX CTEPOUIOB, UYTOOBI M30€kKaTh 3AKPHITUSA
MU(PU3APHBIX 30H POCTa C OJHON CTOPOHBI U MOTEPU KOCTHOW Macchl ¢ APYroi
[Han TS, Bouloux MG, 2010]. [MoMuMO WHHIIMAIIMM W TPOTPECCHPOBAHUS
nyoeprata, BaxxHoW 3amadeir 3I'T sBisgeTcs obOecmedeHHE CIIOCOOHOCTH K
penpoaykuun. IIpocrekTrBHOE HCClieqoBaHMe (PUHCKHX ydeHbIXx T.Raivio, A.
Wikstrom, L. Dunkel mokasamo ycremHoe NpHMEHEHHE KOMOWHHUPOBAHHOM
Tepanuu roHaI0TPOIIMHAMHU Y TIPEIyOepTaTHBIX Madb4uKoB 10 — 17 neT ¢ 1enbto
WHUIMAINN ITyOepTaTa, pocTa ToOHal, MHAYKIUU criepMaTorenesa. [lomyueHHsie B
pe3ysbTaTe YCHEIIHOrO JieYeHUs oOpas3lbl CEMEHHOM IKUAKOCTU ObLIM
3aMOpOJKEHBI JIJIS MCTOIb30Banus B Oymymiem [Raivio T, Wikstrom AM, Dunkel
L, 2007]. Amnanormunbie pe3ynbraThl mody4dmin A.A.Sinisi ¢ coaBTopammu.
VYyensie  mMOKazaiM, UYTO  MHUIMAIMS  myOeprata  PEeKOMOWHAHTHBIMH
rOHAJOTPONIMHAMH Y TAIMEHTOB C BPOXKACHHBIM  THUIIOTOHAJAOTPOIHBIM
TMIIOTOHAIN3MOM MPUBOJNT K YBEIUYEHUIO YPOBHS AMI' B CEMEHHOM KUIKOCTH.
OTo eme pa3 JOKa3bIBAET HEOOXOIUMOCTh CBOCBPEMEHHOW JIHATHOCTUKH U
pannero Hayana 3I'T [Sinisi AA, Esposito D, Maione L et al., 2008].

[Tomomp B peanmzaruu heprunbHocTH manueHToB ¢ HOII tpebyeT Tounoi
Bepu(UKaAIMU JMarHo3a W TIIATEIBHBIX 3HAHWM  KaXKIOrO  BapuaHTa.
B03MOXHOCTH penpOIyKTUBHBIX TEXHOJIOTUN OYE€Hb BHICOKH B HACTOSIIEE BPEMSI.
XKenmmnusl ¢ noiaHou 46, XY aucreHesneld roHaj 1 HOPMaJIbHON MaTKOW MOTYT
paccMmaTpuBaTh OepeMEeHHOCTh Ipu JoHOpCcTBe sinekiaeTku [Kan AK, Abdalla

HI, Oskarsson T., 1997; Selvaraj K, Ganesh V, Selvaraj P., 2002; Siddique H,
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Daggett P, Artley K., 2008; Plante BJ, Fritz MA., 2008]. IlanweHTKH C
OBOTECTUKYJISIPDHBIM HapylieHrueM (OpMHpPOBAaHUS T0Ja, KaK MPAaBUIO, UMEIOT
HOpMaJbHO pa3BUThIE MOJIOUHBIE >Kene3bl. [lpumepHo 2/3 mamueHTOK C
UCTUHHBIM repMadpoIuTU3MOM U KapuoTunoMm 46,XX MEHCTpyHpyIoT, Y
IIOJIOBHHBI U3 HUX ycTaHoBiIeHO Hamuure oBysinuu [Nihoul-Fékété C et al. 2006;
Verkauskas G. et al., 2007].

B Hacrosimiee Bpemsi BHUMAaHHME JETCKUX HHAOKPUHOJIOTOB MPUBIIEKACT
BO3MOXHOCTb ~ paHHEH, HeoHatanpHOM Tepanuu  BIIIIP:  mukponenun,
KPUIITOPXU3Ma, BPOXKIEHHBIX (OPM THUIIOTOHAIOTPOITHOTO THIIOTOHAIN3MA.
N3yyenue anTeHaTanbHOTrO (HOPMHUPOBAHUS TUIOTATAMO-TUIIOGU3APHON OCH H
MOCTHATAJILHOTO Pa3BUTHUSI TOJIOBBIX JKEJIe3 TMOCIY>KWJIO OCHOBAaHUEM ISt
noao0HbIX uccnenoBanuii [Main KM, Toppari J, Skakkebek NE, 2006; Bergada’
| et al., 2006; Bouvatlier C., 2011]. Otu ganHpie OYAyT MOAPOOHO H3JIO0KCHBI B
cienytomem pasaene. Ha cerogHsmHauil 1eHb ONUCAHBI JTUIIb €AMHAYHBIEC CITy4an
JICYCHUS BPOXKIACHHOTO TUIIOTOHAIN3MA PEKOMOMHAHTHBIMYU TOHAIOTPOIIMHAMU B
MEePBbIC MECALBl JKU3HU C TMOJOXUTEIBHBIM 3(PdekTomM s o0beMa TOHal U
YPOBHsI penpoayKTUBHBIX ropMoHOoB [Bouvatlier C., 2008; Main KM c¢ coasr.,
2002]. OtnajneHHble pe3yiabTaThl MOKA HEHU3BECTHBI, HO TOJYYCHHBIC TaHHBIC
CO3MAIOT TMPEANOCBHUIKA JJI TMPOBEIACHUS CEPbE3HBIX  MHOTOIICHTPOBBIX
uccienoBanuii.  llepcriektBa ~ HEOHATaJbHOW  TEpAUU  BPOXKIAECHHOIO
TUIIOTOHAU3Ma SABJISIETCS 0€3yCIIOBHBIM O0OOCHOBAHHMEM JIJIs1 PAHHETO BBISBIICHUS
u Bepudukaruu BIITIP.

Co3peBaHue TUIOTAIAMO-TUIO(PU3aPHO-TOHATHON CHUCTEMBI TPOUCXOIUT B
HECKOJIbKO ATaIloOB, KaXKIbIM U3 KOTOPBIX UTPACT OMPEACIICHHYIO POJIb B PA3BUTHH
TOHAJ W CTAHOBJEHWU PENPOAYyKTUBHOM (yHkImu. Cxema HW3MEHCHUS
AKTUBHOCTHA THIIOTAIaMO-TUTIO(PU3APHO-TOHATHOW CHUCTEMBI y MaJbYMKOB
MpEJICTaBICHA HA PUCYHKeE 1.

['opmoHanbHble  WCClenOoBaHUS HMHGOPMATHBHBI TOJBKO B MEPUOBI
(U3HOJIOTHYECKON aKTUBHOCTH THUITOTAIAMO-TUIIO(PU3aPHON CHCTEMBI U TIOJIOBBIX

&Kele3 - MUHHU-TIyOepTaTa U mybepTara.
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Pucynok 1. I3MeHeHne akTUBHOCTH THIIOTAIaMO-TUTNIO(PU3apHO-TOHATHOU
CUCTEMBbI Y MaJTbYUKOB

1.2 ®usznoJoruvyecKkne H3MeHeHHs] AKTUBHOCTH TMNIOTAJIaMO-THTIOGH3apPHO-
TOHA/IHOI CHCTEMBbI B ePHO MUHH-Iy0epTaTa
CooOmieHHsT O TOCTHATAJILHOM TIOBBIIICHHUM YPOBHS TECTOCTEPOHA Y
MaJIbuuKoB mosiBuiMch B 1973 — 1974 rr. M.Forest oTrmerun, 4Tro YpOBEHB
TECTOCTEPOHA HAYMHACT ITOBBIIMIATHCS YK€ YEpe3 HENIEII0 IOCIC POXKIACHUS,
JOCTUTAET TAKOTO e 3HaYCHUS, KaK B Iy0OepTare, a 3aTeM HAaUMHAET CHHYKATHCS.
Brlia oTMedeHa BBICOKAsl CEKpEIvs TOHAJIOTPOIHBIX TOPMOHOB Ha IEPBOM IOy
JKU3HHU, KaK Y MaJIb4YUKOB, Tak U y neBouek [Forest MG et al., 1974]. Otu nannsie
MOJIYYHJIM pa3BHTHE B Hocieayronmx padorax [Forest MG, Ducharme R, 1993].
B pesyibTare 3KCIEepHUMEHTATbHBIX W KIMHUYECKUX UCCIICIOBAHHUIA CTAJIO SICHO,
YTO IIOCTHATajJbHAsl aAKTHBAIUsA, a 3aT€éM CHI)KCHHE TOHAJHONH aKTHBHOCTH
3aBHCHT OT TOHAJOTPOITHON CEKPEITNH, OTpakast 3pEITyI0 UMITYJIbCHYIO CEKPEIIUIO
JIT-PT [Cemuuena T.B., 2002].
TpaH3uTopHas aKkTHUBALMs THIIOTAIAMO-TUIO(PH3APHO-TOHAJIHON CHCTEMBI

(I'TC) B mocTHaTanbHOM TEPHOJIE TOJy4YWsa Ha3BaHHE «MUHHU-TIyOepTaT». B


http://www.ncbi.nlm.nih.gov/pubmed/?term=Forest%20MG%5Bauth%5D
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TEYEHUE MEPBBIX MECSLEB )KM3HU MPOUCXOAUT CYIIECTBEHHOE PAa3BUTHUE MOJIOBBIX
xene3, 9Ta ¢aza 3aMeTHa KIMHUYECKH, MPOSIBISIETCS YBEIUYEHUEM o0bema
TECTUKYJ W POCTOM IOJOBOIO  YJICHA. OOBEeKTUBHBIMU  TIPU3HAKAMU
nocTHaTaibHOM aktuBammu [TC  sBAsOTCS pe3ylbTaThl JIA0OPATOPHBIX U
MOPQOJOTUYECKUX METOJ0B uccinefaoBaHusi. Co BTOpOH HeOenW KU3HU
MOKa3aTelid TOHAJOTPONMHOB, TECTOCTEPOHA M AaHTUMIOJUIEpPOBA TOPMOHA
MPOTPECCUBHO YBEJIIMYMBAIOTCSA U JOCTUTAlOT MakcuMmyMa ko 2 — 3 mecsy. K
KOHIly MEPBOr0 MOJYrOAHsl YPOBEHb PENPOAYKTHBHBIX TOPMOHOB IOCTEIIEHHO
CHW)KAETCS U MPAKTHUYECKHU HE ONPENIEAETCS 10 HACTYIUICHUS IEPUOa MOJIOBOTO
cospeBanus [Bergada’ | et al., 2006; Main KM, Toppari J, Skakkebek NE, 2006;
Ji C et al., 2008]. UckiroueHne coCTaBiIsIeT aHTUMIOJIEPOB TOPMOH, €T0 BEICOKHE
TIOKa3aTelld COXPAHSIOTCS B TEYCHUE BCETO MpermyoepraTHoro nepuoja [Grinspon
RP, Rey RA, 2010].

AxTuBHas BbipaboTka JII' B TeueHue nepBbix 2 — 6 MecALEeB CiocoOCTBYET
MHTEHCUBHON MPOAYKLIMU TecTocTepoHa kieTtkamu Jleiinura. [lokazano BiusHue
SHJIOTCHHOTO TECTOCTepOHa Ha pocT mojioBoro wiena [Boas M, 2006]. B
KJIMHUYECKOM HCCIIEJOBAaHUU 3JI0pOBBIX MayibuukoB Jlanun u Ounnsaauu
OOHapy)XEHO yBEJIIMYEHHE JIMHBI IOJIOBOTO YJ€HA B TEUEHHE IMEpPBBIX TPEX
MECSILEB XU3HU Ha 1 cM J[JIMHA MOJIOBOTO WieHa CYIIECTBEHHO KOPPEINPOBaia C
YPOBHEM TECTOCTEPOHA M OTPULATENBHO KOPPEIUPOBaIa C MHAEKCOM MAcChl Tea
[Main KM, Toppari J, Skakkebek NE, 2006]. Hoka3ana 3¢hdEeKTHBHOCTH
HK30M€HHOTO TECTOCTEPOHA TMpPH JICYEHUHM MHUKPONEHUM B IOCTHATaJIbHOM
nepuozae [Bin-Abbas B, 1999].

Pannsis ctumynsauus tectukyn OCIT HeoOxommma — aisi pa3BUTHS U
nponudepanuu kietok CepTonu, CeKpelu aHTUMIOJUIepoBa ropMona [Grinspon
RP, Rey RA, 2010] u uaruouna b [Andersson AM et al., 1999]. IlocTHaranbHbI#H
POCT TECTUKYJ MPOUCXOIAUT 3@ CUET YBEJIMYEHUS JJIMHbI CEMEHHBIX KaHAJbIIEB,
nposndepanny U yBeludeHus odmiero uncia kinerok Cepronu [Hadziselimovic
F, 2005]. Mcnonp30BaHre TOYHBIX METOAOB JIMArHOCTHKH, YIbTPACOHOTPAPHUHU U

MopQoMeTpuHr, TOKa3ajo yBEJIMYECHHE 00bEMa TeCTUKyn Ha 36% B TedeHue


http://www.ncbi.nlm.nih.gov/pubmed?term=%22Hadziselimovic%20F%22%5BAuthor%5D
http://www.ncbi.nlm.nih.gov/pubmed?term=%22Hadziselimovic%20F%22%5BAuthor%5D
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nepBeIX Tpex MecsueB ckm3am [Main KM, Topparil J, Skakkeb NE, 2006].
VYcTaHOBIEHBI MOJOKUTEIBHBIE KOPPETSAIUNA MEXKIY 00BEMOM TOHAJl U YPOBHEM
AMI', oOpatHble KOppeIsIuoHHbIe B3anMOCBsizu ¢ ypoHem DCIT [Main KM,
Topparil J, Skakkebek NE, 2006; Sharpe RM, 2003]. IlapamienbHo c
MOBBIIIEHUEM TOHAJOTPONHUHOB, TecTocTepoHa u AMI™ B Bo3pacte 3 — 6 MecsiieB
ormevaeTcs nuk umHruOumHa b. Ilocne 6 mecdleB ero ypoBEHb IOCTEIEHHO
CHU)KAETCs, HO, B OTJIMYME OT TECTOCTEPOHA, OCTAETCA JOCTATOYHO BBICOKUM Y
OOJBIIMHCTBA MaNbUYMKOB M 10 15 — 18 MecsueB CpaBHUM CO 3HAYECHUSAMH
B3pPOCJBIX MYKYMH. MOXHO NPEIONOKUTh, YTO Pa3IMYHbI YPOBEHb MHIMOWHA
B nepuoa oT 3 nmo 18 — 20 mecdleB XKU3HA OTPAXKAET PA3IUYHYIO CTaIqUIO
co3peBanus kietok Ceproym [Anderson AM, Toppari J, 1999]. Hecmotps Ha
aKTUBHYIO CEKPELUUI0 TOHAJOTPOIMHOB, CIIEPMATOTEHE3 y HOBOPOXKICHHBIX
OTCYTCTBYET, UTO, BEPOSITHO, OOYCIIOBJIEHO OTCYTCTBUEM aHAPOT€HOBOIO CUTHAJIA
Ha kietku Cepromm [Rey RA, 2009] .

HeonartanbHas momymsinus KJIE€TOK Jledaura cMmemianHas ¥ mpecTaBieHa
KaK  3penbiMH, Xopowmo  Au(pGepeHUUpPOBaHHBIMH  KJIETKaMH, TaK U
YMEHBIIIEHHBIMH, CKOpee BCero (eTalbHbIMU KieTkamu Jleinura. DTH KIETKH
noaBepratotcst perpeccun [Prince FP, 1984]. TloctHaranbHas quddepeHimpoBKa
kieTok Jleidaura BKIIOYAET CJHOXKHBIM KOMIUIEKC KIJIETOYHBIX PEaKIUH,
conpoBoXaamumiicss nponudepanueit. [leputyOynspHble KIETKH €W KICTKU
Cepromu cekperupytot kputndeckue (akropel LIF, PDGF-a u Dhh, kotopsie
3aIlyCKalOT CTBOJIOBbIE KJIETKM Jlelaura k mnponudepanyii ¥ MUTpalUU B
WHTEPCTUIIMAIBHBIA ~ OTAEN  su4Yka, Trae OoHu  AuddepeHnupyrTcs B
NpealecTBeHHUKN kieTtok Jleiiaura. 3arteM, komOuHamus (akTopoB pocTa U
ropmoHoB (JII', T3, UDP1, PDGF-0) aktuBupyeT uX TpaHCHOpMAIMIO B
He3penble KieTku Jleiinura u, HakoHel, B 3pelible, KOTOpble (HOPMUPYIOT
NOMYJISIMI0 B3pOCIbIX KieToK Jleinura. Pe3ynbraTtoM ClI0KHOTO HpeBpalleHus
SIBJISIETCSl YBEITMUEHUE DKCIPECCUU CTEPOUIOTEHHBIX (akTopoB U peuentopa JII,

HOBBIIIICHHUE MPOAYKITMHU TecTocTepona [Svechnikov K, 2010].
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[lepunatanpHas npommdepanust kieTok CepToin SBISETCS KIIOYEBHIM
MOMEHTOM [IJIs KOHEYHOr0 00beMa TOHaJl M cliepMarorene3a. ['pymnma ydeHbIX
KBHUHCKOI0 HCCaeq0BaTeIbcKOro MHCTUTYTa U3y4Yalld pa3BUTUE KieTok CepTonu
y J)KUBOTHBIX ¢ 4 10 90 nHs nmocTHataiapHOro neprona [G R Hutchison, H M Scott,
M Walker et al., 2008]. MccaenoBanue BKIOYaI0 MOPGOMETPHUUECKHIA aHAIN3
kietok Cepronm W TE€PMUHATUBHBIX  KJIETOK;  PaJUOMMMYHHOE U
UMMYHOTUCTOXMMHYECKOE MCCIIEI0BAHNE CIEeU(PUUEeCKX OCNKOBBIX MapKEpOB:
AMH wu wunrubuna b, orpaxkaromux (QyHKIHOHAJIBHOE CO3PEBAHUE KIIETOK
Cepronmu, HECTWHA, ULMTOKEpaTMHA U TUCTOHA 3 — HHIUKATOPOB HX
nponudepanuu. ABTOpPHI TOKa3ald, YTO aKTUBHAs mpojudepanus KIeTOK
CepTOoJI IPOUCXOAUT B PAHHUN MOCTHATAIBHBIA NEPUOJ U B MEPHUOJ MOJOBOTO
co3peBaHUs. Y TMOCTIyOEpTATHBIX »KUBOTHBIX MapKephl Mpoiudepanun He
AKCHPECCUPOBAIUCH. AHTUMIOJIIEPOB TOPMOH OMNPENEISIICS TOJBKO B HE3PEIIbIX
kietkax CepTonu, ¢ HACTyIJIEHHEM IyOepTaTa €ro 3KCIPECCUsl 3aKaHYMBAJIACh.
ABTOpPBI Tak)Ke OOpaTUIIM BHUMAHUE HA aKTUBHYIO SKCIPECCUIO aHJIPOrE€HOBOTO
penenTopa B NOCTHATAJIBHBIX KieTkax CepToiii, 4YTO KOCBEHHO CBHUJIETEIICTBYET
O BIIMSHUM aHJPOTEHOB HA MX CTUMYJAIHUIO M (YHKIMOHAIHHOE CO3PEBaHUE.
[IpeameToM wuccienoBanus ObUIO TaKKe HW3YYCHUE BIMUSHHS TMOCTHATAIHHON
nponugepanuu kierok Cepronu Ha cnepMarorere3. C 3TOW LETbI0 TPOBOIUIOCH
BO3JleHicTBUE NUOYTWI(PTAIATOM Ha TMOJOMBITHBIX KPBIC, YTO BBI3BIBAIO
anpTepanuto kietok Cepromn. Ha 4 — 6 1eHb MOCTHATATIBHOTO MEPHUO/IA YUCHBIE
HaOMIOAQJIM  yMEHBIIEHWE YWCla CHepMATOTOHMM W HapylleHue  MX
nponudepanuu. B nepuon 15 — 25 nenp (myOepTaTHBIM BO3pACT) - CHHXKCHHE
qyycjga TEePMUHATUBHBIX KJIETOK. V3MeHeHus mnyOepTaTHOro Nepuojaa y4deHbIe
CBS3bIBAJIM C TMATOJOTMEN TMOCTHATalbHOrOo pa3Buthus kierok Cepronu. B
JUTEpAType MPEeCTaBICHBI pedepeHCHBIC 3HAYCHUS PETPOTYKTHBHBIX TOPMOHOB
B Iepuoja MUHU-yOepTata ainsg ManbuukoB Dunnannuu, [lanuu, Opaniuw,
Kutas. [IpuBoauM uX cpaBHHTEIbHYIO XapakTepucTHKy (Tabmuia 1). B Poccun
3a mociuegHue 15 ner wuccnenoBaHUSA NOMYJSALMU 300POBBIX MalbYMKOB HE

IIPOBOJUIINCE.
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N3BecTHO, 4YTO ypOBEHb MOJIOBBIX TOPMOHOB MMEET JTHUYECKUE U
pErvuoHaNbHbIE OCOOCHHOCTH. JTO MOATBEPKAAIOT CpPABHUTENbHBIC JaHHBIC
pedepeHCHBIX 3HaueHUU il ManbuukoB Kurtas, EBpombsl nm CkaHIuHABCKUX
cTpan. Hambonee OMM3KUMU APYT OPYTy SIBISIOTCS 3HAYEHUS! PENPOAYKTUBHBIX
TOPMOHOB Yy Mainb4uKoB @uHnssHanu U lanuu. [lo cpaBHEHHIO ¢ HUMU MaJlbUUKU
@paHIly3CKOM MNOMyJSIMUUM UMEIOT Oojiee IMHUPOKUN JUana3oH 3HAYECHUH IS
TOHAJIOTPOIIUHOB, CYILIECTBEHHbIC pa3IMyusi B pPEePEPEHCHOM HHTEpBaJe

uHruonHa b. Munu-nybeprar y ManpuukoB Kwutas XxapakrtepusoBaics
JIOCTOBEpHO 00Jiee BHICOKUMH TIOKA3aTeNsIMUA TOHAJOTPOITMHOB U TECTOCTEPOHA,
MeIuaHa TecTocTepoHa B 2,6 pas3a mpeBblllaa OSTOT MOKa3zaTenb JJis
CkaHIMHABCKUX CTpaH. W3 BBIMIEU3IOKEHHOIO CIEIyeT, YTO pa3padoTKa
COOCTBEHHBIX pe(epeHCHBIX 3HAUYCHHH HeoOXoauma sl d3(PPEeKTUBHON OLICHKU

PE3YIIBTATOB 'OPMOHAJIBHBIX HCCHCHOB&HHﬁ.

Tabnuua 1. CpaBHuTenbHas Tadauna peepeHCHbIX 3HaYeHUH TOHAJOTPOITMHOB,

TECTOCTEPOHA U aHTHUMIOJUIEPOBA TOPMOHA Y MAJIIBUMKOB 2 — 3 MECSILEB

( MO TaHHBIM Pa3JIMYHBIX ABTOPOB)

[Tokaszarens OuHIAHANA Hanus ®panuus Kwurait
n 300 399 215 79
Tecrocrepos, 3.26 (0.64-7.90) 3.30 (0.58-7.69) 0.52-4.79 8.53(3.85-19.52)
HMOJIB/TT
JIT, en/n 1.75 (0.58-4.04) 1.77 (0.55-4.11) 05-7.1 3.5(0.7-6.6)
OCT, en/n 1.30 (0.49-2.92) 1.18 (0.41-3.04) 0.2-4 3.4(0.5-6.3)
JIT/®OCT 1,2-14 1,4-16 2,5-1,75 14-10
JIT'/ TecTocTepoH 0.54 (0.18-2.16) 0.54 (0.16-2.52) 0,4 (0,18 -0,34)
AMT, nmons/nl 260-1157

HT/MJIT 36.4 — 162
WNurubun b, /M 459 (266-742) 380 (233-637) 125-570
Jlumepamypa Suomi AM, Suomi AM, Lahlou N, Ji C, Huang XW

Katharina MM et | Katharina MM et | Fennoy | et al., et al.
al., 2006 al., 2006 2004 2008
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1.3 TeueHne MUHU-TIY0OepPTaTAa Yy MAJBYUKOB C MATOJI0THeN PenpOayKTUBHOI
CHCTEMbI

UccnenoBanusi, XapakTEepU3YIOIIUE TMOCTHATAJIbHBIE TOPMOHAJIBHBIE W
MOP(OJOTUYECKHE HM3MEHEHHMs] MAaJbYMKOB C MaTOJOTHEH pernpoyKTUBHOU
CHUCTEMBI, HEMHOTOYHCJICHHBI M mpoTuBoTeunBbl. AM Suomi, KM Main ¢
coaBropamu (2006) mpu obcrmenoBaHMr 67 MaTbYMKOB C KPUITOPXU3MOM B
BO3pACTE 3-X MECALIEB BBISBWIM YBEIMYECHHUE COJIEPKAHUS TOHAJOTPOINHUHOB M
CHW)KEHHME HMHIMOMHA b B CpaBHEHMM C KOHTPOJIBHOM TPYIION, YBEIWYEHUE
cootHomenuii JII'/recrocrepon u ®CI'/unrnoun b. IlokazaTenu tecrocTepoHa u
rJI00YJIMHA, CBS3BIBAIONIETO TIOJIOBBIE TOPMOHBI, HE HWMEIH CYIIECTBEHHBIX
pa3inuuuii ¢ KOHTpoJbHOM Tpymmoi [Suomi AM et al., 2006]. AmepukaHckue
uccinenosatenu Barthold JS, Manson J (2004), HampoTuB, He OOHAPYXHIN
CYILIECTBEHHBIX OTJIWYUN B YPOBHE PENPOAYKTUBHBIX TOPMOHOB Y MaJbYUKOB C
KPUIITOPXHU3MOM B CPaBHEHHHM CO 37I0pPOBBIMH HOBOpOXkIeHHbIMHE [ Barthold et al.,
2004].

K. A. Boisen, M. Chellakooty ¢ coaBropamu (2005) oneHWIM ypOBEHBb
PENPOIYKTUBHBIX TOPMOHOB y 23 MaJIbUMKOB 3-X MECSAIIEB KHU3HU CO CTBOJIOBOM,
KOPOHAPHOW M TOJIOBYATOM THIOCMAaAuEH. ABTOPbl OTMETHJIM HE3HAYUTEIBHOE
nosbilicHue ypoBHss @OCIT B wuccinegyemon rpynmne. Ilokazarenmn JIT,
TECTOCTepOHA W WMHrMOMHAa b He oTiIMYainch OT 370pOBBIX JeTei. B maHHOE
UCCIICIOBAHUE HE BOIUIM JETH C MPOKCUMAIbHBIMU (POpMaMU THUIIOCIAIUH.
YpoBeHb pENpPOAYKTUBHBIX TOPMOHOB Y MaJbUUKOB C MOIIOHOYHOU U
MPOMEKHOCTHOW (opMamMu THUNOCHAAMM B TEPUOJ MHUHHU-TIyOepTata He
uccnenosan [Boisen KA, Chellakooty M, Schmidt 1M, 2005].

JlnHamudeckoe uccleqoBaHuEe TOPMOHAIBHOTO TPO(UIIs y MIIaJICHIICB U
MOJPOCTKOB ¢ cuHApoMoM KialHdenbrepa Mo3BOIUIO MPEANOIOKUTh BIUSHAC
MOBPEXKJCHHBIX TEPMUHATUBHBIX KJIETOK Ha (PYHKIMOHAIBHOE CO3PEBaHUE
kietok Cepronu. B mepBble MecsIbl )KM3HH YCTAHOBJIEHO CHUXEHHE YpPOBHS
TECTOCTEpOHA TP HOPMAJIbHBIX MOKa3aTeJsIX AaHTUMIOJUIEpOBA TOPMOHA W

naruouHa b. YV nmoapoctkoB ¢ cuaapomom Kialindenbrepa onpeneneHbl HU3KHE


http://www.ncbi.nlm.nih.gov/pubmed?term=Barthold%20JS%5BAuthor%5D&cauthor=true&cauthor_uid=15371802
http://www.ncbi.nlm.nih.gov/pubmed?term=Manson%20J%5BAuthor%5D&cauthor=true&cauthor_uid=15371802
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MOKa3aTelid KaK TEeCTOCTEpOHA TaK W WMHTHOWHA b TpW BBICOKOM COfEp>KaHUU
TOHAJIOTPONIMHOB B CBHIBOPOTKE. Pe3ynbTarhl HCCleOBaHUS [OKa3ajid, YTO
KOJMYECTBEHHOE cojiepkanre M (yHKmus kieTok Ceproiau y NaIMeHTOB C
cuaapomom KraitHdenbTepa B paHHUN MOCTHATAIbHBIA MEPUOJ HE HAPYIICHBI.
OTU JaHHBIE TOJIEP)KUBAIOT TOYKY 3PEHUSI BTOPUYHOTO IMOBPEKICHUS KIETOK
CepTom IpH JIereHepaluy repMUHATHBHBIX KiieTok [Lahlou N, 2004].
BonpmmMHCTBO uCcienoBareneii MHTEpPECyeT 3HA4YeHHE IOCTHATAIbHOTO
MepuoJia JUIsL CO3PEBAaHUSl PEPOAYKTUBHOM CHUCTEMBbI W MHOCHEAYIOLIEH
dbepTibHOCTH. M3BECTHO, UYTO TpPUAIATh TMATh MPOIEHTOB MAJBYUKOB C
KPUIITOPXU3MOM, TIEPEHECIINX OpPXUOMEKCHI0 J0 6 MecsleB, OCTaloTcs
WHOEePTUIHLHBIMA, HECMOTPS HA TO, YTO OHHU HUMEIOT HOPMAIbHOE YHCIIO
IrepMEHATUBHBIX KIETOK K MOMEHTY omnepainuu. [lpuunHoit mHbepTUIHLHOCTU
apigercss  AedeKkT TpaHcPopMallid TEePMUHATUBHBIX KJIETOK B  TEMHBIC
CIIEPMATOTOHWM — CIIEPMAaTOTOHWUW pe3epBa, pPaHHUE MPEANICCTBCHHUKN
cnepmatozousioB [Hadziselimovic F, Herzog B., 2001]. IlBeitnapckue yuensie F
Hadziselimovica, LR Emmonsa, MW Buserb (2004) ommcanu pe3yibTaThl
TeCTUKYJsipHOU Ouoricuu 159 manpunkoB 1 — 12 Mecsies. B rpynme 310poBbix
MaJbYMKOB YHCIIO TEMHBIX CIEPMATOTOHMI SIBHO BO3PACTajio IMOCIE S5 MECSIEB
KU3HH. B CKpOTaJBHBIX SWUYKaX TPH OJHOCTOPOHHEM KPHUNTOPXH3ME TaKXKe
O0OHapy>KMBAJIOCh YBEIMUYECHUE YUCIIA CIIEPMATOTOHUN, HO 3HAYUTEIHLHO MEHbIIIE,
YeM B KOHTPOJBHOW Tpymnmne. DTH W3MEHEHHS IOJHOCTHIO OTCYTCTBOBAJIM B
HEOMYIIEHHBIX SUYKaX, MPH 3TOM OOINee YKHCIO TEePMHUHATHBHBIX KJICTOK B
nepBele 6 MecAleB JKM3HM COOTBETCTBOBaimo Hopme [Hadziselimovica F,
Emmonsa LR, Buser MW, 2004]. B 2007 romy D Zivkovic, DT Bica, F
Hadziselimovic BBISIBIJIM  TNPSIMYIO  B3aMMOCBSI3b  MEXIY  yYpPOBHEM
CTUMYJMPOBAHHOTO TECTOCTEPOHA W KOJWYECTBOM TEMHBIX CIEPMATOTOHHMIA B
ouonTare sivuek y nerer 1 — 7 jeT. YdeHble NPEANOJIONKHUIN, YTO MOIBEM
TECTOCTEpOHA B PAaHHUW MOCTHATAIBHBIN MEPUOA MHIYIHPYET TpaHCHOPMAIIUIO
roHonuToB B crepmaroronuu [Zivkovic D, Bica DT, Hadziselimovic F., 2007].

JlBa roma crycTs KOMaH/a uccieaoBaTenei noa pykosoactom F Hadziselimovic,


http://jcem.endojournals.org/search?author1=Najiba+Lahlou&sortspec=date&submit=Submit
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DF Zivkovic (2009) w3yunnu ¢GyHKIMOHATBHBIA TOTEHIMAT PETECHIIMOHHBIX
AUYEK B IEPUOJ MUHH-IIyOepTaTta MyTeM IMojcyeTa yucia kietok CepTroiu B
BO3pacTHBIX rpynnax 1 — 4 mecsues u 5 — 12 mecsues. MccnenoBanue nokasaio,
YTO CpeAM MAllMEeHTOB, OTMEYAIOIIMX CIHOHTAHHOE OIYCKaHWE TECTUKYJ, YUCIIO
kietok Ceproiid Bo3pacTasio Ha MPOTSHKEHHE IMEPBbIX MECAILICB >KU3HU U
CTaTUCTUYECKH 3HAYUMO Tpeodiafano B TpyIIe Madb4ukoB 5 — 12 mecsies.
Cpeau nanueHToB ¢ KPUIITOPXU3MOM YUCII0 Ki1eToK CepTosii ObUIO CYIIECTBEHHO
YMEHBIIICHO T1I0 CpaBHEHWIO C KOHTposikHOW rpymmou [D  Zivkovic, F
Hadziselimovic, 2009].

B pabotax, BblIenmMX B MOCIEAHUE TOAbI, 000CHOBaHa HEOOXOIUMOCTD
BBISIBJICHUS W JUArHOCTUKH  BPOXKAEGHHBIX (OPM  THMIOTOHAJO0TPOIHOIO
TMIIOTOHaJM3Ma B HEOHATAJIbHOM mepuoje. VMerTcs naHHble 00 yclemHou
3aMECTUTENIbHON Tepaluu IpernapaTaMy pPEeKOMOMHAHTHBIX TOHAJOTPOIHMHOB B
3TOT nepuoa. Tepanust nHpepTuabHOCTH Oosee 3PPEKTUBHA Y HOBOPOKIECHHBIX
110 CPaBHEHUIO CO B3pOCIbIMU narenTamu [Bouvattier C , 2011].

B 2002 roay K. Main ¢ coaBrt. ormy0auKkoBajIy IepBOE ONMCAHNE MAalieHTa
C BPOXKJIEHHBIM T'MIIOTOHAJOTPOIHBIM TMIIOTOHAJAU3MOM, IOJyYaBIIUM JIEYEHUE
pexoMOuHaHTHRIME 4enoBedeckumu JIIT u @CIT Ha mepBOM TOay JKHU3HU B
Bo3pacte 7 -13 wmecsaueB. MccmemoBarenmn oOTMEYanW YBEIWYEHUE JJIMHBI
nmoJioBoro wiexna ¢ 1,6 1o 2,4 cM u yBenuueHue oObeMa TECTUKYIN IO JTaHHBIM
ynbTpacoHorpaduu. IlapamienbHO ¢ U3MEHEHHEM HAapYXHBIX T€HUTAIUuN OBLIO
oOHapykeHO ToBbIIIIcHHEe HHrHOMHa b B chiBopoTke kpoBu [Main K at al., 2002].
B 2008 romy Bougneres P € coaBT. omucamu JABYX HOBOPOXKICHHBIX C
BPOXKJICHHBIM TUIOMUTYUTAPU3MOM M H30JUPOBAHHHBIM THUIOTOHAAOTPOIMHBIM
runoroHagu3MomM. JluarHos ObLI 3amofo3peH Ha OCHOBAaHUM KPUNTOPXHU3MA,
MUKPOIIEHHCA U TOATBEPKACH pe3yJbTaTaMHd TOPMOHAIBHOTO OOCIIEIOBaHMS.
O6a namueHTta mnonydainu JjedeHue pexkomOuHaHTHbIMU JII' 1 OCI' B TeueHue
HEPBBIX 6 MECSIEeB XKU3HU MOCPEICTBOM NOMIIBI. Pe3ynbrarom jnedeHus ObLIO
3HAUUTEIBHOE YBEIMYEHHE 00bEeMa TECTUKYJI M POCT IMOJOBOTO YICHA, a TaKKe

MOBBINICHUE YPOBHS TECTOCTEPOHA, aHTUMIOJUIEpOBAa rOpMOHa U MHruOuHA b 10


http://www.ncbi.nlm.nih.gov/pubmed?term=Zivkovic%20D%5BAuthor%5D&cauthor=true&cauthor_uid=19172104
http://www.ncbi.nlm.nih.gov/pubmed?term=Zivkovic%20D%5BAuthor%5D&cauthor=true&cauthor_uid=19172104
http://www.ncbi.nlm.nih.gov/pubmed?term=Hadziselimovic%20F%5BAuthor%5D&cauthor=true&cauthor_uid=19172104
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HOpMaJIbHBIX 3HaueHuMid [Bougnéres P et al., 2008]. DA Tijn (2007) ¢ coasr.
TakKe OO0palaloT BHUMAaHME HA HEOOXOAMMOCTh PAHHETO BBIABICHUS WU
BOCTIOJTHEHMsI Jle(puIuTa TOHAIOTPONHHOB. Humepnanackue ydyeHbie BIIEpPBBIC
OIyOJIMKOBAJIM pe3ysbTaThl CTUMYJALMOHHOTO Tecta ¢ ['T-PI', mpoBeneHHOro
HOBOPOXJICHHBIM C IIPEANOJIAraéMbpIM THIONUTYUTapu3MoM. HoBopoxkacHHBIE
ObuT O0TOOpaHBI MO pe3yibTaTaM HEOHATATbHOTO CKPUHHUHTA Ha BPOXKJICHHBIN
TMIIOTHPEO3 M aHaIW3a CEMEMHOW JereHnpl. [IeBaATh M3 15 HOBOPOXKIEHHBIX
IIOKA3aJyd OTBET TOHAJOTPOIIMHOB HA CTUMYJSILMIO, CONOCTABHUMBIM  CO
3HAUYECHUAMM NyOepTaTaHOro Mepuoja. Y OCTalbHBIX JETE NMUKOBOIO OTBETA
TOHAIOTPOIIMHOB HE 3apEerucTpupoBaHo. I10 MHEHUIO aBTOPOB, CTUMYJIALIMOHHBIN
tecT ¢ ['T-PI' B HeOHaTanbHOM NEPHOJIE TO3BOIWII BBIABUTH KaK A0COJIOTHBIN TaK
U MaplUUaIbHBIA 1e(ULIUT FOHaJOTPONIMHOB U NMPOBECTH CBOEBPEMEHHOE JICUEHHE
JUIsL yBEIMYEHUsT oOO0BbEMa TECTHKYJ, pPOCTa IOJIOBOTO 4IEHA, YIy4YIICHHS
Oyayiero crnepmaToreHe3a. ABTOPbI MOJYEPKUBAIOT, YTO MAI[UEHThI, UMEIOLIUE
HEJOpPa3BUTUE HAPY)KHBIX IOJOBBIX OPraHOB W/WIM KPUIITOPXU3M MOJAJIEXKAT
MOCTHATAIIbBHOMY HCCIIEIOBAaHUIO TUIIOTAIIAMO-TUIIO(PHU3apHO-TOHATHON OCH.
Takum 00pa3oM, ypoBeHb PENpPOAYKTUBHBIX TOPMOHOB B IOCTHATAJIbHBIM
Nepuoj  XapakTepusyeT  MOTEHUUald  TUIoTaJaMO-TUIO(HU3apHO-TOHAIHOM
cucteMbl. ['opMoHalibHOE 00CEeI0BaHHE MalbUYMKOB B Bo3pacte 1 — 3 mecsues
nocjyie poKIACHUs JelaeT BO3MOXKHBIM IPOTHO3MpOBaHHE IyOepTara, Oyaylen
(bepTHIIBHOCTH, UMEET peIlaollee 3HaueHHe s paHHed auddepeHuuanbHoMn
JNAAarHOCTUKU TUNOroHaau3ma. CTaHOBJIEHUE PENPOAYKTUBHONW CHCTEMBI BO
MHOI'OM 3aBHCUT OT YPOBHsS TOHAJOTPOIIMHOB M IIOJIOBBIX TOPMOHOB B 3TOT
nepuon. OJHAKO CBEIEHHUS O TEUEHUHM MHHHU-Iy0epTaTta y MaJlbYUKOB C
BPOXKICHHOM NATOJIOTMEN ITOJIOBOM CUCTEMBI B HACTOSLIEE BPEMs OrPaHUYEHBI U
npoTUBOpeUMBHL. [IpoBeieHre TaHHOTO KccIe0BaHUsI 0OOCHOBAHO MAaTOr€HE30M
PENpPOYKTUBHBIX HAPYIIEHUH U HEOOXOAUMOCTHbIO MX PAHHETO BBISBIICHUS NPU

BpO)I(I[GHHOfI IIaTOJIOTHH ITIOJIOBOI'O Pa3BUTHA.
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1.4 DHaOKpUHHASA ¥ NAPAKPUHHAS PeryJsiliis MOJOBBIX KeJjie3 B epuos
nyoeprara. Uaruoun b kak pyHKunoHaibHbI Mapkep KiaeTok CeproJin

H €10 3HAYCHUE 1JIdA MPOrHOo3a (l)epTI/IJILHOCTI/I

[IybGepTar KOHTpOJUPYETCS KOMIUIEKCOM HEUPOIHIOKPUHHBIX (DAKTOPOB,
o0ecreunBaOIMUX pAl GU3MUECKUX U MCUXUYECKUX W3MEHEHUH, MPUBOISIINX K
(bu3MYECKOM, TMCUXUYECKOW W PENnpOayKTUBHOM 3penocTH opranuszma. Hauano
nyOepraTta ONpEenensieTcss CIOCOOHOCTHIO TICHTPATBHON HEPBHOM CHCTEMBI
WHIYIMPOBAaTh CHHTE3 M HUMIIYJIbCHYIO CEKPELHI0 TOHAAOTPONWH-PUIIM3UHT
ropmona (I'T-PI'). PesynbraTom mnynbcupytomieit cekpeuuun ['T-PI' sBnsercs
YBEIIMYEHUE CEKPEIMH TOHAJOTPONIMHOB W CTUMYJALMUSA CHHTE3a IOJOBBIX
crepon1oB. OTHOBPEMEHHO C 3TUM IOBBIIIAETCS YyBCTBUTEIBHOCTh TUIIOPHU3A K
JNEUCTBUIO  TOHAJAOTPOIIMH-PUIIM3UHI  TOPMOHA, IPOUCXOAUT  CO3PEBAHUE
pPELENnTOPHOTO anmnapara rotaj. JIroTeoTpOnHbI TOPMOH aKTUBHO CTUMYJIUPYET
CUHTE3 aHJAPOIreHOB B KieTKax Jlendaura, 1oz AEHCTBUEM TECTOCTEpOHA U
JUTUAPOTECTOCTEPOHA MPOUCXOINUT PA3BUTHE BTOPUYHBIX ITOJOBBIX IPHU3HAKOB.
[Tox neiicteuem ®CI' B mepuoa myOepraTa MPOUCXOAMUT YBEJIMUYEHHUE MAacCChl
CEMEHHBIX KAHAJIBLIEB M CO3PEBAaHME CIIEPMATO30MI0B B KieTkax Cepromnu.
[IyOepraTHblii  mepHOJ  XapakTEpU3yeTCsl  CTAHOBJIEHHEM  TMIOTajJaMo-
runou3apHO-TOHAIHBIX B3aWMOCBSI3eH, OO0ECNneYMBaIOMUX PadOTy TMOJIOBBIX
JKeJie3 1Mo MPUHIKUIY OTpULIATeNIbHONM 00paTHOM CBsi3U. CHUKEHHE KOHILICHTPALIUU
TOHAJOTPONMHOB Ha (¢oHe TmydepraTa SBISIETCS PE3yJbTaTOM OOpPaTHOrO
UHTHOMPYIOIIETO BIUSHUS MOJIOBBIX cTeponioB [Brook CG, Brown RS, 2008].

JIJist *HUIAMKU criepMaToreHesa B Mepuol myoepTara v ero nojjiepKaHus
y B3pocibIX HeoOxoaumo coapyxectBennoe aevicteue JII', @CI" u TectocTepoHa.
M3BecTHO, YTO TMATOJIOTHS  CHEpMaroreHe3a cBsi3aHa C  JaeduuuToM
TOHAJIOTPONIMHOB M TECTOCTEPOHA, OJHAKO WHIWBUAYAJIBbHAS POJb KAXIOTO W3
OTUX TOPMOHOB JIO0 KOHI@ HE $CHAa. DOJBIIMHCTBO HCClEeAOBaTENEH
CBUJIETEIIBCTBYIOT O TOM, 4TO TECTOCTEPOH U DCI' AEHCTBYIOT Ha CIEPMATOTEHES

3a CHUHCT YBCIIMYCHUA YHUCIIA 6JI€I[HI)IX CHepMaTOFOHI/Iﬁ C IHodjICaAyrouum
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YBEIMYCHUEM TOMYJSIIIUM TEPMUHATUBHBIX KJIETOK. OTH TOPMOHBI MOTYT
SBIISATHCSA KAaK CTHEMYJSITOpaMH mpoivdepanu Tak W MPEAOXPaHATh KIETKUA OT
rudenn [Weinbauer GF, 2001; Weinbauer GF, Niehaus M, Nieschlag E, 2004].
HeoOXomuMbIM =~ yCIIOBHEM  CO3PEBaHUS  CIIEPMATOIIUTOB  SIBIISETCS  CBS3b
TECTOCTEpOHa C aHaporeHoBbIM penentopoM kierok Cepromu [Chang C, Chen
YT, 2004].

[TapakpWHHBIMH PETYIATOPAMH CIIEPMATOTCHE3a SIBJISFOTCSI  POCTOBBIC
dakropel. K HuMm oTtHOcsTcs TpaHchopmupyromue (aktopsl pocta (TGFa u
TGFp), IGF1, dakrop pocra ¢udpodmactoB (FGF), smuaepmanbHbiii (hakTop
pocra (EGF), marnOuH u aktuBMH. PocTOBBIE (AKTOPBI CBS3BIBAIOTCSA CO
cnermuUUecKuM  KJIETOYHBIM  PEHEnTOpOM W aKTUBHPYIOT  KacKa
MOCJIETIOBATEIBHBIX KJIETOYHBIX CHUTHAJIOB, HAIpPaBJICHHBIX Ha CIEHU(PUUYECKYIO
muddepennupoBky kierok [Cooper TG, Yeung CH, 2010]. UaruOun u akTUBUH
SBJITFOTCSL CTPYKTYPHO POJICTBEHHBIMA TPOTEMHAMH. AKTHBUH CTHUMYJIUPYET
nponudepanuio CHepMaToroHwii, B TO BpeMs KaK HWHTHOMH TOPMO3HT
npoiudepaTUBHYI0 aKTUBHOCTh. B 3KCIIEpUMEHTAIBHBIX HCCICOBAHUAX Ha
JKUBOTHBIX OBLIO TOKAa3aHO, YTO TOBBIIIEHWE WHrHOMHA b B miasmMe KpoBH
COOTBETCTBYET YBEIMYEHUIO YHCJIa U co3peBaHuio kietok Ceprouu.
OmHOBPEMEHHO C ATHUM YBEIUYMBACTCS UYHCIO HE3PEJBIX IOJOBBIX KIIETOK —
CIIepMaTOTOHMI U criepMaTonuToB. BosaeicTBrue matosioruyeckoro dakropa (di
n-butyl phtalate) na sSkcnepuMeHTaNBHBIX JKMBOTHBIX, MPUBOMASAIIEE K
YMEHBIIICHUEIO YHUCJIa TOJIOBBIX KIIETOK, COTMPOBOXKIAIOCH CHIKCHHEM YPOBHSI
unarnbuna b [Hutchison GR , Scott HM, Walker M at al., 2008]. Knunnueckwuii
WHTEpEC MPEACTABISCT OTKPBITHE, YTO CHIBOPOTOYHAS KOHIICHTPAIIMSI WHTHOMHA
KOPpEIUpPyeT CO CIIEPMATOTEHHONW aKTUBHOCTHIO, 00BEMOM SIUUYEK U TPOTYKITUEH
cuepMmebl [Boepple PA, 2008].

CymecTBoBaHUE TECTUKYJISIPHOTO HECTEPOUTHOTO dakTopa,
KOHTpoJiupyemoro (ynkmueit runoduza, Obuto oOHapykeHo B 1932 romy B
skcriepuMenTaiabHoM uccienoBannn [DR McCullagh, 1932]. DR McCullagh

IIPUTOTOBUWJI BOJHBIA SKCTPAKT TECTUKYJ KACTPUPOBAHHBIX MBIIICH, UCCIIEN0BAI
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¢u3uKo-xuMHYecKuid coctaB 3kcTpakta. Kpome Toro, mm Obuia oOHapykeHa
runeptTpodust U runepPyHKIus runodusza KacTpUpoBaHHBIX Mbliield. MHruoun b
— TJUKONpPOTEU[, CHHTE3UPYEMbId cycTeHTouuTamu (kinerkamu CepTosm)
criepMaToreHHoro snurenus. Marubun b yrueraer GpoymmkyI0CTUMYIHPYIOLTYIO
byHkuuo tunodusza, HO HE BIMIET Ha JACUCTBUE JIOTPOINMHA. TeM caMbIM
WHTUOMH pEeryaupyeT B3auMOJACHCTBUE TOHAJOTPONMHOB M MX BIIMSAHHE Ha
nesTenbHOCTh cemeHHuka [Meachem SJ, Nieschlag E, Simoni M, 2001].
NHTHOWH COCTOUT M3 IBYX KOBAJCHTHO CBS3aHHBIX CyObenuHUII: aibda u Oerta,
KOTOpble MNpUHATO 0003HauaTh Kak aABe (opmel: A u b. C mnosBieHueM
UMMYHO(EPMEHTHOTO aHanu3a, OCHOBAaHHOI'O Ha crenupuueckon
MMMYHOCOPOIMHU, ObUIO TMOKa3aHo, uro Murubun b mpoaynupyercs y miozioB
MYKCKOTO TIOJIa U B3POCIBIX MYXYHH, B TO BpeMsl Kak MHruOun A y HUX He
ompenensercs [Anawalt BD, Bebb RA, Matsumoto AM et al., 1996; Anderson
RA, Irvine DS, Balfour C et al., 1998]. Cekpeunss MHrHOMHA B MYKCKOM
OpraHU3Me 3aBHCHUT OT BO3pacTa M THIIA KJIETOK. Hampumep, B TeCTHKyJIax 11012
anbda u 6eTa CyObeIMHUIIBI OBUTH OTIPEISIICHBI KakK B KieTkax Ceproym, Tak U B
kierkax Jleriaura [Majdic G, McNeilly AS, Sharpe RM et al., 1997]. B kynbrype
KJIETOK  TpenyOepTaTHbIX  MaJbYMKOB  JIIOTCOHM3UPYIOIIMA TOPMOH U
pexoMOuHaHTHBIM DOCI' cTuMynupoBanu cexkpeuuto nHruouHa b. YV B3pocibix A
u b cyObequnuipl Obutn HaligeHsl B kietkax Ceproau u Jletigura [Vliegen MK,
Schlatt S, Weinbauer GF et al., 1993]. Oqnako npuMeHeHUEe PEeKOMOWHAHTHOTO
JII' y MyX4YdUH C THUIOOTOHAJAOTPONMHBIM THUIIOTOHAIM3MOM HE TMPHUBEIO K
MOBBINICHUIO ypOBHS HMHrubOumHa b, Tem cambiM JEMOHCTPUPYS, UYTO KIIETKU
Jleiinura He co3mal0T MyJl HUPKyJIHpyromero uaruouna [Young J, Couzinet B,
Chanson P et al., 2000; Kinniburgh D, Andersen RA, 2001]. Urak, cormacHo
pe3ysnbTaTaM MCCIECIOBAaHUN, WMEIIIMMCS Ha CErOAHSIIHUA JI€Hb, KIIETKU
Ceproni SBISIOTCS OCHOBHBIM HCTOYHUKOM HWHTHMOMHA, XOTS €ro CeKperus
JIPYTUMH KJIETKaMU OJIHO3HAYHO JI0Ka3aHa.

UccnenoBan cytounslii putMm cekpenuu umHruouHa. Beenenne OCIT B nmosze

3000 y.e. 310pOBBIM AOOPOBOJIbLIAM HPUBENO K CYIIECTBEHHOMY YBEIHUEHUIO
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YPOBHSI HHTUOMHA B CHIBOPOTKE KPOBHU, OJHAKO HambOosiee HU3KUE KOHIICHTPAIH
3aperucTpUpOBaHbl B BeuepHue U HouHble Yackl [Byrd W, Bennett MJ, Carr BR et
al., 1998].

Cexpenusi UHTHOMHOB (A U B) KoHTponupyeTcs (OoJTUKYI0CTUMYITHPYIOIIUM
TOPMOHOM TI0O TPHUHIMIY OTpPULATEIbHOW OOpaTHOW CBsI3UM. MexaHu3M,
MOCPEACTBOM KOTOPOTO MHTHOMH peanu3yeT cBoil Ouonornyeckuit 3¢ dexrt, mo
cux mnop 10 KoHuma He wu3ydedH. CymiecTByer [Ba MpeArnojaraeMbix
cnenuuUeckux  perentopa HMHTUOMHA:  OeTariMkKaH, M3BECTHBIM  Kak
TpaHchopmupyronuii GakTop pocra 6eTa-penentopoB U Pl20 — crnenuduaeckuit
unrnoun b-penentop [Chong H, Pangas SA, Bernard DJ et al., 2000; Chapman
SC, Woodruff TK, 2001]. Kputudeckne u3MEHEHHS B PETYJSAINH CEKPEIUH
uHrubuHa b Bo3HuKawT B mepuoj nyOeprata. [IpenmyOepraTHble Majab4yUKU B
YCJIOBUSIX CO3PEBAHUSI T€PMUHATHUBHBIX KIETOK M OTCYTCTBHSI CIIEpPMATOreHE3a
CEKPETUPYIOT HMHIMOMH B JIETKO H3MEPSIEMBIX KOHILEHTpauusx. B Haudane
nyOepraTa Ha CcTaauu akTUBHOW mpoiudepanuu kietok Cepronu, 0a3anbHBIN
YpPOBEHb  MHTMOMHA  YBEJIIMYMBAETCS  MCKIIOYUTEIBHO TOJA  JIEUCTBUEM
ctumynupyromiero Biausiaus @CI'. Onpenensercs npsMasi KOppeISUOHHAS CBSI3b
mexay wunrnounom u DOCI. Ha cragum monoBoro pazsutus Gz u Gy
YCTaHaBIIMBACTCS OTPULIATEIbHASI KOPPEIALMOHHAS 3aBUCUMOCTh Mexay DPCI' u
uarunbunom [Andersson AM, Juul A, Petersen JH et al.,, 1997; Raivio T,
Saukkonen S, Jaaskelainen J et al., 2000]. Ha sroii cranuu myGeprarta, Koraa
nponudepanus kiaetok CepToiau 3aBepllaeTcs W HAUYMHAETCA CHEpMaTOreHes,
KOHIICHTpAIUsl HHTMOWHA CTA0OUIIM3UPYETCSI U COOTBETCTBYET TUIOTHOCTH KIIETOK
Cepromu [Meachem SJ, Nieschlag E, Simoni M, 2001]. B ycnoBusx
MPOJIOJDKAIOIIETOCS  CIIepMaTOreHe3a KOHIIGHTpanus WHruomHa b oTpaxkaer
nponudepanuio U pa3BUTHE TEPMHUHATHUBHBIX KJIETOK M BTOPUYHO H3MEHSET
yposens ®CI" [Gromoll J, Eiholzer U, Nieschlag E, Simoni M., 2000]. B3pocibie
MY’KUMHBI C TATOJIOTHEH CIIepMaTOTeHe3a MMEIOT HU3KUN YpPOBEHb MHTUOWHA B
coueTaHnu ¢ BbICOKON KoHieHTanmerd ®CIT [Frydelund-Larsen L, Krausz C,
Leffers H et al., 2002;].
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TpamuuuoHHOE WCCIIeIOBAHUE CIIEpMATOTeHe3a MPOBOJMUTCS HA OCHOBAHUU
criepMoTrpaMMbl  TUOO THUCTOJIOTMH TeCTHKYN. OJHAKO TUArHOCTHYECKHE
BO3MOXKHOCTH  CIIEPMATOJOTHYECKOTO  HCCIEAOBaHWS B  pslAe  CIydyaeB
orpaHWyeHbl. TecTHKyNspHas OWONCHS SBISETCS WHBA3UBHBIM  METOJIOM.
HMHbOpMaTHBHOCTH MCCIIEAOBAHUS B BBICOKOW CTETIEHU 3aBHCHT OT COOJIOJACHUS
IpaBwJI cOOpa MaTepHralia U ypoBHs crienuanu3anuu mopgoitora [McLachlan R.1.,
Rajpert-De Meyts E., . Hoei-Hansen C.E et al., 2007]. Llenblit psix vccieaoBaHui
MOKa3aJl, 4T0 WMHTHOWH b sBISETCS XOpOIIMM MapKepoM cCIiepMaToreHe3a, B
ocobenHoctn B komOuHamuu ¢ PCI, u kxoppenupyer ¢ oObeMOM TOHAJ M
KOJINYECTBOM CIIepMaTo30u10B B 3skyssate [Jensen TK, Andersson AM, Hjollund
NH et al., 1997; Pierik FH, Vreeburg JT, Stijnen T et al., 1998, Bohring C,
Krause W, 1999; Frydelund-Larsen L, Krausz C, Leffers H et al., 2002; TapacoBa
MH c¢ coasrt., 2008]. B muarHocruueckoM ucciemosannu SJ Meachem na 52
nmanMeHTax Obla M3MEpeHa W T0Ka3aHa  BBICOKAs  JIHMArHOCTHUYECKas

qyBCTBUTENBHOCTD (75%) u cnienuduunocts (73%) komiuiekca OCI-Nurubun b

[Meachem SJ, 2001].

1.5 I'eHeTn4yeckHe M TOPMOHAJIbHbBIE ACTIEKTHI PA3BUTHS KPUNITOPXU3MA.

Kpunropxusm Kak CHMIITOM NOPAKEHUS PENPOAYKTHBHON CHCTEMbI

Kpunropxuszm 6b11 onpenenen C.4. JlonenkuM kak 3anepkka siMyka Ha
nytu ero Hucxoxaenus B momoHky [C.A. Honeukwii, 1970]. IlepBoe mecto B
aedeHun KpuntopxuzMa CraHucnaB SKOBJIEBUY OTBOJIUI XHPYPTAYECKOMY
HU3BeleHno. OpHAaKo, MpU aHOMANUSAX PAa3BUTHSL SIMYEK, HMX THUIOIUIA3UH,
NOSIBJICHUU TPU3HAKOB TUIIOTOHAIU3Ma, IMPU3bIBaJl peliaTh BOIPOC Je4eOHOM
TaKTHKA COBMECTHO C JHJIOKpUHONOTOM. Yke B 1970 r. Jlomenkwuii oOpamiaet
BHUMAaHHE, YTO MPOTHO3 NPH KPUIITOPXU3ME 3aBUCUT OT pa3MepoB, CTENEHU
HEJIOPa3BUTHUSl SIMYEK W CIepMaToreHHod ¢yHkuuu. B 3T0 ke Bpems ObUIM

MMOJIYUCHbI HOAHHBIC, YKa3bIBAIOONIMC HA CHUKCHHBIC PC3CPBHBLIC BO3MOKHOCTHU


http://humrep.oxfordjournals.org/search?author1=R.I.+McLachlan&sortspec=date&submit=Submit
http://humrep.oxfordjournals.org/search?author1=E.+Rajpert-De+Meyts&sortspec=date&submit=Submit
http://humrep.oxfordjournals.org/search?author1=E.+Rajpert-De+Meyts&sortspec=date&submit=Submit
http://humrep.oxfordjournals.org/search?author1=C.E.+Hoei-Hansen&sortspec=date&submit=Submit
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HeonymeHHbIX simuek [Kypaesa T.JI., 1979 r.]. M.A. Kykosckuii, H.b. JleGenes,
T.B. CemuueBa (1989) nonyuunu noaumopdHble JaHHBIE O TOHAIOTPOMHOU
¢bynkun runodpusa y OONbHBIX C KPUNTOPXU3MOM: ypoBeHb JII' ObLT CHIKEH B
1/3 ciydaeB, TOBBIIICH TOYTH B IIOJIOBMHE HAONIOJECHUH W B Y cllyuacB
HaxOJWICS B MIpeAenax HOpMbl. BO3HUKIIO MPEAIOIOKEHUE O FeTEPOTCHHOCTH
NAaTOr€HETUYECKUX MEXaHU3MOB KPUIITOPXU3Ma.

Kpunropxusm - Hauboliee yacTasi BpOXKICHHAsT aHOMAJIUSI ITOJIOBOM CHUCTEMBI,
BCcTpevaeTcs ¢ yacTorod 2 — 5 Ha 100 HOBOpOKAEHHBIX ManbuukoB. Hu3kmii Bec
IPU POXKJEHUU, HEAOHOIIEHHOCTh, MaJblii POCT OTHOCHTEJIBHO CPOKa T'eCTAallUH
aCCOLIMMPOBAaHbl C YBEIMYEHHEM CIIy4acB KPHUITOPXH3Ma, KOTOPHIE MOTYT
nocturath 20 — 25% cpenu HOBOPOXKJIEHHBIX ¢ Maccoi meHee 2,5 kr [Cortes D,
2008]. BBICOKO pacmoJIOKEHHbIE SUYKA MOTYT CHOHTAaHHO OITyCTUTHCS B
MOIIIOHKY B TEYEHHE IEPBBIX MECSLEB IOCIE POXKIAECHUSA, MOITOMY HCTHHHAS
YacTOTa KPUNTOPXU3Ma OLEHUBAETCS B MOIMYJSIUU TOJIOBAJbIX MaJbYMKOB H
coctaBisieT 1 - 2%. I JOHOIIEHHBIX HOBOPOXKJIECHHBIX YacTOTa KPUITOPXU3Ma
CYILECTBEHHO MeHble u cocTaBisieT 0,8 — 1% npu obcienoBaHuN MajJbYMKOB K
KoHIy mepBoro roga >xuzau [Barthold JS, 2003; Hack WW, 2003; Hutson JM,
2010].

OnyckaHue sinyka - CIOXHBIM MHOTOCTYNEHYaThld Mpolece, TpeOyrouui
B3aMMOJCHCTBHUSI aHATOMHYECKMX W TOpPMOHalbHBIX (akTopoB. B mporecce
MUTpAIllMd SWYKa BBIACISIIOT JBE (pa3bl: TpPaHCAOJOMUHAIBHYIO - OT MecTa
NEPBOHAYAJILHON BHYTPUOPIOMIMHHOW JIOKAJIM3AIMU 1O BHYTPEHHETO KOJIbLIA
[IaXOBOr0 KaHaJIa; U MaXOBOMOIIOHOYHYIO — OT BHYTPEHHErO KOJIbLIa ITaXOBOI'O
kaHaga 10 naHa wmomonkm  [J Toppari, R Ivell, S Hartung, 2003].
MHOro4MCIIeHHbIE 3KCHEPUMEHTAIBHBIE WCCIEAOBAHUS IOCBAILEHBI W3YYEHUIO
TFEHETUYECKOTO0 W TOPMOHAJIIBHOTO KOHTPOJS MWUIpalMd M CO3PEBaHUsA
sMOpHUOHaATIBHOrO simuka. I[lpoliecc TpaHCaOAOMHHAIBHOTO OMYCKaHUS SUYKa
npoucxoaut ¢ 10 mo 23 Hemenu >MOPHOHAIBHOTO TEPHOJIa U KOHTPOJIUPYETCS
UHCYTMHOMOA00HBIM (hakTopoM pocta 3 (INSL3), mpoaytmpyeMbiM GeTalbHBIMU

kiaetkamu Jleinura, Hapsay ¢ rectoctepornom [Overbeek PA et al, 2001; Ivell R.,
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Hartung S., 2003; Feng S et al., 2007]. Cexpeuunss INSL3 koHTpommpyeTcs
XOPUOHUYECKUM  TroHamoTponmuHoM u  JII'  wm  sBigercs  mapkepoMm
nuddepeHIMPOBKY U (PYHKIIMOHAIBHOTO co3peBaHus kietok Jleiaura [Bay K,
2006; Ferlin A, 2006; Foresta S et al., 2008]. 3aBucumocts INSL 3 ot KOHTpOJIS
TOHQJIOTPONIMHOB WJUTIOCTPUPYIOT pe3yibTarel uccinenoBanus K Bay, HE
Virtanen, S Hartung (2007), moka3aBmmie 0OoJiee BHICOKHH YpOBEHb TOpPMOHA y
3JI0POBBIX 3-MECSYHBIX MAJLYMKOB M0 CPABHEHUIO C MPEIyOepTaTHBIMUA. ABTOPHI
TaKXE€ OIMCHIBAIOT CYILIECTBEHHOE CHWkKeHue HKMOP3 y MampumkoB ¢
KPUIITOPXU3MOM M CYIIECTBEHHOE yBenuueHue cooTHomeHus JII/MPP3 y 3-x
MECSYHBIX MaJbYMKOB C KpPUITOPXU3MOM. BakHas ponb HMHCYIMHOMOZOOHOTO
dakTopa 3 3akmoyaercs B au(depeHIMpPOBKE TyOEpHAKyIIOM B Mpoliecce
TpaHCcaOAOMUHAIBHON (pa3bl, paclIupeHHe TyOSpHAKYIIOM U 3aKpeIUICHUE SIMUKa
B IIaXOBOM KaHalle Takke HaxoauTcs noja koHTposneMm INSL3 u ero peuentopa
RFXP2 [Kubota Y, 2001; Gorlov IP, 2002]. Hapymenue skcnipeccuu reHo Insl3
win RfXp2 npuBoauT k OMitaTepaibHON MHTPaadIOMUHAIBHOMN 3a/IepPIKKe SUYKa U
Hepopassutuio ryoepuakymom [IA Hughes, CL Acerini, 2008]. OxHako, mpu
MOJIEKYJISIPHO-TEHETUUECKOM 00CI€IOBaHUN TallMEHTOB C OJHOCTOPOHHUM U
ownarepanbHbiM KpuntopxuzMom MyTaruu reHa INSL3 u LGR8 oGHapyxkeHb
JWIIG y HeOoJbIoro yrcia nanuentos [K Yamazawa, U Wada, 2007 ].
CrnenytomM  (akTopoM, BIHUSIOIIMM Ha TMpolecc TpaHCcaOAOMUHAIbHON
MHUTPALH, SBIAETCS AHTUMIOJUIEPOB TOpMOH. Myrtannu B reHe AMIT u ero
perenTopa SIBISIFOTCS TPUYUHONW TMEPCUCTEHIMHA MIOIJIEPOBBIX MPOTOKOB Yy
MYXXYMH ¥ HeomymieHus suuka [Appasamy M et al., 2007]. C apyroit cTOpoHBI,
HEOMyIICHHOE SHMYKO B JIaHHOM CIydae OCTaeTCcsl MPHUKPETUIEHHBIM K
dannonueBoil TpyOe, KOTOpas OTrpaHMYUBAET €ro JBHXKEHHUE, CIEAOBATEIBHO
NpUYMHA KpUITOpXxH3Ma MexaHuuyeckas [Lee M at al., 1996, Josso N at al., 2006].
B nemaBHem wuccienoBanuu Tittelmann F at al. (2009), Obun onpeneneHb
KOppeNsLUOHHHBIE B3aumMocBsizu  AMIT ¢ oObeMOM TOHan, ypOBHEM
(GOMTMKYTOCTUMYIUPYIOIIET0 TOPMOHA, TECTOCTEpPOHA W  KOHIICHTpAaIuen

CIICPMATO30M 0B B IAKYIIATC B TIpylmax MYX4YUH C OHHFOCHepMHCﬁ,
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KPUOTOPXU3MOM H CPEIU 3A0POBBIX 100poBoibLeB. CunbHble Koppesiun AMIT
Cc 00BEMOM TOHAJ] M KOHIEHTpAIMEe CrepMaTo30M0B, OOpaTHas KOPpemsuus ¢
ypoBHeM DCI" ObuTH BBISIBICHBI TOJIBKO B TPYIINE MYXKYHH C KPUNITOPXU3MOM. B
OCTaJIbHBIX IPyIIax MoA00HbIe U3MEHEHUsT He oOHapy»keHsl [ Tittelmann F et al,
2009]. ABTOpBI CUMTAIOT, YTO AHTUMIONJIEPOB TOPMOH MOKET HWIpaTh pPOJib
Mapkepa (yHkuuu kietok CepToiud TOMBKO B KIETKaX C HE3pPEIbIM WM
HapyILIEHHBIM cliepMaTorene3oM. 3aBucuMocth AMI™ ot uncna u nponudepanuu
kiaeTok CeproiaM MpOCHeKHUBACTCS JIMIIbL Yy MPEMyOepTaTHBIX MAaIbUHUKOB
[Matuszczak E, 2012; Tiittelmann F, 2009]. Pe3yibTarhl 3THX HCCIEIOBaHUH
NO3BOJIAIOT MPEANOJIOKUTh, YTO HApyILIEHHE TMpollecca MUIPALMU  SIMUKa
OTpaXkaeT MaToJIoTuio camoro simuka. ['pynma yuensix GR Hutchison, HM Scott,
M Walker KBHHCKOTrO HCCIIEIOBATEIBCKOIO HMHCTHTYTa HM3ydYald Pa3BUTHE U
¢yHKIIMOHaIbHOE  co3peBaHune  kinerok  Ceproam  myTeM — CO3JaHus
IKCIIEpUMEHTaIbHOU Mojaenu. IIpeameToM mcciemoBaHusl ObUTa CpaBHUTENbHAS
OIICHKA HEOIYIICHHBIX U CKPOTAIbHBIX SMYEK y KUBOTHBIX TOCIE BO3JCHCTBUS
MOBpEXAAroNIero GakTopa Ha MOCIEAHEN HEJeNe TeCTallud, KOT/la BTOPHYHBIN
3bdeKT OT BO3ACHCTBUS HA TECTUKYJIbl MUHUMAJBHBIA. ABTOPBI TPOBENU
UMMYHOTUCTOXMMHYECKUH U MOpP(OOMETPUYECKUH  aHamu3  TECTHKYIL
OyHKIMOHAIBHOE COCTOSIHUE KIeTOK CepToiiM OICHWIM Ha OCHOBAHHWM IISITH
OENKOBBIX MapKepOB: aHTUMIOJIJIEPOBA FOPMOHA, LIUTOKEPATHHA, aHAPOT€HOBOIO
penientopa, CDKN1B u nectuna. Pe3ynbrartel HWCClIeOBaHUS TOKA3ald, YTO
CHIDKeHHEe mpoiudepannn kimetok CepTonm, yMeHbIIEHHE oObeMa sAapa,
HapyIIeHUEe OHKCIPECCUU OCNKOBBIX MapKepoB ObLJIO 0ojiee BBIPAXKEHO B
HEOIYIICHHHBIX SUYKaX 9YeM B MOIIOHOYHBIX. YKa3aHHbIE W3MEHEHUs ObUIH
MUHUMAJIbHBIMH BO BHYTPHUYTPOOHOM W TOCTHATaJIBHOM TE€PUOJIE, BBIPAKCHBI
3HAYUTEIBHO Yy B3pocibix ocodeii [GR Hutchison, HM Scott, 2008].

AHJIpOoreHbl HE MNPUHUMAIOT pelIaroledl poyid B MEepBOM (pa3e MUTPALIUU.
HccnenoBanusi COCTOSIHUM, CBSI3aHHBIX C HapylIEHHMEM OMOCHMHTE3a aHApPOTEHOB,
TIOKa3aJiv, YTO SIMYKU OMYCTHIIMCH 10 KpaiiHel mepe 1o maxoBoi obsactu [Deeb

A, 2005; Komogkuaa AA, 2011]. Ilpu 3abosieBaHUSAX, CBSI3aHHBIX C ACHUIIMTOM
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TOHAJIOTPOIIMHOB, SIMUKH TOXKE, KaK MPaBUIIO, MPEOJI0JIEBAIOT OPIOIIHYIO MOJIOCTb
[Sarfati J, Dodé C, Young J, 2010; Latronico AC, Arnhold, 1J, 2006]. AuaporeHsl
JOMUHUPYIOT B OOECIIEUEHUN KOHTPOJISA MaxOBO-MOIIOHOYHOM (ha3bl MUTPAIUH
TeCTUKyJa. B sKcrepuMeHTaIbHBIX HCCIIEOBAHUAX Ha Kpbicax ObUIO MOKAa3aHo,
YTO AaHJAPOTEHbl O00eCcHeuruBalOT MOJOCTEIUPUUECKYI0 U PEpPEHIIMPOBKY
reautoemopanpHoro HepBa u ero memuaropa CGRP (calcitonin gene-related
peptide), BBI3BIBAIOIIEIO PUTMHUYHBIC COKpalleHHs rybepHakyaiom [Shono T,
2004]. OO6meusBecTHO, uTO (heTaldbHBI YPOBEHb AaHAPOTEHOB BO MHOIOM
OTIpeeTseT MO3UINIO TOHABI, OHAKO /10 KOHI[A HE SICHO, KaKHe TKAaHU U KIIETKU
SBJIIIOTCS MULICHBIO, BOCIPUHUMAIOIIEH aHJPOreHbl B IPOLECCE OMyCKaHUs
tectukyna [Foresta C, 2008]. B mocnemnue roasl B JTUTEpaType MOSBUIHCH
UCCIIEIOBaHMsSI, M3y4yalOl[Me MEXaHW3M JIEUCTBUS AaHJPOr€HOB B MAXOBO-
MOILIOHOYHYIO (azy. JleiicTBre aHAPOreHOB Ha ryOepHaKyJIOM H3ydana Ipymina
yuenbix F Yuan, J Lin, C Schwabe at al. MccnenoBanus mokasanu, uro redsl AR
(aHIPOTEHOBOTO penenTopa) U RXFP2 MpOTENHA (peuenitopa
WHCYJIMHOMOAO0HOrO TMenTuaa 3) OHKCIPECCUPYIOTCS B T'yOCpHAKYJIIOM Ha
MPOTSHKEHUE IMOPHUOHAIBHOTO U PAHHETo MOCTHAaTaNbHOTO nepuonaa. ['en RXFP2
BBITIOJIHAET POJb TMOCPEAHUKA B JICUCTBUM aHIPOTEHOB TMPU TAXOBOM
npoaBuxennu sudek. CurHansl AR u RXFP2 yBenuuuator nponudepanuo u
T epeHIIMPOBKY ME3eHXMMAJIbHBIX KIIETOK ryoepHakystom [Yuan FP, 2010].
Awmepukanckumu ydeHsiMu EM Kaftanovskaya, Z Huang et al Oputa cosnmana
IKCIIEPUMEHTAIbHAsT MOJIENbh KPUIITOPXU3Ma, BbI3BAHHOTO MHaKTHBaueil AR B
ryoepHakymom. [lpu genermmuun AR B TyOepHaKylIlOM BCE€ HCCIEIyeMbIe
KUBOTHBIE HMEIH MYXCKOW (EHOTHUN, SWYKA OBbUIM JIOKATH30BAHBI BBIIIC
aXxOBOTO KaHaja, BHICTYIAIHN B OPIOLIHYIO MOJ0CTh. OcoOu ObutH HH(EPTUIIBHBI.
[Tpy TUCTOIOTMYECKOM HCCIEIOBAaHUU TECTHKYJ BBISBICHO, YTO JETeHEepalus
CriepMaToreHe3a M YMEHBIICHHE 4YHhcia CIepMaTo30HMI0B OBLIM CBS3aHBI C
Bakyonm3anuen kiaetok CepToiu, XapakTepHOU NIl KPUITOPXHUPOBAHHBIX SIHUCK.
Pa3smep kpemacTepHOM MbIIIBI OB YMEHbBIIEH, OHa uMena OoJblle

KOJJIaIrCHOBBIX BOJIOKOH, 3HAYUTCJIBHO MCHBIIC MBIILIEYHON TKAaHU M IIO
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BHEITHEMY OITMCAaHUIO aBTOPOB HarmomuHaia Mmemiok [Kaftanovskaya EM et al.,
2012]. IlpencraBieHHas aBTOpaMM MOJEJIb MO3BOJWIA HU3YYUTh MEXaHU3M
aHAPOT€HOBOIO CHUTHAJIa HA [aXOBO-MOIIOHOYHYI0 MUTIpPALMI0 sSHYKa U
MOCJIEJICTBUSI KPUIITOPXM3Ma Ha pa3BUTHE T'€PMUHATUBHBIX KIIETOK. Pe3ynbTaTsl
paboThl TakXke MOITBEPIAWIM MPEANONOKEHUST HUCCieloBaTeleil 0 MPUYUMHHO-
CJIEJICTBEHHBIX B3aUMOCBSI3SIX MEX]Ty KPUIITOXU3MOM U HHPEPTUIHHOCTHIO.
Bropas ¢aza murpanuu simuka mpoucXoguT B mepuon ¢ 27 mo 35 Hemenu
deranbHOTO  Tepuoaa. [maBHBIM  (aKTOPOM,  ONPENCHSIONIUM  TEUCHHE
aHAPOTeH3aBUCUMOW  (pa3bl, SBIAETCS JIIOTEOTPONHBI TOPMOH, AKTUBHO
CHUHTE3UpyeMbld runo@u3oMm IuoAa B 3ToT mnepuona. HecMorps Ha TO, 4TO
mupdepeHurpoBka ¢GeTanbHbIX KIEeTOK Jleiaura MmpouCXOAUT HE3aBUCUMO OT
TUIOTAIaMO-TUNIOPHU3apHON ocH, OHM uMeroT JII' peuenTopsl B NMEepUHATAILHOM
nepuone [Svechnikov K, 2010]. BHyTpuyTpoOHBIH IEHHUIMT THOTCOTPOITHOIO
ropMoHa win nopaxenue JII'-penentopa — emle ojHa MPUYMHA KPUIITOPXU3MA.
[lenenanpasnenHoe nopaxeHue JII' penenTtopoB y NOJOIBITHBIX KUBOTHBIX
NPUBOJUT K OWJIaTEpAIbBHOMY KPUIITOPXU3MY, OOYCIIOBJIEHHOMY THIIOIIa3uen
kierok Jleiigura, HapymenuneM npoaykuuu WOP 3 wu  TecrocTepoHa.
['ucronornyeckuii. u  MOPPOMETPUUYECKUM  aHAIM3 T[OKa3ajdl HapyIIeHUe
mudpepeHIUPOBKH TYOEpHAKYIIOM M KPEMACTEPHBIX MBI Y >KHMBOTHBIX BO
BTOpYyI0 (hazy murpamuu suuka [Yuan FP, 2006]. 3amectuTenbHas Teparus
MBIIIEH TECTOCTEPOHOM B MOCTHATAILHOM MEPUO/IE NMPUBETA K OMYIIECHUIO SIUYEK
B MOILIOHKY, YTO MOATBEPAUIIO MPSMOE JIEUCTBUE aHJIPOTEHOB Ha I'yOepHAKYIIOM
[Yuan, 2010]. C mosiBjeHHEM HMMYHOTHCTOXHMHYECKOW JUArHOCTHKH OBLIO
oOHapyxkeHo, uto mnomumo JII' peuenropoB, (QeTambHbIE  TECTHUKYJbI
skcrpeccupyroT Takxke peuentopbl OCI. Ilpu crumynanuu tectukyn DOCIT
OoOHapyXeH POCT suueK U npoaudepanus kiaeTok CepToiu, a TakKe MOBBIIICHHUE

YPOBHA CCPTOJUKICTOYHOTO IICIITHAA MHruOnHa b B TeueHme HEOHATaIBLHOTO

nepuosa [Latronico A, Arnhold J, 2006; Boukari K, 2009].


http://www.ncbi.nlm.nih.gov/pubmed/?term=Kaftanovskaya%20EM%5Bauth%5D

42

Kpunropxusm dacto SBISETCS E€IUHCTBEHHBIM BPOXKIACHHBIM CHMIITOMOM
MATOJIOTHM  PEMPOAYKTHBHON  CHCTEMBI, OOYCJIOBIICHHOH XPOMOCOMHBIMH
abeppauusaMu J100 MOHOTEHHHBIM 3abojieBaHMEM. TakK, KPUINTOPXHU3M YACTO
oOHapy)KHMBaeTCs y MAIMEHTOB C cuHApoMoM KraliHpensTepa, TOHOCOMHBIM
mo3auiuaMoM, y SRY mosutuBHBIX 46,XX myxkuuH [JI.D. Kypuiao ¢ coasrt.,
2000; C.IO. Kanunauenko, I'.A. Mensauuenko, J[.A. I'ycakoa, 2004].

[Ipy KIMHUYECKOM HCCIACAOBAaHWM TIAIMCHTOB C THIIOTOHAJIOTPOITHBIM
TUIIOTOHAIU3MOM, YacToTa Kpunropxuszma coctaBuia 40%, uz xotopbix 23%
UMEIU JIBYCTOPOHHMI KpuntopxusM, 17% - ogHoctoponuuii [Pitteloud N et al.,
2002]. Psn aBTOpOB 0O0paIiar0T BHUMAaHHE Ha TO, YTO KPUITOPXU3M MOXKET
SBJIATHCS MAaHU(PECTHBIM CHMITOMOM BPOXKIEHHOTO THITOTOHATOTPOITHOTO
rUIoroHaausMa, ooycinosienHoro mytamusamu reHoB KALL, FGFR1 nu6o resna,
xkoaupyroimiero peuentop I'T-PI" [Bouvattier C, 2011; Bay K, Main K, 2011].
Mytanuu rena KAL -1 accounupoBaHbl ¢ IBYCTOPOHHUM KPUOTOPXU3MOM y 67%
nanueHToB, myranun reia FGFR1 / KAL-2 — y 20% [Salenave S et al., 2007].
[Ipu oOcnenoBaHuM mMalUMEeHTOB ¢ cuHapomoMm KanbMana, 0OYCIOBJICHHBIM
mytanmen reHoB PROK2 mu6o PROKR2, BhIsIBICHAa B3aMMOCBS3b MEXKITY
TSOKECTBIO ~ MYTallUd U BBIPAXKEHHOCTHIO  KIMHUYECKUX  IPOSIBICHHM.
buanmmiensHple  MyTanud  OBUIM  3HAYMTEIBLHO dYallle acCCOIIMHUPOBAHBI  C
KPUIITOPXU3MOM M  yMEHBIIIEHHEM O00bemMa TOHAJ IO CPaBHEHUIO C
MOHOAIICTbHBIMA. KIIMHWYECKHE TPOSBICHUS KOPPEIMPOBATM CO CHIDKCHHUEM

ypoBHs roHagoTponuHoB [Sarfati J et al., 2012].

HecmoTpss Ha cTpemieHHe K ONTUMHU3AlMK JICYCHWS U BHEIPCHHE
HAaKOIJICHHBIX ~ 3HAHWW, mpobiemMa  CcyOhepTUIBHOCTH  TAIMEHTOB  C
KPUNTOPXU3MOM OCTaeTcsi moka HepemeHHou. [lo pgaHHbiM Poccuiickuiix wu
3apyOeKHbBIX HMCCIEeOBaHUN (DYHKIMS criepmaToreHe3a HapyuieHa y 48 — 67%
MY>XYAH C OJHOCTOpOHHMM HU y 78 — 80:% MyX4uMH C JIBYCTOPOHHHM
KpUnTOpXu3mMoM B aHamHe3e. Ha 0aze kadeapbl Xupypuu IETCKOTO BO3pacTa

CaparoBckoro MY (2007) Obui0 TPOBEACHO PETPOCHEKTUBHOE W3YUYEHUE
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OTJAJIEHHBIX PE3YyJbTATOB JICYEHUS] KPUNTOPXHU3MA Yy MYK4YUH OT 18 mo 34 iner.
bonee mMONOBUHBI  MYXXYMH, TEPEHECHIUX  OPXUOMEKCUIO MO  TOBOIY
OJTHOCTOPOHHETO  KPUINITOpXH3Ma, UMEId  MOPQOJOTUIECKUE H3MEHEHUS
TECTUKYJISIPHOM TKaHU B BuUAE (GuOpo3a, CKIepo3a, KaJbl[MHO3a, CHU)XCHHE
TECTUKYJISIPHOTO KPOBOTOKA, CTPYKTYPHBIE U3MEHEHUS MPE/ICTATEILHOMN JKeJe3bl,
TUIOIUIA3UI0  CEMEHHBIX  My3bIPbKOB. IIpM  KOJMYECTBEHHOM  OLIEHKE
CIiepMOrpaMMbl HU3KHE MMOKA3aTeNN UHIeKca GePTHIIBHOCTH YCTaHOBIIEHBI Y 73%
MalKMeHTOB, aCTEHO300CIIepMUsl BhIsiBIIeHA Y 3 % MmyxkuuH [Mopo30B [IA ¢ coaBr.,
2007; ITmmenosa E.C., 2010].

B skcnepumentanbHoM uccnegoBanuun B.A. berukoBa ¢ coaBt. (2013 1)
MOKa3aHO pPa3BUTHE WHTEPCTUIHMANbHOrO (pubpo3a, arpodus CEMEHHBIX
KaHaJblleB W YrHETEHHWE CIIepMaTOreHe3a Ha MoJead a0JOMHHAJIBbHOTO
KpUNTOpXHU3Ma. ABTOpPbl YCTAHOBWIM, 4YTO CTENEHb MOP(OJIOTUUECKOrO
MOBPEXJICHUS CEMEHHHKOB 3aBUCUT OT JUIMTEIHOCTH HAaXOXIACHHS SMYKa B
OpromrHoW mosnoctd. Ilocne ycTpaHeHuss a0JAOMUHAIBHOTO KPUNTOPXU3MA,
TIOJTHOTO BOCCTAHOBJICHUS TKAaHW CEMEHHUKOB HE MpOUCXoauT [BerakoB BA,
Kupnaroeckuit MJI, Kampinune DK, 2013]. I'mcTonoruueckas JUarHOCTHKA
OMONTATOB TECTUKYJISPHOW TKAHU Yy MYXKUYMH, ONEPUPOBAHHBIX IO IOBOIY
KPHUIITOPXHU3Ma, MOJITBEPIKAACT PEAYKIMIO CIIEPMATOTeHOro smutanus [Leissner
J., Filipas D., 1999]. B 2007 roay omy0iIMKOBaHbI pe3yJbTaThl MHOTOIIECHTPOBOTO
npocreKTuBHOTO uccienoanust F Hadziselimovic , B Herzog, MW Buser
(IlIBewiniapus), B Hoecht (I'epmanust), B xoJie KOTOPOro ObLI MPOBEACH aHAIN3
AKyJATA 218 My>X4HMH C KpUIITOPXU3MOM B COITOCTABIIEHUH CO CTaJNEN Pa3BUTHUS
FepMUHATUBHBIX KJIETOK HAa MOMEHT YCHEIIHOW opxuonekcuu. Huskas
KOHIIGHTpAIMsl CIEpMaTo30ug0oB Oblla oOHapyxeHa y 47,5% MyXuuH C
OJTHOCTOPOHHUM U 'y 78% MY>KUYUH C IBYyCTOPOHHHUM KpHUNTOPXH3MOM. B kauecTse
MPOTHOCTHYECKOTO KpUTEpHs (HEPTUIBHOCTH HCCIEIOBAIN COJEPHKAHUE TEMHBIX
CHEPMATOrOHMM y MaJbUYMKOB BO BpeMs XHUPYPrHYECKOrO0 BMEIIATEIbCTBA.
Pe3ynbpTaThl MCCaeA0BaHUS MMOKA3aIM, YTO MPUCYTCTBUE TEMHBIX CIIEPMATOIOHUN

Ha OJTalc XHUPYPIrudcCKOro JICHCHUA ABJLICTCA JIYUIIMM IIPOTHOCTUYCCKUM
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napaMmeTpoM Oyayuieil pepTunbHOCTH. B rpynmne MyXuuH, HE UMEBIINX TEMHBIX
CIIEPMATOrOHHM, B3aMMOCBSI3M MEXAY BO3PACTOM IPOBEACHHS OPXUONEKCUH U
nmapamMeTpaMe ~ CIiepMOTpaMMbl  HE  OBLI0O  OOHAapy)XeHO. Mallbuuku ¢
KPUIITOPXU3MOM, MOTEPSBIIUE 3TU KIETKH, ObLIM MH(EPTUIBHBI, HECMOTPS Ha
YCIIEIIHYI0 OPXHOIEKCHIO B paHHeM Bo3pacte [Hadziselimovic F., Hoecht B.,
Herzog B., Buser M, 2007]. B 2008 roxy F Hadziselimovic u B Hoecht nposenn
OwiatepalibHyl0 TECTUKYJSIpHYIO Ouorncuio y 89 MalbyuKoB, NEPEHECIINX
opxuonekcuto. Puck uHQEpPTUIPHOCTH TakKe OICHUBAIM Ha OCHOBAaHHUU
IPUCYTCTBHUS TEMHBIX CIIEPMATOTOHHI MPU TUCTOJIOTHIECKON OI[EHKE OMOITATOB.
VY MmanueHToB € OJHOCTOPOHHUM KpunTopxusmMoMm 70% CKpOTalbHBIX SHYEK,
Hapsy C HEOMYyIIEHHBIMHU, MUMEIHU TMAaTOJIOTUYECKYI0 TpaHC(POpPMAIMIO0 TEMHBIX
CIEpPMATOTOHMUM, YTO CBHJIETEIBCTBOBAJIO O OMJIaTEpaIbHOM MOPAKEHUU SUYEK
OpU OJHOCTOPOHHEM KpPUIITOpXH3ME. AHaIM3 CIEPMOrpaMMbl IPOBEACH
NaleHTaM T1OcCjie 3aBepuieHusi myOepTatHoro mepuoaa. KoHueHTpanus
CIIEpMAaTO30U I0B KOPPEIHUPOBaJa C YUCIOM TEMHBIX CIIEpMAaTOTOHUMN, HAllICHHBIX
Ha JTarne OpXHONeKcHuu. Bce MyKUMHBI UMENN BBICOKHN PUCK MH(EPTHUIBHOCTU
[Hadziselimovic F, Hoecht B, 2008]. Ananoruunbie pe3yibTaThl OMyOJUKOBAIN B
2009 roxy BTrsinar u U Murave. TloteHuuan (GpepTHIBHOCTH y TAIllMEHTOB C
OmnaTepaibHOM 3aJCP>KKOM SIMYEK ObLT CYIIECTBEHHO HUXE OTHOCHUTEIIBHO
NAIMeHTOB C OJHOCTOPOHHEW 3aJep>KKOH. ABTOpPHI BBIIBWIM 3aBUCHMOCTD
o0beMa TECTUKYJ W TOPMOHAJBHBIX MapKepoB (EpTUIBHOCTH OT BO3pacTa
npoBecHHON opxuonekcuu [Trsinar B, Muravec UR, 2009].

JlanHple O  JIEYEHMH  KPUOTOPXM3Ma  JOJr0e  BpeMs  OCTaBajHCh
NPOTUBOPEYMBBIMA. MHOTOJIETHHI ONBIT W  HAKOIJICHHBIC  PE3YJbTaThI
uccle0BaHui c(hOpMUPOBAIIM HOBBINM B3I Ha 3Ty mpobsiemy. B 2008 roay na
[TsTOM MHTEpPHALIMOHAILHOM CHMIIO3UYME JIETCKUX 3HIOKPHUHOJIOTOB B WTanuu
obur mpuHaT KoHceHcyc mo seueHuro kpunrtopxusma [Ritzen EM, 2008].
[IpuBenensl  pe3ynbTaThl  TPEX  PAHIOMHU3UPOBAHHBIX  KOHTPOJIUPYEMBIX
UCCJIEIOBAHUM, COTJIACHO KOTOPBIM 3(()EKTUBHOCTH TOPMOHAIBHON Tepanuu

XOPUOHHUYCCKHMM T'OHAJOTPOIIMHOM MW TOHAAOTPOIHMH-PHUIN3UHI TOPMOHOM
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cocraBisieT He Oonee 15%, B TO BpeMsi Kak IOJIOKUTEIbHBIE aHATOMHUYECKUE
Pe3yabTaThl XUPYPru4ecKoro jeueHus nocturarot 95% [Pyorala S, Huttunen NP,
Uhari M. 1995; Henna MR, Del Nero RG, Sampaio CZ 2004; Ong C, Hasthorpe
S, Hutson JM., 2005]. Mopdonoruueckue ucciae0BaHUs Ha >KUBOTHBIX
nokazanmu, 4ro XI'Y BO3JEHCTBHE HA TECTUKYJSIPHYKO TKaHb MPUBOJINUT K
WHTEPCTUIIMAIIEHOMY OTEKY M 3KCTpaBazaiuu JjeikonuTtoB [Bergh A et al, 1987,
Hjertkvist M, Bergh A, Damber JE., 1988; Assmus M et al, 2005]. Bonee
MO3THUE MCCIICAOBAHMS TTOKA3IA YBEITMUCHUE allONTO3a TEPMUHATHBHBIX KJIETOK
cpasy mnocie XIYU Tepanuu, a MO [OaHHBIM OTAAJIEHHBIX pE3YJIbTATOB —
yMEHbIIIEHuE 00beMa roHaJl OTHOCUTEIHHO KOHTPOJBHOW TPYIIbl U HAPYIICHUE
cnepmartorene3a [Heiskanen P et al, 1996; Dunkel L et al, 1997]. Ha ocHoBanuu
pe3yibTaTOB MPUBEJICHHBIX UCCIIEIOBAHUM, TPYIIION YUYEHBIX ObUI CENIaH BBIBOJ
O IEJIECO00Pa3HOCTH BHIOOpAa OPXMOMEKCUU KaK IMEPBUYHOTO METOJa JICUEHUS
kpunropxmsma [Ritzen EM, 2008]. Onnako C Bouvattier, L Maione, J Bouligand
c coaBT. (2011) momuepkuBaroT HerhdexTuBHOCT, XI'U Tepanuu TOJBKO Yy
MallMeHTOB ¢  WAWOMATHYECKHM  KPUIITOPXHU3MOM.  ABTOPBHl  CUHTAIOT
HEOOXOJMMBIM  TIPOBEJCHHE TOPMOHAIBHOM TEpamuu Yy MaIlMeHTOB ¢
KPUIITOPXU3MOM H BPOXKJIEHHBIM THIOTOHAJIOTPOIHBIM THIOTOHAJAU3MOM C
[ENbI0 HOPMAaJM3allid YPOBHS TECTOCTEPOHA, AHTUMIOIJIEpOBA TOPMOHA U
unrnouna b. Kpome toro, xupypruueckoe JjieueHWe TpU TUIOTOHAJAOTPOITHOM
TUIOTOHAIN3ME TEXHUYECKH 3aTPyIHUTEIHLHO H3-3a MaJloTO o0bheMa TOHAI |
BBICOKOTO pHCKA TIOBPSKICHHUS sSWYKAa. ABTOPHl MpeIaraloT JICUCHHE
PEKOMOMHAHTHBIMM ~ TOHAJOTPONIMHAMHM  TAI[UEHTaM C  BPOXIEHHBIM
TMIIOTOHAJOTPOITHBIM ~ THUIIOTOHAJAM3MOM B TEPUOJ MHUHHU-ITyOepTaT Tmepen
npoBeeHneM Xupyprudeckoro jeueHust [Bouvattier C, Maione L, Bouligand J,
Dodé C, Guiochon-Mantel A, 2011].

[TpuauMmas BO BHUMAaHHE CIIOXKHBIC u pa3zHooOpa3HbIe
naTO(U3NOJIOTUIECKAEC MEXAHU3Mbl ~ TECTUKYJISIPHOW  PETEHIUH,  CIICTYET
paccMaTpuBaTh KPUIITOPXHU3M KaK OJHO U3 (PEHOTHUITMYECKHX IMPOSIBICHHM

naToJIoruueckoro  (opMupoBaHusT  TOJOBOM  cuctembl.  [lamueHTsl ¢
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KPUIITOPXU3MOM HYKJAIOTCSI B IPOBEICHHH KOMIUIEKCHOIO TI'€HETHYECKOIO,
HH/IOKPUHOJIOTUYECKOTO0 O0O0CHEeI0BaHUS U TpPeOYIOT MOHUTOPUHIA IOJIOBOTO
pa3BUTHS JUIsI COCTaBJIEHHsS TNporHo3a (epTuibHOCTH. Bompoc sedeHwus
KpUNTOpXHU3Ma JIOJDKEH pellaTbCs MHAUBUAYAJIbHO TIIOCJIE  IMPOBEACHUS
TOPMOHAJIBHOIO OOCIEOBAHUSA, BBIICHEHUS NATOTE€HETUYECKOM  IPUPOJBI
KPUIITOPXU3Ma, IO BO3MOXHOCTH, MOCJIE  IOCTAHOBKHM  OKOHYAaTEJIbHOIO

Juargo3a.

1.6 I'enernyeckue u TOPpMOHAJBbHBIC ACMIEKTDHI Pa3BUTHUSA I'MITOCIIaTHA.

I'unocnaaus kKak CHMNITOM HapyleHUus1 POPMHUPOBAHMS M0

dopMHpOBaHUE TIOJOBOTO WIEHA W ypeTpbl HAuMHAeTCs Ha 8 Hezjelne
reCTallMOHHOIO NEepUoAa IMOJA JCHCTBHEM TECTOCTEPOHA U €ro AaKTHUBHOIO
MeTabonuTa  AUTHAPOTECTOCTEPOHA.  BpOXKACHHBI  MOPOK  Pa3BUTHS,
XapaKTePU3YIOMINICS OTCYTCTBUEM IUCTAILHOM YACTH YPETPHI, OMpECNIeH Kak
runocnaaus. Yacrora rumnocnaauM KoseOneTcs B pa3iMuUHBIX CTpaHax H
cocraBisieT 1 Ha 200- 250 HOBOpOXKAeHHBIX MabunkoB [Achermann JC, Hughes
IA, 2008], HanOoBIIYI0 YACTOTY UMEIOT €BPEHMCKasi U UTAIBSHCKAS TTOIYJISIIHH.
CeMeliHble Cilydad TUIIOCHAANUU TIOCTATOYHO PEAKUE U COCTABISIOT OKOJIO 7% OT
Bcex ¢opm [Lund L, 2009]. BeigensiroT auctanbHble (TOJIOBYATYIO, KOPOHAPHYIO),
CPEIHIO (CTBOJIOBYIO) M MNPOKCUMaJIbHbIE (MOIIOHOYHYIO, MPOMEXKHOCTHYIO)
dbopmel quctonmu Meatyca [Baskin LS, Ebbers MB, 2007].

Pa3BuTre AMCTanbHOM YacTU YpeTpbl M3 TOJOBOTO Oyropka y IUIOJIOB
MY>KCKOTO Tojia mpoucxoaut Ha 8 — 10 Hexene sMOpuorenesa mnoja JeiicTBHEM
aKTUBHBIX aHJIPOTEHOB — TECTOCTEPOHA W JAUTHAPOTECTOCTEPOHA. TecTOCTepoH U
JUTUIPOTECTOCTEPOH OCYUIECTBIAIOT CBOE JEMCTBHE Yepe3 aHIpPOreHOBBIN
peuentop (AR, Xqll-Q12), xoTopblii sBisieTcss (HAKTOPOM TPAHCKPHUIIIMU
[Melmed S et al., 2011]. DkcnepuMeHTaIbHBIC MCCICAOBAHNS BBISIBUIM IIEIBIN

psiZl TEHOB, HEOOXOMUMBIX st GopmupoBanusi yperpel: BMP4, BMP7, FGF8,
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FGF10, FGFR2 Hoxal3, Hoxd13, HOXA4, HOXB6, Glil, Gli2 u GLI3
[Wilhelm D, Palmer S, Koopman P, 2008]. B kiuHHYeCKOM HCCICIOBaHUU
Carmichael SL et al. (2013), Bxmrouaromem 624 mnamueHTa C THIOCHAIHEH,
MOJITBEPXKICH TMOJIUMOP(HU3M HYKJICOTHHBIX ITOCIICOBATEIFHOCTEH YKa3aHHBIX
TEHOB. OJTO  OmpeieNnseT  IMHMPOKYK  BapuabeIbHOCTh  CHHIPOMOB,
aCCOIMUPOBAHBIX C pUCKOM pa3BuTHs runocmaauu [Carmichael SL et al., 2013].
B OpuUTHHANBHBIX HCCIEIOBAHUAX, MOCBSIICHHBIX H3yYeHUIO OMOCHHTE3a
aHAPOTCHOB y TAIMEHTOB C TUIIOCTAIUEH, OBUIM TMOJy4YeHBI MPOTHUBOPECUMBHIC
nanubeie. [latonmormst OWOCHMHTE3a TECTOCTEPOHA JOJTOE BpeMs CUYUTANIACh
BEIYIIUM O3THOJIOTHUECKAM (HaKTOPOM pa3BUTHS JaHHOTO 3aboseBaHus. B
paborax IA Aaronson et al., 1997, JIb MenosmukoBoii u np., 2010 nmpoBeneHo
UCCIICIOBAaHWE  YPOBHS  aHAPOTCHOB  MpU  CTUMysimuu X[  u
aJIPpEHOKOPTHUKOTPOITHBIM TOPMOHOM y neTeid or 1 mo 15 jer ¢ pa3nuuHbIMA
dbopmamMu THUNOCHAAWU. ABTOpPHl OO0pallalOT BHUMaHUE Ha ClaObld OTBET
TecTocTepoHa npu ctumyisiiud X'y 36,7% manueHToB ¢ 3agHEMHA (GopMamu
TUTIOCTIAINHA, HAPYIICHUE COOTHOIICHHUS TECTOCTEPOH/TUTHAPOTECTOCTEPOH — Y
13,3%. Ha ocHOBaHMM TIOJIYYEHHBIX JAaHHBIX, AaBTOPHl  OLECHUBAIOT
MPOKCUMAIBHYIO THUIIOCHAJUI0 KAaK COCTOSIHUE, OOYCIIOBIEHHOE JIe(pHUIrTOM
aHAPOTCHOB, M OOBSCHSIOT NMPUMEHECHHE TECTOCTEPOHA B IEPHUOTICPAIIMOHHOM
nepuose [Aaronson IA, Cakmak MA, Key LL.,1997; JI.b. MeHoBIIMKOBA U Jp.,
2010]. B pabore Holmes NM?, Miller WL, Baskin LS, HAIPOTHB, TIOKA3aHO
OTCYTCTBHUE JIe(heKTOB CTEPOUIOTEHE3a OT XOJECTEPHHA 10 AUTUIPOTECTOCTEPOHA
y 48 manmenToB ¢ runocnaaueit. A Feyaerts , MG Forest , Y Morel (2002) taxxe
BBISIBIJIM ~ HApYIICHUE COOTHOIICHUS AaHAPOTCHOB, OJIHAKO IIPOBEJICHUC
MOJICKYJISIDHO-TEHETHUSCKAX ~ HCCJICIOBAHUN  HE  MOATBEPIWIO  HATUYHC
dbepmentatuBHbIX aedexroB [Feyaerts A et al.,, 2002]. Hoppe U u Wiinsch L
(2007) npu ucciienoBaHuu dKcOpeccuu 17-0eTaruaporcucTeporiIeruaporeHaspl
u S-anbapenykraspl B prubpodracTax KoK MOJOBBIX OPraHOB HE OOHAPYKHUIIN
nedurura pepmenton [Hoppe U et al., 2007]. B padore A.A. KonoakuHoit ObLIO

A0Ka3aHO, 4YTO TI'OPMOHAJBHBIC HCCICAOBAHMA HCAOCTATOYHLI AJIA BBIABJICHUA
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NaToJIOTHH  Tepudepudeckoro aeucTBus aHaporeHoB. Jlns Bepudukanum
HapylIeHUH cTepougorenesa Heobdxoaumo mnpoBenaeHue JIHK-muarHoctuku
[Komonkmaa A.A., 2011]. UccrenoBanue rena Sa-peaykrassl |l tuna (SRD5A2)
B KOX€ TI0JIOBOTO YICHA, ITOJy4YeHHON BO BpeMs omepaiuu, nposenu RI Silver u
DW Russel, (1999) . ABTopsl 0OOHApyXKHJIN TeTepO3MroTHbIC MyTaruu A49T,
L113V u H231R y 6,2 % Manpb4uuKOB ¢ M30JMPOBAHHOW runocnague. JIums y
2,5% nereit MyTaruu ObUTH OOHApYX)EeHbI B 000ux aiensx. [1o MHeHuI0 aBTOPOB,
YacTUYHBIM neuuT So-peaykrassl || U HeZOCTATOK IUTHAPOTECTOCTEPOHA BO
BHYTPHYTPOOHOM TIEPHOJIE€ MOXKET BBI3BATh W30JUPOBAHHYIO THUIIOCHAANIO 0Oe3
Ipyrux (GEHOTUIMYECKUX MpH3HaKoB aeduimTa So-peaykrassl [Silver RI, Russel
DW, 1999]. Amsnanoruunple JaHHBIC OBLIM  TMOJY4YEHBI  IIBEICKUMH
uccnenoBarensmu HT Thai, M Kalbasi u K Lagerstedt B 2005 romy. ITomumo
eAMHUYHBIX cliydaeB MyTtanuii reHoB AR u SRD5A2, ydeHble BBIABIIA
nonumopdusm VBIL 1 sk3ona rena SRD5A2. Penkwii anmnens 89L BcTpeuancs y
52% mManueHToB ¢ TUMOCMAIUeN MPU CKPOTAIbHBIX U NMEpPUHEATbHBIX PopMax. B
pe3yNbTaTe UCCICIOBAHUS ObUT C/IeJIaH BBIBOJ, YTO MPU HATTMIUH PEIKOTO aJIICIIs
B coctaBe TreHa SRDSA2 Sa-penykraza oOnamaer Ooyiee  HU3KOUH
dbepmentatuBHOi aktuBHOCTRIO [Thai HT et al, 2005]. Takum oOpazom,
WCCJICIOBAHMsI, OCHOBAaHHBIC Ha MOJEKYISIPHO-TEHETHYECKON JTUArHOCTHKE,
CBUJETEIBCTBYIOT O TOM, 4YTO (hepMeHTaTUBHBIE ACPEKTHl CTEPOUIOTeHE3a
SABIIAIOTCS HEYacTou MIPUYAHOU M30JIMPOBAHHOU TUIIOCIIAIN Y.
[TepuHeoCcKpoTambHaAs THIOCIAINAS W MUKPOTICHUS TPU HOPMAJIbHOW (YHKIIUN
SUYEK SIBISIIOTCS TUIIWYHBIM MPOSBICHUEM TMapIHaIbHON HEYYBCTBUTEIBHOCTU K
apaporeHaM. Myrtamun TeHa AR  Tpu  TPOKCUMaIbHOW THIIOCTIATUU U
HOPMAJIbHOW TMPOAYKIIMM TECTOCTEpOHA OBbUTM OOHAPYXEHBI, TO JJTaHHBIM
pa3n4HbIX aBTOpOB, y 24% [Deeb A, Mason C, Lee YS, Hughes IA., 2005] u y
22,5 % nanmentoB [Kononkuna A.A., 2011].

B 2006 romy rpyrmroi AMOHCKUX YYEHBIX ObliIa UICHTU(DUIIMPOBAHA MYTaIlUS
reika MAMLDI, wu3BectHoro panee kak CXorf6 (Xg28), y mamueHTOB C

U30JIMPOBAHHON TMEHOCKpOTanbHON runocnaaueir [Fukami M et al., 2006].
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OKCHEpUMEHTAIbHBIMA ~ WCCIEAOBAaHUSAMU  OBLIO  TMOKAa3aHO, UYTO TE€H
skcripeccupyerca B (deranbHbix Kietkax Jleinura u Cepronu. Hapyimienue
skcripeccnn TeHa Mamld1 npensrcTByeT MpOIyKIIMM TECTOCTEPOHA B TCUCHHE
BCET0 KPUTUYECKOTO Meproia SMOpHOHaAIbHON muddepeHipoku noia [Fukami
M et al., 2008]. B moctHaTalbHBII HEPUOA TECTUKYJISPHAsS 3KCIPECCHs reHa
OTCYTCTBYET, YTO OOBSICHSACT (PU3MOJIOTHUYCCKYIO MPOAYKIIUIO TECTOCTEPOHA Y
BCeX 00cieI0BaHHBIX HOBOpOkaeHHBIX [Ogata T, Laporte J, Fukami M., 2009]. B
2014 rogy B MHCTUTYTE€ OSKCHEPUMEHTAIBHOW SHIOKPUHOJOTUM bepinHa
3aBepuicHo uccieqopanne reHa SF1 (NRSATL) B koropte 46, XY NalMeHTOB C
Pa3IMYHOM CTENEeHbI0 MACKyJIWHU3AIUMU. J[BE HOBBIE TeTEPO3UTOTHBIC MYTAIUH
oOHapyxeHbI y 8,5% MalueHToB ¢ TUMoCTaaneii. ABTOPBI I0Ka3bIBAIOT MIUPOKUMA
CHEKTp (PEHOTUIIUYECKUX TMPOSBICHUN HapyIIeHUs] (QYHKIHH CTEPOUTOTEHHOTO
daktopa 1 u pexoMeHAYIOT CKpUHMHT SF1 y manueHTOB ¢ MPOKCHUMAaIbHBIMU
dbopmamu rurocraauu [Tantawy S et al., 2014].

[ToMUMO TEHETHMYECKHX TMPUYUH, CYIIECTBYIOT SATEPOTEHHbIE (HAKTOPHI.
[IporecTepoH SBISIETCS KOHKYPHPYIONIUM WHTHOUTOPOM S-amb(da pemayKTashbl,
HapyIaer OonocuHTe3 JTUTHIPOTECTOCTEPOHA. DKCTpakoproparibHOe
OIUTIOZIOTBOPEHUE WJIM TPUEM MATEPhI0 TOPMOHAIBHBIX IpEnapaToB BO BpeMs
OepeMEHHOCTH YBEIMYHMBAIOT PHCK pas3BuTHs runocrmamuu [Zanden LF et al.,
2012]. B wmenom, TOBBINICHHE BO3MOXXHOCTEH T'CHETHYCCKHX HCCIICIOBAHUM
MO3BOJIMJIO TIPOJBUHYTHCS B HM3YyUYCHWHM TPUYUH THUIIOCTIATUU, HO OCHOBHAs
ATHOJIOTHUS OCTaércsi HescHoM. HecmoTps Ha MHOrooOpaszue 3THOJIOIMYECKUX
(GakTopoB,  €IUHCTBEHHBHIM  TMATOTEHETUYECKUM  MEXAHU3MOM  SIBJISIETCS
HapylieHue TPOAYKIIUU JINOO JNEHCTBHUS aKTHBHBIX aHAPOTEHOB. Jlns pemeHus
BOIPOCA O MPUYMHAX THUIIOCMAUU B KaKIOM KOHKPETHOM Ciydae, HEOOXO0IuMO
uHauBUAyanbHOE oocinenoanue [Shih E M, Graham JM, 2014].

[Ipn anamu3e myOMUMKAIMOHHOW ©0a3bl JaHHBIX HAMH HE HaHIACHBI
JTIOKa3aTelIbHbIE MCCIIEIOBAHUS, XapaKkTepu3ytonme (HepTUIbHOCTh MAIMEHTOB C
runocrnaauend. Ileproguyeckne WCTOYHMKU CBUACTEIBCTBYIOT O TOM, YTO

AUCTaJIbHas THIIOCIIAAWsA HC ABIACTCA (baKTOpOM HapymcCHUs (bepTI/IJ'H:HOCTI/I
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[Katib AA, 2013]. MH. Hsieh, A Hollander et al., 2010 o6o3HaunIH IPodIEMy
UHPEPTUILHOCTH TAINHWEeHTOB ¢ runocnaauei. Tompko 23% Malb4uKOB,
OTEpUPOBAHHBIX TIO TIOBOIY TIEHOCKPOTAIBHOW U TMPOMEKHOCTHOH (opM,
COXPAaHSIOT CIIOCOOHOCTD K penpoaykuuu [Hsieh MH et al., 2010]. Toka3zano, uto
MaTOJIOTHUS CIIEPMATOTeHEe3a MPU HOPMaJIHbHOM YPOBHE TECTOCTEPOHA MOYKET OBITh
OoO0yCNOBJIEHa HEIOCTaTOYHOM aKTUBHOCTBIO So-penykrtazpl 2 Tuma. Ilpu
THCTOJIOTHYECKOM  HUCCIICIOBAaHUHM TECTUKYJI MYXYUH C JehUIUTOM Sa-
peayKTa3bI-2 yCTaHOBJICHA HOpMaJTbHAS YHCJIICHHOCTh MOMYJISIIAN
TePMHUHATUBHBIX KJIETOK, HO HapylieHue ux qudPpepeHInpPOBKH B CIIEPMATOIUTHI
[Hadziselimovic F., Dessouky N., 2008]. [TomuMo Hapy>KHBIX MOJOBBIX OPraHoOB,
TUTHIPOTECTOCTEPOH OTBETCTBEHEH 3a AU EPEHIIMPOBKY YpPOTCHUTAIBHOTO
cunyca. CrenoBaTesbHO, HEAOCTATOYHBIH OOBEM M HApYIIEHHUE TPaAHCIIOpPTa
CIEPMBI Y MY>KYUH C ACPUIUTOM So-peayKTa3bl-2 00yCIOBICH HEOPa3BUTHEM
IpeJICTaTeILHOM Kele3bl M ceMeHHBIX my3bIpbkoB [Kang HJ, Ginley JI, Zhu YS,
Rosenwaks Z, 2014]. KpomMe Toro, BbICKa3aHO MPEANOI0KCHHIE, YTO HAPYIICHUE
JEHUCTBUS AaKTUBHBIX aHJPOTEHOB Yy TMAIMEHTOB C THUITOCHAANCH TPHUBOIUT K
HapymeHuio auddepenimpoku kietok Cepronu [Kolasa A et al.,, 2004; De
Gendt K. et al., 2014]. Feyaerts A et al., 2002, Rey RA et al., 2005 Ha ocHOBaHUH
OTIPEJICICHHS] TECTOCTEPOHA, aHTUMIOJIJIEpOBAa TOPMOHA, MHTHMOMHA b, HanmpoTus,
MOKa3aJId HU3KYI0 4acTOTy HapymieHus: Qynkiuu suuek (10 — 14%) y mariueHToB
C W30JIMPOBAHHOM MMONaTH4eckor runocnaaueii [Feyaerts A et al., 2002; Rey
RA et al., 2005].

CornacHo MexXIyHapOJHBIM PEKOMEHJIAIMAM, JICYCHHE HW30JUPOBAHHOU
THIOCIIA NN BKJIIOYACT: 1) PEKOHCTPYKIHUIO YPETPhl M MCKPUBJICHUHN ITOJIOBOTO
YieHa I JOCTMKCHHS (YHKIMOHAIBHBIX W OCTETUYECKHUX Ienei; 2)
TOPMOHAJIBHYIO TEPAIUIO C IEJbI0 MPEIONEPANMOHHON TOJTOTOBKU M JICUCHUS
MUKpoTieHnr. Bo3pacT Ha MOMEHT TEPBUYHON YPETPOIUIACTHKH, KaK IPaBUIIO,
cocTaBisieT 6 — 12 mecsIeB, 0JIHAKO B TOCIICIHEE BPeMsi UMEIOTCS COOOIIEHUS O
MpoBeleHUU onepanuu B 4 — 6 MecsueB. MecTHad mpenoneparuoHHas

IIOATrOTOBKA TCCTOCTCPOHOM HIIM JUIHAPOTCCTOCTCPOHOM PCKOMCHIAOBAHA JIJIA
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JTOCTIDKCHHSI  JIy4IlIer0  KocMeThdeckoro d3(deKTa © CHIKCHHS pucCKa
nocieonepaonubix ocaokuenuit [Tekgul S et al., 2009]. Psx uccnemoBaHmii
JTIOKa3bIBaCT 3¢ (HEeKTUBHOCTH MEPKyTAaHHOTO IPUMEHEHUS res
JTUTHAPOTECTOCTEPOHA NIl JICUCHHMS] MUKPOIEHUHM, KaK TMpHU JI0Ka3aHHOM
nedunute So-peaykraspl-2, TaKk W [PU MHUKPOIEHUU HEYCTAaHOBJIECHHOM
stroorun [Charmandari E et al., 2001; De Gendt K et al., 2014].

Takum 00pazoM, aHaNIM3 JUTEPATYPHBIX JAHHBIX JOKa3bIBa€T MHOrooOpasue
TEHETHYECKUX W IK30TCHHBIX (DAKTOPOB, BENYIIMX K Pa3BUTHIO runocnaauu. [1pu
ATOM EIUHBIM MAaTOTCHETHUYCCKUM MEXaHU3MOM SIBISICTCS HAPYIICHHUE JCHCTBUS
aKTUBHBIX aHJIPOTEHOB B 3MOpHOHAIIBHOM Tiepuojie. CBeeHUs O MTOCTHATAIIBHOM
Pa3BUTHH PEIPOTYKTUBHOW CHCTEMBI y MAIIMEHTOB C THUIOCIAINCH MPAKTUIECKH
OTCYTCTBYIOT. OpUTHHAIbHBIC WCCIEIOBAHUS, IPOBEACHHBICE B TMOCIETHUE
HECKOJIBKO JIET, COBEPIIMWIM KOJOCCAJIBbHBIN TOTYOK B TMOHMMAaHUHM STHUOJIOTHUH U
MexaHnn3MoB pazputus BIIIIP. Jlokazanel mpemMyniecTsa M pe3yJIbTaTUBHOCTD
3aMECTUTEIbHOM TOPMOHAIBHOM Tepaluu, MPOBOJAMMONW B HEOHATAILHOM U
MOJIPOCTKOBOM TEPUOAaX. ITO CO3/A€T MOTHUBAIMIO JJII PAHHETO BBISBJICHHS U
TiaTenbHOU orneHku pedenka ¢ BIIIIP. C apyroii ctopoHbl, aHau3 cBeeHUH 00
ajanTaiyy TMOJAPOCTKOB W B3POCIBIX C TMATOJIOTHEH IOJIOBOTO PAa3BUTHA,
U3YYCHUE WX PENPOIYKTUBHOTO 3JI0POBbS HEOOXOIWMBI IS TOCTPOSHUS

OCHOBHBIX IIPUHIUIIOB BCACHHUA HOBOPOKIACHHBIX.
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['JIABA 2. MATEPHUAJIbBI U METO/IbI UCCJIEJOBAHUN A

2.1 JIn3aiiH U 00bEM MPOBOAMMOTO MCCJIETOBAHUS

HccnenoBanue mpoBoIuiIoch Ha Kadeapax MponeaeBTUKH JETCKUX 0oJie3He,
JIETCKOM SHAOKPUHOJIOTUU U JMAa0eTONOTHH (3aB. Kadeapoil - JOKT. MeA. HaykK
npodeccop H.B. Bonorora), xupypruu aerckoro Bospacta uMm. H.B. 3axaposa
(3aB. kadenpoit 3a mepuon 2003 — 2012 rr. gokT. Men. Hayk mnpodeccop
J.A.Mopo3oB; ¢ 2012 r. mo Hacrosiiee BpeMs JOKT. MeI. Hayk Ipodeccop
N.B.I"'opeMbIKHH) CaparoBckoro roCyAapCTBEHHOIO MEJIUIIUHCKOTO
yauBepcurera uM. B.1. PazymoBckoro (pekrop — m1okT. Mea. Hayk B.M. ITomnkos)
¢ 2006 mo 2013 rr.

B uccnenosanue Obu BrItOUeHB 550 neteit: 210 manueHToB ¢ BPOKICHHON
MaTOJIOTHEH MmojoBOro pa3BuTus U 340 3m10poBBIX MabunkoB. B Bo3pacte 1 — 3
MecsaieB 0wl obcnenoBanbl 125 nereit: 40 370pOBBIX MalbuUUKOB U 85
nauueHToB ¢ BIIIIP (kpuntopxuzmom — 40 ManpuukoB, runocnaaven — 12 u
HapymieHreM (opmupoBanus noiga - 33). B Bospacre 11 — 16 mer Obutn
oocnenoBanbl 425 gpereit: 125 ¢ BIINIP u 300 310poBBIX MalbUMKOB.
Knuunueckoe oOcnegoBaHue M JIEYEHHE MMALMEHTOB  MPOBOJMJIOCH  HA
KIMHU4Yeckod  6aze  CapaTOBCKOTO  TOCYIAapCTBEHHOTO  MEIUIIMHCKOTO
YHUBEPCUTETA B KIMHHUKE IMPOIMEIEBTUKM JETCKUX OoJyie3Hed. OnepaTUBHOE
JICYCHHE TAIIMEHTOB U JUATHOCTUYECKUE XUPYPTUUECKUE ONEepaLU ITPOBOIAIINCH
B KJIMHUKE aeTrckoi xupypruu CapatoBckoro I'MVY. OOcnenoBaHue 310pOBBIX
JeTel Takke MPOoBeJeHO Ha KinHuYeckor 6aze CI'MY B KIIMHUKE MPONEACBTUKE
nerckux Oonesneit u B MY3 Jlerckas nonukiuauka Ne 4 . CapaToBa B TIEpPHOJT
JEKPETUPOBAHHBIX M MPO(PHIAKTHUYECKHMX OCMOTPOB 3J0POBBIX JeTed W
MOJAPOCTKOB. Bce KIMHUYECKHE M MHBA3WBHBIE MAHUITYJISILIMU MTPOBOJIWINCH MPU

HAJIMYUA ~ [HUCHbMEHHOTO  WH(POPMHUPOBAHHOTO  COTJIACUSl  POJUTENEeH B
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cooTBeTcTBUM ¢ ''OCHOBaMM 3akoHozAaTenbcTBa Poccuiickoii ®denepauun 00
oxpaHe 3a0poBbs rpaxaan" ot 22.07.1993 N 5487-1 (¢ u3MEHEHUSIMU
02.02.2006), npukazom DPMBA PD Ne 88 ot 30.03.2007 m crateeit 20
®enepanpHoro 3akoHa P® ot 21.11.2011 No 323-®3 «OO6 ocHoBax oOXpaHbl
3M0pOBbs  TrpaxaaHn B  Poccuiickoit ~ ®exeparun».  JlabopatopHsle,
WHCTPYMCHTAJIbHBIE W MOpQoJoTHUecKne uccienoBanus mnpoeAaeHsl B HUU
byHIaMeHTAIbHOW M KIMHUYecKol ypoHedposorun CaparoBckoro I'MY wum.
B.1. Pazymosckoro (aupexktop HUM - mokTop MemuIMHCKUX HayK, mpodeccop
I'.H.MacnsikoBa).

HpOBGI[CHI/Ie HCCICAOBAaHUA BKIIIOYAJIO:

1) M3ydyeHue CTAHOBJICHUS PEMPOIYKTHBHOH CHCTEMBI MallbYMKOB B TIECPHOJ
MUHU-TTyOepTaTa Ha OCHOBAHMHM CPAaBHUTEIILHOM OIICHKHM  KIMHHUKO-
TOPMOHAJIBHBIX JJAHHBIX 3J0POBBIX AeTeH U MabuuKoB ¢ BIIIIP;

2) OI1eHKY TOJIOBOTO Pa3BUTHS U PEMPOAYKTUBHOIO MOTEHIMAIa MaJIbuUKOB C
BIIIIP Ha OCHOBaHMM NPOCIEKTUBHOIO AaHAIN3a KIWHHUKO-TOPMOHAJIBHBIX
nokaszaresiel MalueHToB B Mepuo/ myoeprara;

3) BbisiBlIeHHE NMPEAUKTOPOB PEMPOAYKTUBHBIX HAPYIICHUH U MPOTHOCTUYECKUX
(baxkTopoB UHGEPTUIBLHOCTH B MEPUO/T TTOJIOBOTO PA3BUTHSI.

Jlu3aiiH npoBeACHHOTO MCCIICIOBAHUS MTPEICTABIICH Ha PUCYHKE 2.

B uccnenosanue Obiu BriroueHbl 550 nereit: 210 marMeHTOB ¢ BpOXKACHHOM
MaToJIOTHeH mojoBoro pa3Butus U 340 3m10poBbIX MabunuKoB. B Bo3pacte 1 — 3
MecsiteB (mepuoj MUHHU-yoepTarta) Obutn oOcnenoBanbl 125 nereii: 40 310pOBBIX
MaburkoB U 85 mamuentoB ¢ BIIIIP (¢ xpunropxu3mom - 40 Malb4HKOB,
MOIIOHOYHOW THUMOCTAAUeH WM HapylmieHneM ¢GopMupoBaHus mona - 45
nanueHToB). B Bospacte 11 — 16 jer Obuim oOciemoBanbl 425 npereii: 300
30pOBBIX MajbuukoB U 125 nereii ¢ BIIIP (¢ kpunropxuszmom - 70 MabYHKOB,

¢ runiocnanueit - 40 MaTpYUKOB, ¢ HapymieHHeM (GopMUpOBaHHS ToJia - 15).


http://www.consultant.ru/document/cons_doc_LAW_87721/
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O6cnenosaHve

OpxunomeTpus
3xorpadmsa roHan
QOueHka I, ®CI, TecTocTepoHa,
AMT, MHrMbrHa b B CLIBOPOTKE KPOBU

t

Kpuntopxuam, n = 40
MuHu-nybeprar
H®M, n =45 n =40
n=125
3
I'Iaune:‘r:;&Bl‘ll‘lP, KpnnTopxmam, n =70 [00pPOBLIe Manbyuku
MNyb6epTaT =300
Mmnocnagwusa, n = 40 - —] n
n =425
H®M, n=15

'

O6cnepoBanue
OueHka nonoBoro passuTtus, Tanner
OpxvomeTpus
3xorpagws, AonnepoMeTpus roHag,
TPY3M
QueHka I, ®CT, TectocTepoHa, UHIMbKHa b B
CbIBOPOTKE KPOBW

TNorncruieckan 3 PerpeccuoHHbIi aHa3na

perpeccus MHorodakTopHbIA
A AWCNEPCUOHHLIN aHanU3

NPOrHO3
DEPTUNBHOCTH

Pucynox 2 [luzaifH uccieaoBaHus

2.2 XapaKkTepuCTHKA MANUEHTOB U METOAbI HCCJIETOBAHNS B IEPUOT MUHHU-

ny0eprara

B Bo3pacte 1 — 3 mecsueB ObUIM 00CICAOBAHBI MaJIbUUKH POXKJICHHBIC
npu cpoke rectamuu 38-40 Henens, ¢ maccoit Tena 2500 — 4000 r u nnuHOM Tena
He MeHee 48 cM. B uccnenoBanue ObIIN BKIIOYEHBI:

1) Manp4uKu ¢ OTCYTCTBHEM OJIHOTO MJIM OOOMX SIMYEK B MoIoHke, N = 40;

2) Manp4uKe ¢ M30JIMPOBAHHOW MOIIOHOYHOW M MEPUHEALHOW THUIIOCTIAANEH, N
=12;

3) IlanmeHThI C TBOMCTBEHHBIM CTPOCHUEM HAPYKHBIX MOJIOBBIX OPraHoB, N = 33;

4) 310poBble MaIbYHMKH, POKIACHHBIC IpU CpoKe recrauuu 38 — 40 Hemensb, N =

40.
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N3 uccnenoBaHus UCKIIOYATUCH:
1) IMamueHThl, MaTepu KOTOPBIX MPUHUMAIA TOPMOHAJBHBIC IpernapaThl BO

BpeMsi OEpEMEHHOCTH,

2) JletH ¢ 3aepKKOW BHYTPUYTPOOHOTO Pa3BUTHS,

3) IlanueHThl, MMEIOIIKE COUCTAHHBIC MOPOKH Pa3BUTHS IPYTUX OPTraHOB;

4) TManmeHTBI € TSOKEIBIMA ~ COMAaTHYCCKUMH W HEBPOJOTHYCCKUMH
3a00JI€BaHUSMY;

5) Jletu ¢ BpoxaeHHOU TUCHYHKIINEH KOPhI HAAIIOYEYHHKOB;

OO6cnenoBanue aetedt 1 — 3 MecsleB BKIIOYAIO U3YYEHUE TE€HETHYECKOrO U
aHTEHATAJIbHOTO  aHaMHE3a, OCMOTpP, OIIEHKY (DU3UYECKOTO  pPa3BUTHA,
KIIMHUYECKYI0O OILEHKY HAapYXHBIX TOJIOBBIX OPraHoB, YJIbTPa3BYKOBOE
UCCJIEIOBAHUE TOHAJ, HXOrpauio OpraHoB Majoro Ta3a MpU OTCYTCTBUH
MOIIOHOYHBIX U IMaXOBBIX TOHAJ, IPOBEJCHUE [TUTOT€HETUYECKOTO UCCIEAOBAHUS
MPU HAIMYUKU COOTBETCTBYIOIIMX TMOKa3aHWUM, U3yUEHUE IHIAOKPUHHON (PYyHKIIUU
runodusa u ToHa.

[Ipu u3ydyeHum anamHesa oOpalajiyd BHUMaHUE HA TE€YeHUE OEPEMEHHOCTH,
pUeM MaTepbl0 TOPMOHAIBHBIX MPENapaToB BO BpeMsi OEPEMEHHOCTU, HATUYHE
POJCTBEHHHKOB C AHOMAJIMSIMU MOYEMNOJIOBOM CHUCTEMBI, THIOTOHAIN3MOM,
oecruionuem. Ilpu ocMoTpe HapyXHBIX MOJOBBIX OPTaHOB OIEHWBAJIM HAJIMYKE
rOHaJ B MOIIOHKE, pAaClOJ0XEHUE MeaTyca, COCTOSHHE KAaBEPHO3HBIX TeEl,
MPOBOAWIIM M3MepeHUe 00bEMa ToHal opxugomeTpom llpaaepa, reHUTOMETpHUIO.
DU3NYECKOE PA3BUTHE OLCHUBAIINA MO CTAHIAPTHON METOJUKE IS IETEU IEPBOTO
roJia >KU3HU.

Ynerpaconorpaduio roHaj, BEIIOIHSIIM IpH mmomory ammapara Medison SA
9900, KOsxnas Kopest B B-pesxkrMe ¢ HCIOIB30BaHHEM JIMHEHHOTO gaTdnka Prime
5 — 12 MI't mpu pOI0JILHOM | TIOTIEPEYHOM CKaHUPOBAHUU BO (PpOHTANBHON U
CaruTTaJbHOM IUIOCKOCTSIX. [Ipu yIbTpa3ByKOBOM CKaHUPOBAHWUW OMPEICIIsIIN
pa3Mepbl TECTUKYyJa W TpHUAaTKa, CTPYKTYpYy MapeHXWMbl TecTHKyma. O0bem

AUYKa BBIYUCISUM 110 dopmyne: Vi, M = anuHa X mupuHa X tonmuHa x 0,523.
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[Ipr OTCYTCTBMM 4YETKOW BU3YAJIM3AaLMM TOHAJ WJIA COMHHUTEIBHBIX JAHHBIX
YJIBTPa3ByKOBOT'O UCCIIEIOBAHUS IIPOBOJIWIIACH JUATHOCTUYECKAS JIAIIAPOCKOIMSL.
[{uToreneTnueckue uccienoBaHus: kapuotunupoBanue u FISH-nquarnoctuka
npoBoAMIUCh, Ha 0Oaze OO0sacTHOM MEIUKO-TEHETHYECKOM JsabopaTopuy,
r.CaparoB u Menuko-reHeTnueckoro HaydyHoro ueHrpa PAMH, r. Mocksa.
[ToxazanusMu JJIs1 IPOBECHUS] IMTOTEHETHUECKUX HCCcienoBaHuil y aereit 1 -3
MECALIEB  SBJSJIMCH JBOMCTBEHHOE CTPOCHHE HAPYKHBIX IIOJIOBBIX OPIaHOB,
OTCYTCTBHE OOOMX SWYEK B MOIIOHKE MPU MACKYyJTUHHOM CTPOCHUU Hapy>KHBIX
TEHUTAJINNA, MOIIOHOYHAs W NMPOMEKHOCTHAS rumnocnanus, Mukponenuc. JTHK-
JMarHOCTHKa Mpu MOHOTeHHbIX ¢popmax HDII Obina nposeneHa y 18 manueHTos.
HccnenoBanre NpoBOAWIOCH B Ta0OPAaTOPUN HACIEACTBEHHBIX SHIOKPUHOMATUN
®OI'BY Duaokpunonornyeckuil HayuHbiid 1ieHTp PAMH (3aB. oTnenenueM, AOKT.

men. Hayk A.H. Tronbnakos).

I'opmoHanbHOEe oOcnenoBanue Jneredt 1 — 3 MecsleB BKIIOYAIO
ONpEJENeHHe B  CHIBOPOTKE KPOBU  TOHAJAOTPONHMHOB, TECTOCTEPOHA,
aHTUMIOJUIepoBa TopmMoHa W wuHrubOuHa b. Ilpu mnonmo3penun Ha AedeKTbl
CTEpOMJIOTE€HE3a Y MAlMEHTOB C HapylIeHHeM (GOPMHUPOBAHUS 110J1a IPOBOINUIIOCH
ONPEACIICHUE B CBIBOPOTKE KpOBU 1'7-ruagpokcumnporecTepona,
JErUIPO3NHUAHIPOCTEPOHA, aHAPOCTEHAMNOIIA, JUTHIPOTECTOCTEPOHA.
KoHueHTpanusi TopMOHOB B CHIBOPOTKE KPOBH OINpPEAENSIIaCh METOJOM MHPSIMOIO
TBEpAO(PA3HOr0 MMMYHO(DEPMEHTHOIO aHaliu3a, OCHOBAaHHOTO HA NPHUHIIMIE
KOHKYPEHTHOTO  CBsI3bIBaHHSA. B  KauecTBe OMOJIOTMYECKOro MaTepuaia
MCMOJIb30BAIM CBHIBOPOTKY KpPOBH 4YeioBeka B koiumuectBe 100 MK Ha OmHO
uccienoBanue. Meroauka KOJMYECTBEHHOIO OIPEAENICHHS] TOHAaJOTPOIMHOB U
aHJpPOTeHOB OblJlJa OCHOBaHAa Ha MMMYHOCOPOLMHM YHHMKAJIbHOTO aHTUTE€HHOTO
ydacTKa MOJIEKYJIbl HCClieqyeMoro ropmona. OOpas3ibl CHIBOPOTKH MallMeHTa
UHKYOHMPYIOTCSI B JIyHKax C KOHBIOTATOM HCCJIEIyeMOro TOPMOHA, MEUYEHHOTO
nepokcuaa3oil xpena. B pesynpraTe nHKyOanum oopasyercs TpOHOM UMMYHHBIN

KOMILJIEKC, HMMMOOWJIM30BaHHbIH Ha TBepaoll ¢aze. Ilpu omnpeneneHun
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KOHLEHTpAaUUM  aHJApPOr€Ha HWHTEHCHBHOCTh  IOJIYYEHHOIO  OKpAaIlMBAHUS
COOTBETCTBYET  KOJMYECTBY  CBSI3aBIIETOCS  KOHBIOTatTa U OOpaTHO
IIPONIOPLIMOHAIBHA KOHLEHTPAllMd TOPMOHA B CbIBOpoTKe. Ilpm ompenenenun
KOHIICHTPAIIMM TOHAJOTPONMHA HMHTEHCHUBHOCTh IOJYYEHHOIO OKpAIIMBAHUS
OpsIMO TIPOMOPIMOHANIBHA KOJMYeCTBY uccienyemoro ropmona (JII' / ®CI') B
CBIBOpOTKE. MccnenoBanus BRIMONHANUCH Ha aHanmuzatope Stat Fax, CIIA c
UCIOJIb30BaHUEM Ha0opoB peareHTOB mpousBojacTBa 3A0 «JIPT" Texcucremcy,
Poccus. Jlmst amarHOCTMKM JIE(PEKTOB CTEPOHMJOTCHE3a Y TAIUCHTOB C
HapyleHueM (QOpMUPOBAHUS MMOJIA U C IENb0 BepU(DHUKAIUU TECTUKYISPHOU
TKaHU TPU OTCYTCTBHM MAIBNUPYEMBIX TOHAJ MPOBOJWIACH CTaHIAPTHAS
TpeXJIHEBHAass MpoOa ¢ XOPUOHMYECKUM TOHAJAOTPONMHOM. ['OHagOTpONnuH
BBOIMIICS B/M | pa3 B cyTku u3 pacuera 5000 ex/m® Ha mpoGy. 3a6op KpoBH Ha
aHAPOTEHBl OCYIIECTBISIM 4epe3 72 d4aca Mocie IOCIEIHEH WHBEKIUU
XOPHUOTOHUHA.

@yHKIMOHAIBHOE cocTOssHME KieTok Cepromu y aereil 1 — 3 mecsues
XapakTepu30Badl WHTMOMH b M aHTUMIOIIEpOB TOpMOH. s ompeneneHus
KOHIIeHTparuu wuHruonHa b uw AMIT B CHIBOPOTKE KpOBH TMAI[UEHTOB
ucnoir3oBaan Habopsl peareaToB DRG Inhibin B ELISA, u DRG AMH ELISA,
CIIIA. Metonuka Takke OCHOBaHA HAa HMMYHOCOPOIMH  YHUKAIBHOTO
AHTUTEHHOT'O YydYacTKa sHjoreHHoro uuHruomHa b / AMI' u cnenuduueckoii
MOHOKJIOHAJIbHOM aHTHCBIBOPOTKHU. M3MmepeHus, NOJNydeHHBIE B PpE3yJIbTATE
abcopOLMK NPSIMO MPONOPIUOHAIBHBI KOHLEHTPAIMU YHAOT€HHOro MHruouHa b /
AMI'. YyBCTBUTENBHOCTh TECTA — MHUHHMMAJIbHO OIpeesseMasl KOHLEHTPALMS
uHruouHa b cocrasnger 7 nr/mu. MuUHMMaNbHO ompezenseMas KOHLEHTpalus

aHTUMIOJIIEpoBa ropMoHa coctapiisget 0,08 Hr/mu



2.3 XapakTepuCcTHKA NANMEHTOB U METOIbI HCCJIeI0BAHNS B MEPHO]
nyoeprara
[IpoBeneHna mnpocCHEeKTUBHAs OIIEHKA IIOJIOBOIO Pa3BUTHUS  MaJIbUMKOB,
MPOONEPUPOBAHHBIX B MpenyOepTaTHbIA Mepuoj MO TOBOAY Pa3IMYHOU
BPOXKJICHHOM TMAaTOJIOTUM TMOJIOBOIO  pa3BUTHUA. Bo3pacT mNalUeHTOB MIpH
BKJIIOUEHUM B uccienoBanue coctasui 11 — 14 ner. B uccnenoBanune ObuIH
BKJIIOUYECHBI:
1. TlaeHTHI C€ OAHOCTOPOHHHMM M JABYCTOPOHHHM KPHUIITOPXU3MOM,
MEPEHECIIINE OPXUONEKCHUIO MPU PA3IMYHOM YPOBHE 3aCPKKU AUYKa, N =
70;

2. [lanueHTsl, OneprUpOBaHHbBIE O TTOBOJLY CPEAHUX U MPOKCUMAIIBHBIX (hopm
runocmaauu, N = 40;

3. Ioapoctku ¢ HapymieHuem GopmMupoBaHus nosua, N = 15;

4. 3noposbie manbuuku 11 — 15 met, n = 300.

N3 wuccinenoBaHus UCKIIOYAIUCh MadbYUKH, HUMEIOIIME COYETaHHYIO

SHAOKPUHHYIO TMATOJOTHIO, TSKEIbIE COMAaTUYECKUE U HEBPOJOTHYECKHE

3a00J1eBaHUS, MHOKECTBEHHBIE TOPOKU PA3BUTHSI.

HaGop marueHTOB Ui TPOBENCHUS UCCIENOBAHUS MPOBOJIUIICS KaK IyTEeM
aKTUBHOTO TPUTJIAIICHHS TaK U MO0 Mepe oOpaienust B cranuoHap. CeneHus o
nalueHTax ObUTM COOpaHbl MO JAaHHBIM ONEPAIMOHHBIX KYPHAJIOB, a TaKXXe MPHU
oOpalieHny K YHAOKPUHOJIOTaM, XHUpypraM U ypojoraM JAETCKUX MOJUKINHHK T.
CaparoBa. Popurtenssim 180 ManpyukoB ObUIM  pa3ociaHbl MNHCbMEHHBIE
NpUTJAICHUs, Ha KOTOphble OTKIMKHYIHUCh 49 wuyenosek. [lommmo 3TorO,
JETCKUMH DHJIOKPUHOJIOTaMU OBLITH HaIpaBJIeHBI 25 neTel, AeTCKUMU XUPYPramMu
— 38 nereit, 8 maneHTOB OOPATUIIUCH B KJIMHUKY CAMOCTOSITEIBHO.

[IpociekTBHAas OLEHKA TOJOBOTO pa3BuTus ManbunkoB ¢ BIITIP
MPOBOAMIACH B TeueHUe 4-x jieT. llepBUUHOE KIMHUYECKOE M TOPMOHAIBHOE
oOcneroBanue nMpoBeneHo B Bo3pacte 11 — 12 ner. [locnenyronime KIMHUYECKHE
OCMOTpPBl TPOBOJAWIIMCH € 4YacToToil 1 pa3 B 3 wMecsla, TOPMOHAIBHOE

oOcinegoBaHue - ¢ yactotod 1 pa3 B 6 MecsueB, HHCTPYMEHTAJIbHOE



59

obcnenoBanne — 1 pa3 B roa. KommiekcHoe obcnenoBanne PC manpunkoB ObLIO
MPOBENICHO B Bo3pacte 14 — 16 jieT npu TOCTUKEHUU CTAUU MOJOBOTO Pa3BUTHS
G, mo Tannepy u B 14 — 15 neT y manmeHToB ¢ 3aJ€PKKON MOJIOBOTO PAa3BUTHS.
JanbHeiiee HaOMIOIeHNE 3a MAllMEHTaMU OCYHIECTBISIIOCh C 4acToToi 1 pa3 B
roa. Ilpu moctwxkenuu Bospacta 18 jer y 30 manpuukoB ObLTa HCCII€IOBaHA
criepMorpaMma.

OOcnenoBanve MajabYMKOB B TepuoJ myOepraTta BKIIOUANO H3yUYEHUE
aHaMHE3a; OIICHKY (HU3MYECKOr0 ¥ TIOJIOBOTO PAa3BHUTHs, OPXHOMETPHIO,
TEHUTOMETPHUIO; OIIEHKY KOCTHOI'O BO3pacTa IO PEHTIEHOTpaMME KHUCTEH;
KapUOTUIIUPOBAHUE TIPU TIOJIO3PEHUU Ha abeppaiy IOJIOBBIX XPOMOCOM;
yJIbTpacoHOrpaduio U JOMJICPOMETPUIO TOHAJ, UCCICIOBAHUE PEMPOTYKTUBHBIX
TOPMOHOB B CBhIBOPOTKE KpoBH. IIpm poctmxkenunm Bo3pacta 14 ner BceM
MaJlbYMKaM HPOBOJMIIOCH TPAHCPEKTAIBHOE YIBTPA3BYKOBOE CKAaHUPOBAHHE
MpeACTaTEeILHON Kee3bl C IENIbI0 OIEHKH €€ pa3BuTUs Ha (oHe mydOeprara.
3aKITIOYUTENBHBIM JTANlOM O0CIIEIOBAHUS SIBIISIIOCH OMPEJICICHUE B CHIBOPOTKE
KpOBH Mapkepa (QyHKIIMU CIIEPMATOT€HHOIO SMUTENINS — MHTMOUHA b.

IIpyu m3ydyeHun aHamHe3a BBISICHSUIM BO3MOKHBIM HACJIEACTBEHHBIA XapaKTep
3a00JIeBaHUM; HaJIW4YME COIMYTCTBYIOMIEH TATOJIOTMM MOYEBBIICITUTEIHHON
CHUCTEMBbI; BO3pacCT U JTambl MPOBEACHUS OINEPATUBHOTO JICUCHUS, HAIUYUE
OCIIO)KHEHHH; TIPOBE/ICHNE TEPATHKU XOPUOTOHUHOM B MPEMyOepTaTHOM MEPUOIE.

XUpypruvyeckoe JCUCHHEe KPUNITOPXU3Ma OBIJIO BBITIOJHEHO B Bo3pacTe 1 — 2
aer —y 37 (53 % ) nmereit; 3 — 6 mer -y 29 (41,3 %), 7 - 13 ner —y 4 (5,7) %
MagbuuKoB. CBefieHUsT 00 YpPOBHE 3aJIEpKKU SIMUYKa, CIOCOOE OIMEepaTHBHOIO
JICYEHUS W TEYEHUU IOCJICONEPAIIMOHHOTO TMepHrojia ObUIM TOJYYEHBl TIpHU
aHaJIu3e MEAUIMHCKUX JTOKYMEHTOB MAallMEHTa U ONEPALIMOHHBIX KYPHAJIOB.

JleyeHne XOpUOHUYECKUM TOHAIOTPOITMHOM B NIEPUONIEPAIMOHHOM TEPUOAC
nonydanu 27 (38,5 %) mamnmeHTtoB wucciemyemoi Tpymmbl. B Tabmune 2
MPEACTABIICHO PACTPECICHHE TMAallMeHTOB B  3aBUCUMOCTH OT  (OPMBI

KPUNTOPXU3Ma U BaApUAHTA MIPOBOJUMOIO JICYEHNS.
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Tabnuma 2. BapranTbl OnepaTUBHOTO M KOHCEPBATUBHOTO JICYCHUS

IIalImMCHTOB B HpCHY6€pTaTHOM Imepruoac B 3aBUCHUMOCTH OT (bOpMI)I 3a00J1eBaHMs

Jleuenue dopma 3aboseBaHUS Bcero
OpnHOCTOPOHHMIM JIBycTOpOHHUI
KPHUIITOPXH3M KPUITOPXHU3M
[TaxoBas bprounas [TaxoBas bprounas
3aJepKKa 3aJepKKa 3ajIepiKKa 3aJIepiKKa
n=30 n=10 n=20 n=4
OpxuoneKcus 30 9 20 2 61 (87%)
BenTpoopxuomnekcus - - - 2 2 (3%)
OpXMOIKTOMUS 3 3 - 1 7 (10%)
Bcero 70 (100%)
Jleuenue XTI no 4 - 7 - 11 (15,8%)
oreparuu
Jleuenne XI" mocie 2 4 4 2 12 (17%)
orepanuu
Jleuenne XI" 1o u - - 2 2 4 (5,7 %)
MOCJIe ONepanuu
Bcero 27 (38,5%)

[Ipu oleHke aHAMHECTHMYECKMX MHAHHBIX Y TAIlMeHTOB C THIOCHaJAuen
MaCKYJUHU3HUPYIONIAasl TUTACTHKA HApYKHBIX TOJIOBBIX OPraHOB, BKIIOYAIOIAS
ypETPOILIaCTHKY, OblIa TpoBeneHa B Bo3pacte jgo 2-x jer — y 21 (52,5%)
Majibunka, 3 — 6 met —y 17 (42,5%) u crapmie 7 ner y aBoux (5%) marueHToB.
["opMoHanbHOE JIeYeHHe He IPOBOIUIIOCh.

[Tocne 3aBepuienuss xupypruueckoro jeuenus 47% mnaunuentoB ¢ BIITIP
HaOMIOMAIUCh JIETCKUM  XupyproMm, 17% mapaminenbHO HaxXxOIWIUCh TIOA
HaOmoIeHNEeM YHIOKpUHOJora. Y 53% MNanueHToB JUCTIAaHCEPHOTO HAOTIOICHMS
He TpoBoAMIIOCh. COMYTCTBYIOIIAsl IMATOJOTHSI MOYETOJIOBON CHCTEMBI Oblia
3adukcupoBana y 35% Jnereii: my3bpHO-MOYETOYHUKOBBIN pedurokc -y 7,5%,

Bapukouene —y 17,5% ManbuukoB, nmaxosas rpeika —y 7,5%, sHype3 —y 2,5%

ETEN.
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B mepuon mosioBoro pasBuTHS OBLIM TakKe OOCIEIOBaHBI 15 MarMeHToB C
HapymieHueM ¢opmupoBaHus mnoja. Y 10 mamueHToB 3a0osieBaHue OBLIO
BBEISIBICHO Ha TIEPBOM TOAY JKU3HH, MPOBOAUIOCH JHIOKPUHOJIOTHIECKOES
HaOJMIOZICHWE C Ha3HAYeHHEM 3aMECTUTENIbHOM TOpMOHAJIBHOM  TEeparuu.
OcranbHble 5 neTell BrepBbie OOPATUIINCh B KIMHUKY B CBSI3U C OTCYTCTBHUEM
(bU3MOTOTUYECKHUX MTPU3HAKOB ITyOepTara.

KnvuHuyeckuii 0CMOTp TAIMEHTOB BKJIIOYAJ OLIEHKY COCTOSIHMSI TOHAd, UX
HAJIMYME€ W PACIOJIOKEHHE B MOIIOHKE, O0BEM, KOHCHUCTEHITUIO, COCTOSHUC
000JI0YeK; HM3MEpEeHHE MAJIUHBI TOJOBOTO YJIEHA, OLEHKY KaBEPHO3HBIX TeJ,
pacrniosioxkeHue mearyca. O0beM roHaj U3MEPsUIM MPU MOMOIIU OPXUIAOMETpa
[Ipanepa. @usnyueckoe pa3BUTHE OLEHUBAIM METOJOM CUTMaJIbHBIX OTKJIOHCHUM.
PaccuuteiBanu moxaszarenu SDS pocta, mHaekca maccel Tena U SDS unnmekca
Mmacchl Tena. CpeTHUMH CUMTAlld TMoKaszaTenau ¢usndeckoro passutus [-1; +1]
CUTMaJIBHBIX OTKIIOHeHUH. SDS pocTa < -1 paciieHMBaau Kak HIDKE CPeaHEro; >
+1 — Bermme cpennero. Ipu SDS nnnekca Maccel Tena 6oliee +2 AMarHOCTHUPOBAIIN
oxxupenue. [lomoBoe pa3BuUTHE NMALMEHTOB OLICHUBANIU 1O mkaie Tanner J.M.,
1970 r. Kpome TOro, aHanM3WpoBaId HAIMYKE, CPOKU M IOCIEI0BATEIHLHOCTD
MOSIBJICHUST  (PU3MOJIOTHYECKUX U MMATOJOTHYECKUX MPU3HAKOB  IOJIOBOTO
pa3BUTHSA: MyOapxe, CKa4OK poCTa, THHEKOMACTHSA. Y IMAIMEHTOB MyOepTaTHOTO
BO3pacTa MpOBOIUIOCH MOHUTOPUPOBAHUE U TUHAMHUUYECKAs OIICHKA IMOKa3aTesei
(U3UYECKOro U MOJIOBOrO Pa3BUTHS.

KocTHblil BO3pacT ompenessuid 1o peHTreHOrpaMMe KHACTEW W OLICHMBAJIU B
COOTBETCTBMHU C Kputepusimu I peinuxa u Ilaitna.

YasTpacoHorpaduo W JOIUICPOMETPUIO TOHAJ, BBHITOJHSIN TPU TTOMOIIN
anmmapara Medison SA 9900, IOxunas Kopes B B-pekume ¢ uCHojb30BaHHEM
auHerHoro gatuuka Prime 5 — 12 MI'u. Ilpu yiapTpa3ByKOBOM CKaHHUPOBaHHU
onpenesuin 00beM 00OMX TECTUKYJ W pa3Mepbl MPUIAATKOB, 3XOTpaduUIeCKyIO
CTPYKTYPY TapeHXHMbI, OICHUBAJIN CHUMMETPHUYHOCTh MyOEepTaTHOTO pPa3BUTHUS
roHajg. Bcem mamumeHTamM myOepTaTHOrO BO3pacTa IMPOBOAWUIACH HMITYJIbCHO-

BOJIHOBAasA JOILTICPOMCTpPHSI. OI.[GHI/IBaJ'H/I a0COJIFOTHBIE ITTOKA3aTeNIn CKOpOCTH
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KPOBOTOKA TECTHKYJISIPHBIX apTepUi: JIMHEHHYIO CKOpOCTh KpoBoToka (PSV,
CM/CEK) M CpPEIHIOI CKOpocTh KpoBoToka (VM, cm/cex). Ha ocHoBaHuu
KOJMYECTBEHHOTO aHaju3a CIEKTpa JIOTUICPOBCKUX KPHUBBIX PACCUNUTHIBAIH
TOKa3aTel CONPOTHUBIICHHS COCYIAMCTOW CTEHKHU: MHACKC pesuctuBHOCTH (RI) 1
nyibcannonnbiii uHueke (Pl). AHanu3 KpUBOW TPOBOAUIM C TOMOIIBIO
aBTOMAaTHYCCKUX BCTPOCHHBIX pacueTHBIX mporpamMm. WHaekcer Ri u Pl
PacCUUTHIBAIUCH TIO0 (hopMmyIie:
Ri = (Vmax — Vmin) / Vmax; Pl = (Vmax - Vmin) / Vm,
Ps — MakcuMaiapbHas CHCTOJMYecKas ckopocth, Md — MuHUMalbHas
JTUACTOJINYECKAsi CKOPOCTh, VM — CpeIHsIsl CUCTOMYECKast CKOPOCTh
Jlomeporpamma u €€ CXEMaTHYeCKOE€ HW300paKeHUE TMPEACTAaBICHBI Ha

pucyHke 3.

Pucynox 3. [Jomieporpamma

OtcyTcTBHE BU3yaJIM3allUM TOHAJ WM COMHUTEIbHBIC JaHHbBIC npu
yIBTPA3BYKOBOM  KCCJICJIOBAaHUU  SIBJISUTUCH  TIOKa3aHUEM K  IPOBEACHUIO
JIMArHOCTHYECKOM Jarnapockonuu. Jlamapockomus mOpoBOAWIACh MallMEHTaM B

YCJIOBUSIX JETCKOW XUPYPTrUYECKOM KIMHUKH 1101 OOIIIUM HapKO30M.
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B anroputm oOcnemnoBaHus MOAPOCTKOB crapiie 14 meT ObUI0 BKIFOYCHO
TPaHCPEKTAIbHOE YJIbTPA3BYKOBOE CKAaHUPOBAHHUE IMPEACTATENHLHON Keje3bl.
Mopdonoruueckass XapakTepUCTHKa MPEACTaTeNIbHOM JKele3bl B IEpUoj
nyOepraTta OTpa)kaeT cocTosiHue TecTukyid. CoriiacHo MpOBEACHHBIM paHee
UCCJICIOBAHUSIM, YBEJIMUYECHHE OO0BbEMa W HAuyajo pPa3BUTUSA MPECTATEIbHOU
Kene3bl oTmedaeTcs y aered ¢ 8 - 10 ;mer, TO ecThb cOBHaAaeT € HaydajaoMm
TOpPMOHAJIBHBIX MyOepTaTHBIX n3MeHeHui [[Tumenosa E.C., 2010]. CtpykrypHas
mudpepeHIUpoBKa TPEACTATSILHON Kene3bl, MOP(OJOTHUUECKHE Pa3TUIHSI
IEHTpaJbHOM M mnepudepudecKoid 30HbI OMPENENsIoTC y Jaered ¢ 12 ner.
OyHKIMoHabHAS AU GEepeHIIMPOBKAa  MPOJOJDKAETCS 0 3aBEPIICHUS
nyOepraTHoro nepuoja. CekpeTopHasi akTUBHOCTb MPOCTAThl BO3PACTAET MO MEpe
yBeJIUYEHHUs ypoBHs TecTocTepona [Ycosuu A.K., 2000; Marker P.C., Donjacour
A.A., Dahiya R., 2003]. TPY3U Bemonusau Ha ammapare Medison SA 9900
TpaHCpeKkTanbHbIM AaTunkoM — 7,5 MI'm. B xone TPY3U ounenuBamu oObeM,
CTPYKTYPY ¥ CHUMMETPUYHOCTH JoJieH, Iu(PepeHIIMpOBKY CTPYKTYPHBIX
AJIIEMEHTOB IPEICTATEIbHOM KeJe3bl, COCTOSTHUE CEMEHHBIX ITy3bIPbKOB, HATUUNE
TKaHEBOTO KpoBOTOKa. OOBEM MpeCTaTEIbHON KeJe3bl BEIUUCIISIITN TP TTOMOIIH
BCTPOCHHBIX aBTOMATU3UPOBAHHBIX pacUETHBIX Iporpamm. [lodyueHHbIe TaHHbIE
CpaBHHUBAJIM C HOPMATUBHBIMU TIOKa3aTeasiMH, pa3paboTtaHHbiMU E.A.
dununoBoit Ay moApocTkoB 12 — 15 net [@ununmnora E.A., 2008].

CornacHo  Ju3ailHy  WCCIEOBaHUs, TOPMOHAJIBHOE  OOCIeI0BaHUE,
IPOBOJMMOE BCEM JIETSIM M MOAPOCTKAM HCCIEAYEMbIX TPYIIN, BKJIHOYAIIO
omnpeneneHue 6azanbHoro ypoBHs ronanorpornunoB (JII' u @CI'), recrocrepona u
MHruOMHa b B CHIBOPOTKE KPOBHM METOJOM MPSIMOTO  TBEpAO(a3HOro
UMMYHO(EPMEHTHOTO aHaju3a M0 OMUCAHHOW BbIle MeToauke. [Ipu BhISBICHUH
y MaJIbUUKOB 3aJIEP’KKHU TIOJIOBOTO PA3BUTHSI, TO €CTh IPU OTCYTCTBUU BTOPHUYHBIX
MOJIOBBIX MPHU3HAKOB Y TMOJPOCTKOB, JOCTUrIIMX |4-nmeTHero Bo3pacTa,
MPOBOJIUIIN CTAHIAAPTHYIO CTUMYJISIIMOHHYIO MPOOY ¢ aHAJIOTOM TOHAJOTPOIHH-
punuszuHr ropmona audepenuHom 0,0001. 3abop kpoBu npousBoauiIu yepes 1 u

4 gaca nocie BBeaeHus audepenuna, oreanBam Beiopoc JII' m @CI' B oTBeT Ha
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cTumyJsiuio. [IpoOy cuntany moaoKUTETbHON MPU YPOBHE JIFOTEUHU3UPYIOIIETO
ropMoHa B ceiBopoTke KpoBu 10 MEn/n u Gonee. Ilpu 3nauenusx JII' Huxe 10
MEn/n y manpumkoB crapmie 14 neT IUarHOCTHUPOBAIM THIIOTOHATOTPOITHBIN

T'HIIOroHaau3M.

2.4 CraTucTuyeckKkue MeToabl HCCJIeI0OBAHUS

Cratuctuueckas  0o0paOOTKa  pe3ylbTaTOB  HUCCJENOBAaHMS  BKJIOYasa
HECKOJIBKO BHJOB AaHAJIM3a JAaHHBIX, HANpPAaBJICHHBIX HA  pealn3aluio
MOCTABJICHHBIX 3a7ad W ObUIa BBIMOJHEHA MPU MOMOIIM MPOTpaMM
aBTOMATU3UPOBAHHON CTATHCTHUYECKOW OOpaOOTKU. AHaINW3 KOJWYECTBEHHBIX
NPU3HAKOB OBLT BBHIMOJIHEH C MOMOIIBIO TakeTa mporpamm XL Statistics, Version
4. [IpoBeaeHa MpoBepKa HOPMAIBLHOCTH MPU3HAKOB U UX COOTBETCTBUE T'ayCCOBY
pacnpeneneHuro o kpurepusam llanupo-Yunka un le [TockoJibKy B OOJIBIIIMHCTBE
CIy4yaeB  HM3y4YaeMble  JaHHbIE  HE  COOTBETCTBOBAIM  HOPMAJIBHOMY
pacCIpeNeNeHuIo, sl XapaKTEPUCTUKU W IPEACTABICHHUS KOJIMYECTBEHHBIX
noKa3aTesiel ucrojib3oBaan Meauany [Me], noBeputenshbiii naTepBan [95% Cl]
u 3HauyeHus kBaptwien [Q1; Q3], coorBercTBytoMe 25 U 75 meprieHTHISIM. B
HEKOTOPBIX CIydasiX P HOPMAJILHOM paclpeesiCHUU JTaHHBIX, HAIpUMEpP MpHU
OMMCAaHWU BO3pAcTa JIETeW HCCIEMYEMBIX T'PYIIN, CPOKOB IMOSBICHUS MPU3HAKOB
nybepraTa, ucronb3oBaiu cpeaHee (M) U cpeiHeKBaIpaTHIHOE OTKIOHEHUE (G).

Jlnst pacueta pedepencHoro uarepnaia 3Hauenuil (P1) npu cratuctuueckom
aHanM3e J1abOpaTOPHBIX TMOKa3aTeNiel 3I0POBBIX JETei Hcmonb3oBain ['ayccoBo
onpenenieHne HopMbl. PU Bkimrouan nentpaneHbie 95% Bcex n3MepeHu.

JInst cpaBHEHMSI KOJIMYECTBEHHBIX TOKa3aTelell B JBYX HM3ydaeMbIX TpyIIax
WCIOJIB30BAIM HEINapaMeTpuueckud kputepuid ManHa-YutHu. [lpu cpaBHEeHHH
KOJIMYECTBEHHOTO  TOKa3aTessi TpeX  HE3aBUCHUMBIX TPYINIl  MNPUMEHSIIN
oIHO(aKTOPHBIM AUCTIEPCUOHHBIN aHanmu3 1o kKputepuio Kpackena-Yommuca.
['unote3y Hy cuutanu orBepruyroit npu P< 0,05, 4T0 MO3BOIAIO CAEIaTh BHIBOA

O IOCTOBEPHOCTH Pa3IMUUi MEKy TPYIIIaMH 10 H3y4aeMOMY MPHU3HAKY.
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3aKIIOYMTENBHOM  3aJa4eil  HAIlero MCCJENOBAHMS  ABJSUIACh  OLIEHKA
penpoAYKTUBHOrO mnoteHnmana maiapuukoB ¢ BIIIIP u cocraBieHue mporHosa
bepTUnbHOCTH, OMMpAsCh HA IMOKa3aTeldd HX TMOJOBOTO pa3Butus. s
BBITIOJIHEHUSI TIOCTABJIICHHOM 3a7a4i ObL1 C(hOPMUPOBAH JAU3ANH CTATUCTUYECKOTO
aHaJu3a JaHHbBIX, BKIKOYAOIIHIA:

1) KoppensauuoHHBIA aHaIW3 I ONPEICICHHS B3aUMOCBSI3CH MEKIY

KJIIMHUYECKUMH U TOPMOHAIBHBIMU MMOKA3aTEIIMU TIOJIOBOTO Pa3BUTHS;

2) PerpeccHoHHBIN aHaIW3, HANPaBICHHBIM HA BBISBICHUE KIMHHYECKUX U
TOPMOHAJIBHBIX (DAKTOPOB, MPEIONPEACIAIONINX YPOBEHb UHIHOWHA b W,
CJIE0BATENIBLHO, PEIPOAYKTUBHBIN IIPOrHO3 MMALUEHTA;

3) MHorogakTOpHbI JUCIICPCHOHHBIA aHAJINW3, IO3BOJIAIOMIUN OICHHUTH
BIIUSIHUE COBOKYITHOCTH (DaKTOPOB IPOBOJMMOIO JICUCHHS, TAaKUX Kak
dbopma 3aboJieBaHMs, BO3PACT MPOBEJACHHOW oOlepanuu, TOpMOHAJIbHAS
Tepanusi Ha MyOepTaTHbIA ypOBEHb HHTMONHA b;

4) JIOruCTUYECKUN pPErpeCcCHOHHBIA aHaU3, TO3BOJISIOMINNA  ONPEICIUTh
3HAYCHUS! MHTMOWHA, TTPU KOTOPBIX MALMEHT OKAXETCA PepTUIHHBIM.

Bce nporenypsl aHanu3a ObLIM BBIMOIHEHBI TIPU TTOMOIIU COOTBETCTBYIOIIUX

moxyiei makera STATISTICA 7.0.

Jnsi OLEHKH KOPPEISIUMOHHOM B3aMMOCBA3M MEXAY KIMHUYECKUMU U
FOPMOHAJIBHBIMM ~ TIOKA3aTE€JsIMA  [OJIOBOTO  PAa3BUTUS  HCIIOJBb30BAIH
Henapamerpuueckuii Meron Crnupmena. Jlns omnpenesieHuss JTOCTOBEPHOCTH
koa(hduieHTa  KOppesIuu pacCUMTHIBAIA  JIOBEPUTEIIbHBIM  MHTEPBAIL.
Koaddumment koppensiiuu, Haxonusmuiics B ipeaenax 0,951, To ects npu p<
0,05 cuuTasn UCTUHHBIM.

JIuHEeHHBI pPEerpecCHOHHBIA aHamu3 OBLT BBIMOJHEH I KOJWYECTBEHHOM
OIICHKH CBSI3M MEXKIY KIMHUKO-TOPMOHAILHBIMH MMOKA3aTEISIMU U UHTHOMHOM b
— (pyHKIIMOHANBHBIM MapkepoMm KeTok Cepronu. MHOXXECTBEHHasi perpeccus
Obl1a BhIOpaHa 71 BBISIBJICHHS 3HAYMMBIX TPEIUKTOPOB MHTMOMHA. 3amayeit
PETrPECCUOHHOTO aHAIN3a SIBUJIOCH MIOCTPOEHNE YPABHEHUS JTUHENHON PETPECCUN,

MO3BOJISIONIETO PACCUUTATh MPOTHOCTUYECKUNW YpOBEHb WHruOmHa b mpm



66

OTIPENICNICHHBIX 3HAYEHUS KIWHUKO-TOPMOHAIBHBIX TIOKA3aTesield IOJIOBOTO
pa3BuTHs. B kauecTBe 3aBUCHUMOI EPEMEHHON YpaBHEHHUS ObLI TPUHSAT UHTUOUH
b. He3aBucuMbiMu  miepeMeHHBIMH  (TIPEATIONATAEMBIMA  MPEAUKTOPAMHI
WHrUOWHA) SBIsIUCh 00beM simuka (Vi), mokazarenu CKOPOCTH TECTUKYJISIPHOTO
kpoBoToka (PSV u VM), o6beM mpeactaTenbHO# kemne3bl (VP), CBIBOPOTOUYHBIE
KoHIleHTpaiuu  Tectoctepona  (T),  miorennumsupytomero  (JIIN), wu
dbomnmukynoctumynupytomiero (OCI) ropmoHoB. 3a1aHa MOJIENb PErPECCHOHHOTO
ypaBHEHHUSI.

HMuruoun = a + by xVt + byxVm + baxVp + byXT + bgxJIT' + bgxDCT,

Ile a — TOYKa IepPEeCceueHuss NPSIMBIX C OChI0 opAMHAT; D1, D), D3, by, bs, bg -
KO2(PUIIMEHTHI PErPeCCUOHHOTO YPaBHEHHS.

MHoro(hakTOpHBIN MapaMeTPpUYECKUN JUCIIEPCUOHHBIN aHaIIU3. B
KauecTBe (paKTOPOB, MPEIINOJIOKHUTEIIBHO BIUMIONIMX HA MMyOepTaTHBIA YPOBEHb
WHTHOWHA, Y TAIIMEHTOB ¢ KPUNTOPXU3MOM OBLTH BHIOPAHBI: YPOBEHB 3aJICPIKKH
auyka (TaxoBbld / aOJAOMMHANIbHBIN), BO3pPACT TMPOBEJACHUS OPXHOIEKCHH,
J€YeHHEe XOPHOTOHMHOM (mpoBogwiock / He mnpoBogwiock). IIpoBepka
HOPMAJILHOCTH paclpelie]ieHusl JaHHbIX Mo moka3atento Wurubun b Oblna
BBINOJTHEHA 10 KpPUTEpHI0 Y. IIpoBepka 3HAYMMOCTH MOIEIH MPOBEACHA Ha
ocHOBaHUM pacuera F xputepus. [locie 3Toro mpoBOAWIN MapHBIE CPaBHEHHS.
HyneByto runoresy otBepranu mpu pP< 0,05, 4To mo3BOIsII0 MPUHATH THIIOTE3Y,
YTO W3ydaemble (DAKTOpBl TPH WX B3aUMOJICHCTBUM BIIUSIOT HA 3aBUCUMBIH
MPU3HAK.

Ha 3akmrountensHOM dTare ObUI BBIYMCIEH MPOTHOCTHYECKUH YpPOBEHD
WHTHUOWHA, P KOTOPOM TAIMEHT OyAeT SBISThCA (GepTUiabHbIM. C 3TOH MEINbIO
MPUMEHEH METOJ] JIOTUCTUYECKON perpeccur. 3aBucuMas nepemeHHass @ mmena
JIBa BO3MOXHBIX 3HaueHus: (Qeprtunen / wuHbepTWwIeH. EauHCTBEHHOM
He3aBUCUMOI nepeMeHHoM sBJsicss Murubun b. @yHkums TuHelHON perpeccuu
BBITJIsIINIA CIIEAYIOIUM 00pa3oM:
® = a + bxMurubwuH, rae a — Touka nepecevyeHus rpaduka TMHSHHOW QYHKIIUU C

OCBIO OPAMHAT, b — K03 PUITUEHT PErPEeCCHOHHOTO YPaBHEHHS.
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[JIABA 3. MUHU-ITYBEPTAT V 3[JOPOBbIX MAJIBUMKOB U
AITUEHTOB C BPOXJIEHHOM ITATOJIOI' MEH ITOJIOBOM CUCTEMBI

3.1. MuHu-ny6epTar y 310pOBbIX MAJIBLYUKOB

Co3peBaHue  TUIMOTANaMO-TUIO(PU3APHOM  CHUCTEMBbI  MPOUCXOJIUT B
HECKOJIbKO 3TaNoB, KaXKJIbI U3 KOTOPBIX UTPAET OIMPEACICHHYIO POJIb B PA3BUTUU
TOHAJ ¥ CTAHOBJICHUU PENPOAYKTUBHON (QYyHKIHMH. ['OpMOHATIBHBIE UCCTIEAOBAHUS
WH()OPMATUBHBI TOJIBKO B TEPHOJbI (DU3HMOJIOTUUECKOW aKTUBHOCTU THUIIOTAMO-
runou3apHoOil CUCTeMBbl U TOJIOBBIX JKelle3 — MHUHHU-yOepTata u myOepTara.
AHaIM3 JUTEpaTypHBIX JIaHHBIX [IOKa3al, 4YTO TEYEHHWE MHUHU-IyOepTata y
MaJbYMKOB HMEET CYIIECTBEHHbIE pPErMOHaJbHBIE pa3inuuusd. PedepeHcHbIC
3HAYCHUS! PENPOIYKTUBHBIX TOPMOHOB JJIsSI MOMYJISIIUA POCCUICKUX MaJIbuMKOB
He omnpeneneHbl. OQHON M3 3a/ay HAIIEro MCCIENOBAaHUS SIBUIOCH OIPEAEIIHTh
pedepeHCHBIE 3HAYEHUSI TOHAJAOTPOIMHOB M TOJIOBBIX TOPMOHOB CBHIBOPOTKH
KPOBH 370POBBIX MAJIBYMKOB B MIEPUO] MUHU-TTyOepTaTa.

Mps1 nipoBenu KoMiiekcHoe oOcienoBanue 40 30pOBBIX MalbYMKOB B
Bo3pacte 1 — 3 wmecsameB. B wuccinegoBanue ObUIM BKJIIOYEHBI MajbUUKH,
poxaennbie Ha 38 — 40 Hemene recranuu (JIOHOIICHHBIE HOBOPOXKICHHEIE),
uMeroue maccy npu poxaenur ot 2700 nqo 3800 rp u pocT He MeHee 48 cM.
['pynty cpaBHeHust coctaBrii 80 310pOBBIX MalIbUMKOB B Bo3pacte 12 — 15 qer,
umeronue Il — IV cragum monoBoro passutus mo Tanuepy. OOcnemoBaHue
BKJIFOHUQJIO KIIMHUYECKUHA OCMOTpP C MPULEIBHOW OLEHKOMW HApY>KHBIX ITOJOBBIX
OpraHOB, OpPXHOMETPHI0, TEHUTOMETpHUIO. PacmnpeneneHne MaJbUYUKOB MO
BO3paCTy M CTaausM IIOJOBOTO Pa3BUTHS TpencraBieHo B Tabmwmie 3. [lpwu
KJIIMHAYECKOM OCMOTpe Bce J1eTh 1 — 3 Mec. MMeNu COOTBETCTBYIOIINUE TAHHOMY
BO3pACTy IOKa3aTeau pocTa, HOPMOTPOQHIO, MPABUIBLHOE CTPOEHUE HAPYKHBIX

ITIOJIOBBIX OPraHOB. FOHaI[BI IIpH I1aJIbIIallNN ObLIH OIIpCACICHbI HA AHC MOIIOHKH
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y Bcex ManpunkoB. CpemHuii o0BEM TOHAM TPH TPOBEICHUU OPXUOMETPHH
coctaBuia 2,3+0,5 mi1, cpeiHss IJIMHA 0JI0BOrO wieHa — 3,3+0,4 cm

Tabnuma 3 Pacnpenenenue Maqb4MKOB O BO3pACTy M CTAIUSAM MyOepTaTa

[Tepuon Munu- [Ty6eprar
nmyoeprar

Cragus
HONoBOro Gl G1 G2 G3 G 4-5
pa3BUTHS

Bo3spacr 1 - 3 mec. 10— 11 mer 11 - 13 mer 13— 15 mer 15— 16 ner

neTen
Ywucrno nereit 40 20 20 30 30

[Tocne oreHKH OOBEKTUBHBIX JTAHHBIX BCEM Majb4yMKaM ObLJIO MPOBEIECHO
TOpPMOHaNIBHOE 00ciieqoBaHue. Pe3yiabTaThl TOPMOHAIBHOTO OOCJIEIOBAHMS
MajgpuukoB 1 - 3 MecsieB ObUIM  COMOCTABJICHBI C  AHAJOTUYHBIMU
TOPMOHAJIBHBIMU TTOKA3aTEISIMU CHIBOPOTKHU KPOBU 3I0POBBIX MaIbuuKOB 11 — 16
net, umeronux |l — IV craauto nojoBoro pazputus 1o Tanuepy.

Ha pucynkax 4 u 5 mnpencraBieHO pachpeereHrue KOHIEHTpaIuu
JIOTEUHU3UPYIOMIETO W (DOJUTMKYJIOCTUMYJIMPYIOIIETO TOPMOHOB B TpyIIax
MajJb4YMKOB, OOCJEIOBAHHBIX B TNEpPUOJ MUHU-TIyOepTrata U myOepTtara.
Konnentpamuu JII' 1 ®CI' uMmenu nmpaBUIIbHOE pAacHpeeliCeHHE Kak B TPYIIIE
MalibuukoB 1 — 3 MecsieB, Tak W B TPyNIe CPaBHEHUS, YTO OMpPEACIIsSieT
JIOCTOBEPHOCTh PE3YJIbTATOB MPHU COMOCTABICHUU CTATUCTHUUECKUX MOKa3aTesei
aTuX Tpyni. CpaBHUTENbHAS XapaKTEPUCTHUKA PEHPOIYKTUBHBIX TOPMOHOB Y
3I0POBBIX JeTel B Mepuoabl MUHHU-TIyOepTata W mybOeprara MpejcTaBjicHa B
tabmune 4. Kak mokazano B Tabnwuiie, koHIeHTpamnus JII' B ChIBOpOTKE KpOBH
MaJIbYMKOB TIEPBBIX MeCSIEB ku3HU coctaBuina 3,3 [2,2 - 4,1] MME/mn, ©CI" —
0,9 [0,7 - 1,2] MME/mna, cootnomenue JII/OCI' - 3,5:1. Meauanel 3TuX
TOPMOHOB M JOBEPUTEIbHBIE HWHTEPBAJIBI 3HAYCHUM OJM3KM K TOKa3aTeNsM

noapoctkoB, umeromux I - 1V craguu nosoBoro pa3BuTHs.
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Pucynok 4. PacnpeneneHue KOHIEHTPALIMH JIIOTEUHU3UPYIOIIETO TOPMOHA

y MaJIbUUKOB B IEPHO]] MUHU-TTyOepTaTa U myoeprara
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Pucynok 5. Pacnpenenenue koHIEHTpauu (HOTMKYIOCTUMYIUPYIOLIETO
rOpMOHa y MaJIbuMKOB B MEPUO]] MUHHU-ITyOepTaTa u mybepTara
Pacnipenenenne 3Ha4eHW CBIBOPOTOYHOTO TECTOCTEPOHA  370POBBIX
MaJbYMKOB B MEPHOJ] MUHU-TTyOepTaTa U myOepTara oka3aHo Ha pUCyHKe 6.
Mennana KOHIIEHTpPAIMU TECTOCTEpPOHA B CHIBOPOTKE KPOBH MAIBYMKOB
NEPBBIX MECSIEeB KU3HU coctaBuia 1,6 ur/mn npu 95% AU [1,3 — 1,8]. B rpynmne

CpPaBHEHMSI y MAallbYUKOB CO cTaauwei monoBoro pasButus G, mo TaHHepy
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onpenemnsum Tectoctepor 1,95 [1,4 — 2,1] Hr/mi, co cTagueit mMoJIOBOTO pa3BUTHUS

Gs — 52 [46

8,8] Hr/mn

HOHY‘IGHHHG PE3YIIbTAThl IIOKAa3adJIk, 4YTO

KOHIIEHTpAIUsl TECTOCTEPOHA B CHIBOPOTKE KPOBHU 30POBBIX MalbYMKOB 1 — 3

MCCALICB OblIa coImocTaBMMa C ITOKa3aTe/IsIMU Hadana HY6CpTaTa.

Tabmuua 4 IlokaszaTtenu penpoayKTUBHBIX TOPMOHOB Y 3J0POBBIX MaJbYMKOB B

3aBUCUMOCTH OT BO3pacCTa U CTaAUHU ITOJIOBOI'O PA3BHUTHUA

IToka3zarenb 310pOBbIE MATBUUKU I'pynna cpaBHEeHUS
1,5 — 3 mecsreB 3noposbie Magbuuku 11 — 15 ner
(Munu-nybeprar) Menuana 11 95%
Menuana, 11 95%
Gy G. Gs Gas
N =40 n=20 n=30 n=30
JIT', MME/mn 3,3 1,5 3,4 2,7
[2,2-4,1] [1,4-3,2] [2,7-51] [1,1-3,5]
OCI', MME/Mn 0,9 2 1,3 1,3
[0,7-1,2] [2,3-4,3] [0,7-2,1] [0,8 —2,0]
TecrocTepon o0mwiA, 1,6 1,95 52 7,8
HI/MJT [1,3-1,8] [1,6 —3,4] [4,6 —8,8] [6,3—11,8]
TecrocTepon o0muii, 55 6,7 18 26,8
HMOIIB/TT [4,5-6,2] [5,5-11,7] | [15,8—-30] | [21,7 —40,6]
JAI'A-S, MKT/™Ma 0,2 1,2 1,7
[0,1-0,3] [0,65-1,8] [1,4-2]
AHIPOCTEHINOH, HI/MIT 0,15 11 19
[0,1-0,2] [0,7-1,7] [1,5-21]
JIMTuIpOTECTOCTEPOH, 284 593 852
TIT/MUT [210 - 328] [335 - 873] [604 - 984]
Wurnbun b, nr/mn 340 135 202 235
[255 — 437] [120 - 156] | [175 - 220] [210 - 265]
AMTI', ur/mn 129 19
[104,2 - 153,4] [0,3-2,5]

G1, Gy, G3, G4 — craguu monaoBoro pa3BuTus Mo TaHHEpY
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YpoBeHb aHAPOTEHOB - JETHAPOSIUAHAPOCTEPOHA, AHIPOCTCHIUOHA |
JTUTUIPOTECTOCTEPOHA Y MATbYMKOB TIEPBBIX MECSIICB JKU3HH COOTBETCTBOBAI

IoKa3aTesIM IpenyoepTaTHoro rmepuoja (tadnwuma 4).

12 -
@1 - 3 mecsiua

107 011 - 13 net

UYucno geten
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[0,6,0,89)
[0,89,1,18)
[1,18,1,47)
[1,47,1,76)
[1,76,2,05)
[2,05,2,34)
[2,34,2,63)
[2,92,3,21)

Pucynok 6 Pacrnpezenenne KOHIIEHTpAIlMK TECTOCTEPOHA Y MaJIbYMKOB B
nepuoJl MUHU-TTyOepTaTa u myoepraTa
IIpu uccnenoBaHUM aHTUMIOJLUIEPOBA TOPMOHA €r0 YPOBEHb Y JETEW MEPBBIX
MecsIeB Jku3Hu coctaBua 129 [104,2 — 1534] ar/mn Bce Manpuuku
nyoepTaTHOrO BoO3pacTta uMeNW (U3UOJOTUYECKHM HHU3KUK IS JAHHOTO
BO3pPACTHOTrO nepuoa mokasarenb AM®: 1,9 [0,3 — 2,5] nr/mn

ITokazarenu wuHruOMHa b y MadbUMKOB TEPBBIX MECSIEB JKU3HU
MPEBBIIIATN MyOepTaTHbIE 3HAYEHHUsS JAHHOTO TOpMoHa. JTOT (akT enie pas
CBUJIETEIIBCTBYET B MOJB3Y Mpoiudepanuu M aKTUBHOTO YBEIWYEHUS YHCIIA
kietok CepToyu B Iepuo i MUHU-TTyOepTara.

Takum oOpa3om, Ipu CpaBHEHUH TTOKa3aTeNiel PerpolyKTUBHBIX TOPMOHOB
MaJIbuMKOB B TMEPHOJI MUHH-IyOepTara ¢ pe3yJbTaTaMd TOPMOHAJIBHOIO
oOcJieToBaHMs MOJAPOCTKOB OBLJIO YCTAHOBJIEHO, YTO YPOBEHb T'OHAJOTPOIHHOB
npaktuuecku coorBerctBoBan Il — IV cragum monoBoro pa3Butws.
KonmenTpamus TecrocTepoHa OblIa COMOCTaBMMa C IIOKa3aTeNlssMM Hadajia

nybeprata. Konnentpamus naruouHa b 3HaunTenpHO mpeBbliana myOepTaTHbIC
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MoKa3aTeid JaHHOTO TopMmoHa.  OmpeneneHsl peepeHCHbIe 3HAYCHUS B
CBIBOPOTKE KpoBU JroTeoHm3upyromero (JII'), oKy IocTUMYTHPYIOIIEeTo
(®CT’) ropMOHOB, TECTOCTEPOHA, aHTUMIOIIepoBa ropmona (AMI') u unrubuna
b nns 3m0poBbix ManbuukoB 1 — 3 mecsneB xu3Hu. COBpeMEHHbIE 3HAHUS O
JTUHAMHYECKOM XapaKTepe aKTHBHOCTH THIIOTAIaMO-TUIIO(PU3aPHO-TOHATHON
CHUCTEMBI B TIEPBBIC MECSIBI KU3HU HEOOXOAMMO HCIOJIb30BaTh B KIMHUYECKOU
pabote. OTpOMHOE TMATHOCTUYECKOE U MPOTHOCTUYECKOE 3HAUCHUE MTPHOOpETaeT
OIICHKA ITOCTHATAJIBHOTO PAa3BUTHSA PEMPOIYKTUBHOW CHCTEMBI Y JETeH C

BPOKJICHHOM MATOJIOTUEN MTOJIOBOTO Pa3BUTHSI.

3.2 MuHU-ny0epTaT y MaJIb4MKOB ¢ KPUITOPXU3MOM

KpunTtopxusm 3a4acTyro sBISE€TCS €IUHCTBEHHBIM CUMIITOMOM T'€HETUYECKHU
OOYCJIOBJIEHHON TMAaTOJIOTHH PEMPOTYKTUBHON CUCTEMBI. [0 HEeJlaBHEr0 BpeMeHU
COCTOSIHUE PENPOAYKTUBHOM CHUCTEMBI OIIEHUBAJIOCh B TMEPHUOJ] IOJOBOTO
CO3pEBaHMS U CBOJWIOCH K OIPEICIICHUIO TOHAIOTPOIMHOB U TECTOCTEPOHA B
chIBOpoTKE KpoBH. DyHKUa kiaeTok CepToyid, Kak MPaBUIIO, HE YYUTHIBAIACH.
BpoxneHnHnass marosiords — TOJIOBOTO  Pa3BUTHS  JMArHOCTUpPOBAJlach B
MOAPOCTKOBOM  Bo3pacTe.  EnuHWYHBIE — HCCIIEIOBAHMS,  MOCBSIICHHBIC
0oOCJIeZIOBAaHUIO TAIMEHTOB C KPUNTOPXU3MOM B TMEpUOJ MHHHU-IyOepTara,
YKa3bIBalOT Ha BO3MOXHOCTh nuarHoctuku BIIIIP, rumoronagusma B mepBbie
mecsipl xu3au [Main K., 2002; Suomi AM, Main KM, 2006; Bougneres P,
2008], omHako OHHM HE YUYUTHIBAIOT 3aBUCHMOCTh KIMHHUKO-TOPMOHAIBHBIX
nokaszarejied OT ypOBHS 3aJe€pKKU SIMYKa, HE OMNPENESIOT MPOTHOCTUYECKUE
KpuTepuu GEepTHUILHOCTH.

Hamu Oblnma mocTaBieHa 3ajada: OILIGHUTh TEYEHHWE MUHH-yOeprara y
MaJbYMKOB C TIAXOBBIM U a0JOMHHAIBHBIM KpUNTOpXU3MOM. [IpoBemeHo

KJIIMHUYECKOE U TOpMOHabHOE 00cienoBanre 40 MalbuuKOB C KPUIITOPXU3MOM B
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Bo3pacte 1 — 3 mecsaueB. Pacnipenenenue nmanyeHToB B 3aBUCUMOCTU OT (POPMBI
3a00JIeBaHUs U YPOBHSI 33/ICP)KKH SIMUKA MPEACTABICHO B TabiuIie 5.
Tabnuna 5 PacnpeneneHre NaueHToB ¢ KPUITOPXU3MOM B 3aBUCUMOCTH OT

(bOopMBI KpUIITOPXU3MA U YPOBHS 33JIEPKKH STMUKA

YpoBeHb dopma 3abo1eBaHUA Bcero

3aJCPIKKU IUYKA OpnHOCTOpOHHMIM JIBycTOpOHHUMI
KPUIITOPXU3M KPUNITOPXHU3M
AGc. % Aoc. % AGc. %

[TaxoBas 26 65 4 10 30 75

3aJIepiKKa
AOnoMuHaIbHAA 9 22,5 1 2,5 10 25

3a/1epKKa

Bcero 35 87,5 ) 12,5 40 100

M3 T1abmumpl 5 BUJIHO, YTO IIOJABISIONICE OOJIBIIMHCTBO COCTABHIIN
HOBOPOKJCHHbIE MAJIbYUKU C OJJHOCTOPOHHEN MaXOBOM 3aJepKKOH simuka — 65%.
ManpuuKu ¢ OAHOCTOPOHHEW OPIOUIHOM 3aJEep>KKOW situka cocTaBuiu 22,5% ot
oOmero yuciaa o6cinenoBaHHbIX. Jlumb 10%  HOBOPOXKIEHHBIX  HMMENU
JIBYCTOPOHHIOIO TaxOBYIO 3aJ€pKKy sHWYKa. YUWThIBash TaKOW Xapakrep
pacnpeneneHus, JUisl aHalIu3a KIMHHUKO-TOPMOHAJIBHBIX MMOKa3aTesieid MalbuiKOB
1 — 3 mMecs1eB ¢ KpUITOPXU3MOM ObUTH BBIJICTICHBI:

1. I'pynma nanueHToB ¢ maxoBoi 3aaepkkoit suuka (I1K, n = 30);

2. I'pymnma mamueHToB ¢ abJIOMUHATIBHON 3anepkkoit smuka (AK, n = 10).

3. Kontponbhyto rpynny coctaBuin 40 340pOBBIX TOHOIIEHHBIX MAJIbUYUKOB

Bo3pacte 1 — 3 mecsues.

Cpennuii BO3pacT MallbYMKOB € MAaXOBbIM KpUNTOpXU3MOM (Tpynmna 1)
cocraBui 2,6+0,7 mecsues. Bce Manpunuky MMen HOPMaJbHYH NOCTHATAIBHYIO
npubaBky pocta U HopMmoTpoduio. CpaBHUTEIbHAs  XapaKTEPUCTHKA
KJIMHUYECKUX [apaMeTpoB, XapaKTEpU3YIOIIUX COCTOSHHUE PENpOIyKTUBHOM

CHUCTEeMBl MaNbUYMKOB 1 — 3 MecsieB, mpeacTaBieHa B Tabiuie 6 Tabimma 6.
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Cpennuii 00bEM MOIIOHOYHBIX SIUYEK, U3MEPEHHBIN MPU TOMOIIU OPXHIOMETPA
[Ipanepa, cocraBun 2,3+0,46 U HEe OTAMYAICS OT KOHTPOJIBLHOW Trpynmbl. [lpu
IPOBEICHUH YJIbTPa3BYKOBOI0 00CIEAOBaHUS TECTUKYJ Y MAJIbYUKOB C MTaXOBBIM
KPUIITOPXU3MOM OOBEM CKpPOTAIbHBIX SIMUYEK TaKKe HE HUMEN JOCTOBEPHBIX
pa3nuyuil ¢ KOHTPOJIBHOM Tpynmnoid. O0beM MaxoBbIX TOHAJ ObLI BIBOE MEHBIIE
CKPOTAJIBHBIX M PE3KO OTIMYAJICS OT 00beMa SIMYEK 310POBBIX MAIbUYUKOB. JlIHHA
MIOJIOBOT'0 YJIEHA COOTBETCTBOBAJIA JUAIA30HY [-2; +2] CTaHIapTHBIX OTKJIOHEHHI,
TO €CTh [TOKA3aTEeISAIM 3J0POBbIX ACTEH.
Tabnumna 6 CpaBHHUTETBHAS XapaKTEPUCTUKA KIMHUYECKUX TapaMeTPOB

PENPOAYKTUBHOW CHCTEMBI MAJIbYMKOB C PA3JIMYHBIM YPOBHEM 3aJ€PIKKHU SIMUKA B

nepuoa MuHu-iyoeprara, M+SD

[Tokaszarens I'pynnel nmanueHToB ¢ Kontponbnas p
KPUIITOPXU3MOM rpynmna

I'pynma 1 I'pynmna 2

ITaxoBas Bpromnas

peTeHIMA peTeHuuA
JlnvHa MoJI0BOTO YiieHa, CM 3,1£0,6 3,0+0,5 3,3+0.4 0,9
O0beM  CKpPOTAJILHOTO émrnca o
JTaHHBIM OPXHOMETPHH, CM 2.340.46 1,6£0.5 2.340,5 0,02
O0BeM saudek 1o JaHHBIM Y3U, oM®;
- CKPOTAIIbHO® 0,50+0,28 0,28+0,16 0,63+0,18 0,01
- PETEHIIMOHHOE 0.2320,12

P — BeposTHOCTDH paznuuuil MeXAy noArpynnamu 1,2 u KoHTpoJibHOM 1o Kputeputo Kpackena-
Yomnuca

CpaBHHTENIbHAS XapaKTEPUCTHKA TOPMOHANBHBIX MOKA3aTeIeH, OTpaXaromux
pa3BUTHE PENPOAYKTUBHONW CHUCTEMBI y MAJIBYMKOB IEPBBIX MECALIEB KW3HM,
npexacraBieHa B Tabnuie /. KoHueHTpamusi penpoAyKTHUBHBIX TOPMOHOB Y
MaJbUMKOB C MaxOBBIM KPHUIITOPXU3MOM Oblja COINOCTaBJI€HA C TPYIION
3I0pPOBBIX JeTeil. B pe3ynbrare, KOHLEHTpauus JIFOTEOTPOIIHOIO TOPMOHA B
CBIBOPOTKE KpOBM Obla BbIIIE AMana3zoHa pedepeHcHbIX 3HaueHudl y 24 %

MaJbYMKOB | TPYIIbI, a KOHIEHTpaIUs (HOIUKYJIOCTUMYIUPYIOIIETO TOPMOHA
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npeBbimana pedepeHcHsii uaTepBan 'y 40% gereit. I[lpum sTtom mokaszartenu
TECTOCTEpOHA W WHTHOMHA b CyIlIecTBeHHO HE OTIMYAINCh OT 3I0POBBIX
MaJIbYMKOB.

Tabnuua 7 CpaBHUTENIbHAS XapaKTEPUCTUKA TOPMOHAIBHBIX MTOKa3aTelen
PENPOAYKTUBHON CHCTEMBI MAJTbYMKOB C Pa3IMUYHBIM YPOBHEM 3aJIeP)KKH INYIKa B

nepuol MUHU-TIyOepTara, Me [Q. Qs]

[TokazaTenb ['pymIbl TAMEHTOB C KPUIITOPXU3MOM p

I'pynma 1 I'pynma 2 Kontponbnas
ITaxoBas AOmoMuHaIbHAS rpymma
pEeTCHIIHS pEeTCHITHS

JIT', MME/Mn 53 7,8 3,3 0,02
[2,6;7,0] [35; 11,1] [2,4; 4,6]

OCT', MME/Mn 2,1 11,2 0,9 0,0007
[1,3; 4,8] [5,4; 19,7] [0,7;1,2]

TecrocTepon, 4,0 3,1 55 0,03

HMOJIB/IT [3,0; 5,4] [0,9; 4,5] [4,6; 6,3]

Wurnbud b, or/min 380 193 390 0,001
[344; 422] [174; 236] [265 - 537]

P — BeposTHOCTD paznuuuil MeXy noArpynnamu 1,2 u KOHTpoJibHOM 1o Kputeputo Kpackena-
Yomnuca

['opMoHanbHBIE U3MEHEHNSI, OOHAPYKEHHBIE Y JETEH MEPBBIX MECALIECB KU3HU
C TaXOBOW PETEHIMEeW TOHaJ, MOXKHO HHTEPIPETUPOBATh KAaK CYOKIMHUYECKUN
TUNIOTOHA/IU3M,  KOTOPBIM  XapaKTepU3yeTCs  BBICOKUMHU  3HAYCHUSIMU
TOHAJI0TPOIHBIX TOPMOHOB MPU HEM3MEHEHHON (DYHKIIUU TOHAI.

Cpemnuit BO3pacT MaJb4MKOB ¢ a0JOMUHAIILHON pPEeTeHIMEH ssuuka (rpymnmna 2)
Ha MOMeEHT oOciienoBanmsa coctaBmi 3,0+0,6 MecsaieB. Bce mManpumku wMenn
CpelHue ToKasarenu pocta u HopMoTpoduro. Kak BumHO 13 Tabnuier  Tabnuia
66, 00beM MOIIOHOYHBIX TOHAJ MO JAHHBIM OPXHUOMETPHUH U YJIBTPa3BYKOBOI'O
oOciieToBaHus ObLT JOCTOBEPHO MEHBIIIE 10 CPABHEHUIO C MAIMEHTaMH TepBOM
MOATPYIIIBI ¥ PE3KO OTINYAIICS OT 3I0POBBIX JAeTeil. AOTOMUHATILHBIC TOHAIBI HE
BU3yalIM3UpPOBaHbl.  J[JIMHA TOJOBOTO 4YJE€HA COOTBETCTBOBAJA IOKA3aTEIIsIM

3A0POBBIX MAJIbBYHKOB.
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IIpy  aHamM3e  TOPMOHAIBHBIX  IIOKA3aTeJIEd  CHIBOPOTKM  KpPOBH,
XapaKTEepU3YIOIIUX (PYHKIIMOHAIBHOE COCTOSIHUE PENpPOAYKTUBHOM CHCTEMBI, y
ManbuyuKOB ¢ AK BBIBIEHO 3HAQUWUTENBHOE ITOBBIIIEHWE KOHLEHTPALUH
roHagotponuHoB. [lokazarenu TecTocTepoHa OBLIM JOCTOBEPHO HUXKE, YEM B
noarpymnmne gered ¢ IIK m B rpymme koHtpossd. CTaTUCTHYECKUE 3HAYCHHUS
UHrMOMHA b ObUIM CHWKEHBI BIBOE IO CPAaBHEHHUIO C IOKA3aTEISIMU JIPYTHX
ucciaenyembix  rpymn  ( Tabmuma 7). [loBbllieHWMEe — KOHIICHTpAIHH
JIOTEMHU3HUPYIOLIETO TOPMOHA COYETANIOCH C TOHUKEHNUEM YPOBHSI TECTOCTEPOHA
y 50% nereit ¢ AK u xapakTepu3oBajO HEIOCTATOYHYIO (YHKLUHIO KIETOK
Jleiinura.  Bpicokne  3HaueHUs  (POJUIMKYJIOCTUMYJIUPYIOLIETO  TOpPMOHA
COMPOBOXK/IAJIUCh JTOCTOBEPHBIM CHUXeHUEeM uHruOomHa b y 80% ManbunkoB ¢
aOJIOMMHANILHOM pEeTeHLHMEeNd TOHaJA, 4YTO OTPakajio IEPBUYHOE HapylICHHE
¢yHkun kinetok Ceprosii UM aKTUBALMIO THMIOTalaMO-THUINO(U3apHON CHCTEMBI
10 MPUHLHUITY OOPaTHOM CBSI3H.

WNrak, Hamu BIEpBbIE MPOBEAECH CPABHUTEIBHBIM AaHAIU3 KIMHUKO-
TOPMOHANBHBIX TIOKAa3aTeledl y MalbUMKOB C MaxoOBOM M abJOMUHAIbHOU
3aJIepKKOM TECTUKYJl B TEpHOJ MUHHU-TIyOepTaTa. [laliMeHThl ¢ OJJHOCTOPOHHEH
[IaXOBOM PETEHLMEN MMEIU YMEHBIICHHBIE Pa3Mephl PETEHIIMOHHOIO SIUYKa IIPU
HOpPMaJIbHOM  O0OBEME  MOIIOHOYHOM  ToHaAwl. Ilpy  ogHOCTOpOHHEM
a0JIOMMHAJILHOM KPUIITOPXU3ME YCTaHOBJIEHA TMUIIOTPO(US MOIIOHOYHOTO SIMYKA.
JInvHa MONOBOrO WieHa y JeTed 00eux rpyII MPaKTUYECKW HE OTIMYanach OT
3I0POBBIX JIETE U OTpa)kajla B TOM WJIM MHOM CTENEHH COXPAHHYIO (PYHKIIUIO
kietok Jledigura. Ilo maHHBIM TOPMOHAJIBHOTO OOCJENIOBaHMS, TEPBUYHAS
(GbyHKUHOHATIbHAS HEIOCTATOYHOCTh TECTUKYJ Yy MAIlMEHTOB C KPUITOPXU3MOM
ObUTa BBISIBJICHA B NEPUOJ MUHU-TIyOepTarta, onpeaesuiach npu ablOMUHAIEHOM
KPUOTOPXK3ME B 2 pa3a yaile M uMmesna 0ojiee TsKenble MPOSIBICHUS, YEM MpPH
naxoBod pereHuuu. Hapymenue GQyHKIMM TECTHKYJ XapaKTEpU30BaJIOCh
CHIDKEHHEM KOHIICHTPAlUMU CBIBOPOTOYHOTO TECTOCTEPOHA, HU3KUM YPOBHEM
MHrMOMHA b, BBICOKMMH MOKa3aTeasiMU TOHAAOTPONUHOB.  COBOKYMHOCTb

MOJIYYCHHBIX HAMHU JaHHBIX OTpakajla HU3KUN (YHKIUOHATBHBIA IMOTEHITUAT
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tecTukyn y 80% mnanueHTOB ¢ a0AOMUHAIBHBIM KPUITOPXU3MOM, IMO3BOJIHIIA
IPEOI0KUTh CYOKIIMHUYECKHE IPOSIBJICHUS TUIIEPTOHAOTPOITHOTO

runoronaausMa y 40% neteil ¢ maxoBoil peTeHUHer TOHA/I.

3.3 Munu-nydeprar y naieHToB ¢ rMNOCHaaueil 1 HapyleHueM

¢dopmupoBanus nmoja

JUis  manuMeHToB C  HapylleHHeM (OpMHpOBaHUS TMOJIa, HMEIOLIUX
JIBOMICTBEHHOE CTPOCHHUE HAPYKHBIX I'€HUTAIUN, OTCYTCTBUE IAJIBIIUPYEMBIX
TOHAJ, OYEHb Ba)XHA CBOEBPEMEHHAas OLEHKa THIOTajIamMo-TUnogu3apHo-
rOHaJHON cucTeMbl. OYHKIIMOHATIBHOE COCTOSIHME TMIO(U3a U TMOJOBBIX JKeJe3
OIPENENSAI0T BHIOOP 10JIa, IOCTAaHOBKY JAMAarHo3a M TAaKTUKY BeJIeHUs peOeHKa C
H®II. o HemaBHETO BPEMEHH TOPMOHAIBHBIE HCCIENOBAHUSA B PaHHEM
IIOCTHATaJIbHOM IE€PHOJE HE MPOBOIWINCH. BBIOOp MONOBOI NpHUHALIEKHOCTU
OCYHIECTBJISUIM 0Oe3 ydeTa (PYHKUMU TOHAJ M MPOrHo3a MOJOBOTO pPa3BUTHSL.
Henocrarounass uHdoOpmManusi 0 COCTOSHHUU IOJIOBBIX KEJIE€3 HOBOPOKIAECHHOTO
OpUBOJMIIa K owmuOkam BblOOpa mosa. OTCyTCTBHE paHHEr0 TOPMOHAIBLHOTO
oOcieoBaHUsl ~ OTpaHUYMBAJIO  BO3MOXKHOCTM  AuarHoctuku.  Hepenko
Bepudukaruss BIIIIP ocymecTBisuiach yxe B MEpUOa TOJOBOTO CO3PEBAHUS.
Hamu Obliia mocTaBieHa 3ajjada: OLEHUTh COCTOSIHUE TUIIOTAIaMO-TUIIO(PHU3apHO-
TOHAJHOW CHCTEMBI J€Ted C pAa3IUYHBIMM BapUaHTAMHM  HApPYLICHUS
(dopMupoBaHUs TOJIa B MEPUOJ MHUHHU-yOepraTa. Pe3ynbTaThl HccienoBaHU,
nonyuyeHHble y aeter ¢ HOII B mepBbie Mecs1bl )KU3HU, MOTYT HMETH OTPOMHOE
JMarHOCTUYECKOE U MPOTHOCTUYECKOE 3HAYCHHUE.

ITon wammM HaOMIOJACHUEM HAXOAMWINCh 45 HOBOPOXIACHHBIX M JICTCH
paHHEro BoO3pacTa C HapylleHHueM (OPMUPOBAHMS T10Ja, KOTOpPbIE ObUIH
o0cieIoBaHbl MO MPEAIOKEHHOMY alrOPUTMY B BO3pacTHOM mepuon oT 1 go 3
MmecsaueB. s OOBEKTHMBHOM OLIGHKM pe3ylbTaTOB 0OcCiHeqoBaHUS ObLIH

chopMUPOBaHBI 2 TPYMIIbI MAIUEHTOB:
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1. I'pynna manueHTOB ¢ HapymieHueM Iu(QPEpEHITMPOBKN TECTUKYISIPHBIX
roHaa, N = 25. JlaHHyl0 Trpynmy COCTaBWIM J€TH C HapyUIEHHUEM
dbopMupoBaHusa ToJa, B X0J€ 00cieqoBaHMs ObUIM OOHAPYKEHBI JIEPUBATHI
Miro1epOBBIX POTOKOB.

2. I'pynna marmueHToB C pa3nu4yHbiMu Bapuantamu 46, XY HO®II, B xoue
oOcen0BaHus KOTOPBIX JIEepUBaThl MIOJUIEPOBBIX MPOTOKOB OTCYTCTBOBAJIH,
n = 20. CoueraHue MepUHEATBHON THUIOCIAINHA C KPUNTOPXU3MOM HMENH 6
NAlMEHTOB: C JABYCTOPOHHMM — JBO€, C OJHOCTOPOHHMM — YETBEPO.
[leHockpoTalibHasi TPAHCIO3ULIMS OTMEYEHAa Yy JBOMX. M30JHMpOBaHHYIO
MEPUHEOCKPOTAIIbHYIO TUIIOCTIAINIO UMENH 12 neTeil.

[TpoBeneH noapoOHbBIN IUTOTEHETUYECKUHN, KITMHUYECKUA U TOPMOHATbHBIN
aHaJIN3 MAIMEHTOB C HapyIIeHHeM TU(GEepeHIIMPOBKU TOHAI.
Kapuworun 46,XY wumenu 18 mnanueHTOB, MO3aWIM3M IO IIOJOBBIM

XpoMocoMaM OOHapyXeH y [/ jereidl. Pe3ynbrarbl LHUTOrN€HETHYECKOTO

oOcyei0BaHMs MpeJICTaBIECHbI B TabuIie 8.

Tabmuma 8 Kapuotun narueHToB ¢ HapymeHueM audGepeHITMPOBKH TOHA

Bapuantsl kapuortuna UYucno neren,
n=25
46, XY 18
46,XY /45X 3
48, XYYY /45X [46,XY 1
45X [10] /47, XXY [6] /46, XX 1

[2] /46, XY [12]
47, XX+mar /46, XY 1

46, XY /46, XX 1

[Ipu oneHke (EHOTUNMHYECKOTO CTPOEHUS  HApYKHBIX  TE€HUTAIHM
NpaKkTUYECKU Bce manueHTsl (92%) uMeNnu MHTEPCEKCyallbHOE CTPOECHHE
HapY’KHBIX MOJOBBIX OPTaHOB C PA3JIMYHOM CTENEHbIO BUpUiIn3auud. OTCYyTCTBHE

OJIHOTO SMYKa B MOIIOHKE B COYETAaHHWU CO CTBOJIOBOM JIMOO MPOMEKHOCTHOU
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dbopmoli rumocnaauK uMeno mecto y 10 geTeil; JBONCTBEHHOE CTPOCHHE
Hapy>XHbIX TE€HUTAJUWA TPU OTCYTCTBUM MaJNbIHPYEMBIX TOHaTL — Yy 6;
Ja0MOCKPOTaIbHBIE CKIAAKUA CO CIa00i BHPWUIM3ALMEH, OTAEIbHBIE OTBEPCTHS
BJIATAJIMINA U ypeTpbl -y 7 nereil. JIBoe manbuukoB (8%) MMenu MacKyJIHMHHOE
CTPOCHHE HApPYKHBIX TIOJIOBBIX OpPraHOB C  OTCYTCTBUEM OJIHOIO SAHYKa B
MomIoHKe. [Ipy BBIUMCKE U3 POAWIBHOIO JIOMa MOJI HE ObLI YCTAHOBJIEH Yy 4-X
JIeTeH, perucTpaiysi B >KEHCKOM TpakJIaHCKOM TIoJjie OblIa peKOMEHJoBaHa 5
HOBOPOXKICHHBIM, OCTaJIbHbIE 16 neTeil ObUN 3aperucTpupoBaHbl MaTbUNKAMU.

[Ipn Bu3yanuszanuu MOJIOCTM MaJOrO Tasza JepuBaThl  MIOIEPOBBIX
MPOTOKOB — MaTOYHBbIE TPYObl M MaTKa Pa3jIMYHON CTENEHU 3PEJIOCTU ObLIU
OOHapyXXeHBbl Yy BceX MamueHToB, y 9 (36%) nereld Mbl BH3YyaIH3HPOBAIU
BJIATAJIMIIE HA BceM ero mpoTsbkeHuu. Y 10 manuentoB (40%) mpu mpoBeneHUu
sxorpaduu Buzyanuszaius MIOUIEpOBbIX MPOU3BOAHBIX ObliIa 3aTpy/HEHA U3-3a
HEJ0CTaTOYHOU UX JU((PEepEeHIUPOBKH U CMEIIEHHS B CTOPOHY aXOBOTO KaHaJIA.
B sTux ciayyasx JauarHocTHKa MPOBOJMIIACH HA OCHOBAHUU IUCTOypeTporpaduu
U Janapockonud. Makpomopdosiorndeckas OI€HKAa COCTOSIHUSL TOHaJ TaKxKe
OCYILECTBISUIACHh MPHU MPOBEACHUU 3Xorpaduu, namnapockonuu. CTpek ¢ oJHOU
CTOPOHBI M SIMYKO KOHTpJATEepaibHO BU3YaJIU3UPOBAHBI y 13 nereit.
JlucreHeTuuHbIe TOHAJIBI B COCTaBE O0EUX MATOYHBIX TpYyO ompeneneHsl y 8. Y
YETBEPHIX JIETCH B MPOCKIIMU SUYHUKOB ObLUTH OOHAPYKEHBI TOHAJIBI, COCTOSIIINE
U3 JIBYX JIMOO TPEX OTCEKOB, Pa3/eIEHHbIX MPOCIONKON COCAUHUTEILHON TKAHMU.
MakpOoCKONMYECKH TOHAIbl BBITJSAAEIN KaK OBOTECTUC. [l OKOHYATENbHOIO
MOATBEPAKACHUS OBOTECTUKYJISIPHOTO CTPOEHUS TOHAJ U OINPEICICHUS] TaKTHKU
XUPYPTUUECKOTr0 JIeUeHUs Oblja BBIIOJHEHA OMOICHS PA3NIMUYHBIX MO CTPYKTYpe
4acTell C MOCAEAYIOIHUM T'MCTOJIOTMYECKUM HCCIIEI0BAHNEM.

UccnenoBanne penpopyKTHUBHBIX TOPMOHOB Y MAIlMEHTOB C HAapyUIEHUEM
muddepeHIpoBKH TOHAA B Bo3pacte | — 3 MecsleB BBINOJIHEHO BIEPBbBIE C
IEIbI0 OLEHKU (DYHKITMOHAIBHON cOoXpaHHOCTH TecTukyia. I[lokazaremu JII' u
TECTOCTEpOHA XapakTepu3oBaiu (PyHKIHMIO KiIeTOK Jleiaura, BEpOSITHOCTh

MacKyJIMHU3alIMUd B nyodeprate. DoNmuKyIOCTUMYIUPYIOMIMA U aHTUMIOJUIEPOB
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TOPMOHBI ~ XapakTepu3oBanu (QyHkiuto kietok Cepromu. B pesynbraTte
TOPMOHAJIBHOTO 00CJICIOBaHUS MMAIIMCHTOB C IUCTEeHEe3MeH roHaa B Bo3pacte 1 — 3
MECSIIeB OBUTH ITOJTYYCHBI CIICAYIONTUe JaHHbIe (Tabmuma 9).

Tabmuua 9 KoHmeHTpanus penpoyKTHBHBIX TOPMOHOB B CBIBOPOTKE

KpPOBH MAIMEHTOB C HapylieHueM AuQdhepeHIIuPOBKY TOHA B IEPUOJT MUHHU-

nyOepTara
IToka3arens ITanmentsr ¢ HAT KoHntposbHas rpymnmna p
Me [Q1; Q3] Me [Q1; Q3]
JIT, 1,8 [1,0; 3,1] 3,3 [2,2; 4,1] 0,6
MME/Mn
@CT, 3,4 [1,1; 8,3] 0,9 [0,7; 1,2] 0,001
M ME/mn
Tecrocrepow, 1,3 [0,7; 3,9] 55 [4,5; 6,2] 0,005
HMOJIB/JT
AMT, 19 [3,6; 44,3] 129 [104; 152,6] 0,0001
HI/MIT
Wurudun b, 128 [87; 144] 340 [255 — 437] 0,0001
/M

Kak moxkazanu pe3ysabTarbl TOPMOHAJIBLHOIO OOCIIE€IOBAHUS, KOHIIEHTPALIMS
CBIBOPOTOYHOTO TECTOCTEPOHA WMeJa IMUPOKUH pa3dpoc 3HAYCHHHA, OT
NPaKTUYECKH HEOMpeaeasieMON 0 HIDKHEH TrpaHuilbl HOpMbI (Tabmuma 9).
Huzkuit ypoBenb Tectoctepona — 1,1 [0,5; 1,2] mmone/n umenn 17 (68%)
narueHToB. [lokazarenu JII' y stux mereit cocraBmiau 2,1 [0,9; 3,4] MME/mn.
HopMmanbHble mokaszarean Tectoctepona — 4,5 [3,75; 5,4] umoms/n w,
COOTBETCTBEHHO, (huznonornyeckue 3nauenus JII' onpenenenst y 8 (32%) nerei,
YTO WMEJO0 TPOTHOCTHYECKOE 3HAaueHuWe Mg Tmybeprata, YyKa3blBaJIO Ha
BO3MOXXHOCTh aJiantanuu B MykckoMm mosie. I[lokazarenu AMI' u unrubuna b
OB HU3KKMMHU y BCEX JieTel ¢ HapyiieHueM nudepHIMpoBKH TOHA, TTPU STOM
y 14 (56%) ormeuanocs nossiienre ypoBus OCI'. B pe3ynbraTe npoBeaeHHOTO
HaM{ KJIIMHUYECKOTO, JXOrpaduyecKoro W TOPMOHAIBHOTO OOCIIEIOBaHUSA,

Mopdornoruueckre Bapuantbl HII" ObUTH TIPETONT0KUTETHHO ONIPEICTIEHBI:
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- CMemaHHasi TUCTeHE3Us TECTUKYI - Y 6 (24%) manueHToB XapakTepu30BaIach
HENPaBUIIbHBIM MacCKyJIMHHBIM CTPOEHHEM Hapy>KHbIX TeHUTAJINH,
cooTBeTcTBYrOIIUM 3 - 4 ctaauu no Ilpanepy, ¢ OTCyTCTBUEM OJHOTO SHYKA B
MOILIOHKE; HapylieHueM Tomnorpadguu W runomiasueid  MromiepoBbIX
IPOU3BOJAHBIX, MX CMEIIEHHWEM B CTOPOHY JUCT€HTUYHOM  TOHAbI.
KoHneHTparuss TecTtocTepoHa B ChIBOpOTKe KpoBu - 4,5 [3,75; 5,4] HMOmB/N
COOTBETCTBOBaJIa PEPEPEHCHBIM 3HAUYEHUSM, KOHLEHTpAlUs aHTHUMIOIEPOBA
ropMoHa Obljla CHHKEHa B 2,3 pasa.

- UYacrtnynas (mapruaibHas) jgucreHesus rToHany — y 15 (60%)
XapaKTEpU30BAIACh HMHTEPCEKCYAIbHBIM CTPOCHMEM HApYXXHBIX TI'E€HUTAJMM,
cooTBeTcTBytomuM 2 — 3 craguu [Ipagepa, TUNWYHBIM pACHONOKEHUEM U
OOBIYHBIM MOP(OJIOTUYECKUM CTpoeHuEM MIoJepoBbIX CTpyKTyp. OTMeuanuch
HU3KHE TMOoKazatenu tectrocrepona - 1,1 [0,5; 1,2] HMoOIb/T U aHTUMIOJIIEPOBA
ropmona - 19 [3,6; 44,3] ur/mi, noBsimeHHbIH ypoBenb OCI'— 5,2 [3,4 — 8,3]
MME/Mn

- OBorectukyisspHoe Mopdoaoruyeckoe crtpoenue roHaa — y 4 (16%)
XapaKTEPU30BAJIOCh HWHTEPCEKCYAIbHBIM CTPOCHHEM  HApYKHBIX  ITOJIOBBIX
OpPraHoOB C OTCYTCTBHEM SMYEK B JIAOMOCKPOTAJIbHBIX CKJIaAKaX. MIOJIepOBbI
CTPYKTYpPbl ObUIM XOpOIIO CPOPMUPOBAHBI, UMEIUCh MAaTKa, MaTOYHbIE TPYObI,
BJarajviie. I'oHaapl pacnojarajvuch B MPOECKUUU SSMYHUKOB U COCTOSIIM U3 JABYX
WK 00Jie€ KOMIIOHEHTOB, PA3JIMYHBIX IO CTPYKTYpE. Y POBEHb TECTOCTEPOHA ObLI
OpuOJMKEH K HIWKHEH TpaHule pedepeHCHOro avamnazoHa U OTpaxanl
IPUCYTCTBHE TECTUKYJISIPHOM TKAHM B COCTaBE€ TOHAJ, COOTBETCTBOBAI
Bupwin3auud. OTMedanoch TMOBBIINIEHHWE KOHLIEHTPAaluM TOHAJO0TPOIHMHOB,
YPOBEHb AaHTHUMIOJUIEPOBA TOPMOHA MPAKTHYECKHU HE ONPEAEIISIICS.

[TaneHTOB C MOJHON NHCTeHE3WeW ToHaa cpeau AeTeHd, 0O0CIeIOBAaHHBIX B
NepuoJl MUHU-TTyOepTaTa, BBISIBJICHO HE OBLIO.

JIHK-nuarnoctruka BeinosiHeHa y 14 (63%) neteil. MonekyasipHbIi aHanu3
Y XpoMocoMbl ObUT MPOBEAEH y 4 MalMEeHTOB, Y TPOUX U3 HUX OOHAPYKEHbI

MUKpOJENEeNH pa3auaHbix MapkepoB (SY 254, SY 255, SY 1192, SY 1206, SY
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1291, SY 1125). [Tonroe cexBenupoBanue reHoB SRY u SF1 ObI10 BRIMOTHEHO Y
9 manueHToB, y 8 - MyTalnuu He OOHapy>KeHbl, Y | MalUEeHTKH ¢ KapUOTHUIIOM
46,XY ompenenena nenenus reHa SF1  c¢.256delA /[ p.Arg89GlyfsX17,
BBI3BIBAIOIIAs CABUT PAMKH CUUTHIBAHUS U MPEXKIEBPEMEHHOE IMOSBICHHUE CTOII-
KoJIoHA. Y ojHOro OonpHOTO ¢ KapuoTumnom 46,XY, HMEIOIIEro COuYeTaHHE
JTUCTCHE3WH TOHaa C OwarepanbHOU HedpoOiIacToMol, mpoaHanmm3upoBaro 10
ak30HOB reHa WT 1, Mmytaniuu He oOHapyKeHO.

XUpyprudeckoe JIeYeHWEe W PEKOMEHJAIMM OTHOCHTEIHLHO  TI0Jia
BOCIIUTAHUS JIETCH C JUCTeHEe3Wel TroHaj OBLIM BBIOPAHBI B COOTBETCTBUHU C
MEXKIYHAPOIHBIMH KpUTEpUAMH, u3JIoxkeHHbIMU B Koncencyce 2006 rona
[Consensus Statement on Management of Intersex Disorders / CP Houk, 1A
Hughes, FS Ahmed, PA Lee// Pediatrics. 2006. 118. Ne2.P. 753-758].
JlucreHeTHuHbIEe TOHAJIBI OBLIM yNajeHbl y BCEX MaIlMeHTOB. ['HcTOnIOrMyeckoe
UCCIICIOBAaHNE HWHTPAOTICPAIIMOHHOTO MaTepuana TMOJITBEPAUIIO  yJaJeHHE
CTPEKOBBIX TsDKCH 0€3 3JEMEHTOB NepMHUHATHBHBIX CTPYKTYp ToHan y 5 (20%)
JIeTel co CMeHIaHHOW JucreHe3men. [ucTojormueckas CTpyKTypa — Oblia
npeacTaBieHa GuOPO3OM C ouaramu THaJIMHO3a, 00 HeauddepeHIupoBaHHOMN

CTpOMO#i (PHCYHOK 7).

a)
Makpockonuueckas KapTHHa CTPEK-TOHAbI Muxkpockonuyeckasi KapTHHA CTPEK-TOHA/IbI.
VYyacTok TKaHHM, HAITOMUHAIOITHN
(buOPO3UPOBAHHYIO CTPOMY SMYHUKA.

(I'em.+203mH,%120)
Pucynok 7/ Mopdosiorudeckas KapTuHa CTPEKOBOM TOHAIbI
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B mpemaparax roman 16 (73%) nmereit (pucyHok 8) Oblia oOHapyKeHa
PBIXJIasi HHTEPCTUIIMATBHAS TKAaHb C YIaCTKaMH HEPaBHOMEPHOTO CKIIepO3a, B Hel
pacroyiiaraiuch ~ KHUCTO3HO-PACIIMPEHHBbIE  KAaHAIBIBI C  BBIPQKCHHBIMH
IUCTPOHUIECKIMU W3MEHCHUSIMH, MEJTKUMHU BHYTPUKAHATBIIEBBIMU
KaJabIIMHATAMH. MHKpPOCKOTIMYECKass KapTHHA COOTBETCTBOBAJIA JUCTEHETHYHOM
TkaHu simuka (pucyHok 80). Hapsimy ¢ He3penoil TeCTUKYISIpHOH TKaHBbIO, B
npenaparax 6-x jaerei ObLTM 0OHAPYKEHBI JIEMEHTBI KOPKOBOIO CJIOS SIMYHHKA C
HEPAaBHOMEPHBIMH  CKOIUICHHSIMA  NPUMOPIUAIBHBIX  (OJUIMKYJIOB — —

JMCTEHETUYHBIC TOHABI CMEIIAHHOTO CTPOSHHUSI (PUCYHOK 8B).

a)

DOneMeHThl TKaHM SUYKa B  COCTaBe DneMeHThl TKaHHU SIMYHHUKA B COCTaBE
TUCTeHEeTHYHOW ToHaabl. Cpemu TUIOTHOU oucreHeTuyHor — roHangel.  Cpenu
¢GbuOpO3HON TKaHM KHCTO3HOPACUIUPEHHBIE TOHKOBOJIOKHUCTON (hUOPO3HOM TKaHU
KaHaJbIlbl C  HeaudhepeHIIUPOBAHHBIMU C  TOJIHOKPOBHBIMH  KaNWJUISIpaMHU
SMUTEINATHHBIMHI KJIETKAMH, KAJBIITHATAMH B CKOTUICHHE MPUMOPAHATHHBIX
MIPOCBETE. G$bomMKyI0OB ¢ ATUCTPOPUISCKUMU
(Fem.+203muH,%x250) W3MEHEHUSIMU.

(Iem.+203uH,%x400)

Pucynox 8 Mopdomornueckas KapTHHA TUCTEHETUIHOW TOHAIBI
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UYeTBepo neren UCCIeayeMOou IPyIIIbl UMEIH MaKPOCKONIMYECKYIO KapTUHY
JIBOWCTBEHHBIX OBOTECTHKYJISIPHBIX ToHAJ (prcyHOK 9a). ¥ Bcex deTBephIX ObLI
BBIOpAaH KEHCKHMI IO BOCIUTAHUSA. XHUPyprudeckas TaKTHKa B KaKIOM
KOHKPETHOM cjy4yae Oblla MPUHATA MOCJE MPOBEACHUS OMONCUU PA3IUYHBIX
yacTel OBOTECTUKYJSIPHOM TOHAAbl U THUCTOJOTUYECKOTO HCCIECIOBAHMSL.
Hannuue oBapuanbHBIX M TECTUKYJSIPHBIX 3JEMEHTOB B COCTaBE TOHAJ
MNOATBEPKIAEHO. TeCTUKYISpPHBIM KOMIOHEHT OB TMPEACTABICH PBIXJION
MEXKYTOUHOM TOHKOBOJIOKHUCTONW TKaHBIO C PAa3pO3HEHHO PaCHOJIOKEHHBIMU
aTpoUUHBIMH ~ KaHAJbI[AMH,  BBICTIAHHBIMH  Henu(QepeHIpoOBaHHEIMU
AMUTEIHAIBHBIMUA ~ KJIETKaMH  (PUCYHOK 96). Ilpu rucToJIOrMUYECKOM
UCCJICIOBAaHHH OBOTECTHC Y IBOMX MAIUCHTOB ¢ Kapuoturiom: 1) 46, XX/46,XY wu
2) mos 47,XX + mar [11%] / 46,XX [89%], marker ish i (Y) (p1l) (DyZ 3+
SRY++) Oba  ompejeneHa  CTPYKTypUpOBaHHasi  TKaHb  SMYHHUKA,
mudpepeHInpoBaIoCch KOPKOBOE M MO3IOBOE BEIIECTBO, MPUMOPHAIbHBIE
(GOJUTMKYJIBI MMETH THIIMYHOE THUCTOJOTMYECKoe cTpoeHue (pucyHok  9B).

Y CTaHOBIEHO OBOTECTUKYIJISIPHOE HapylLIeHrue ((OPMUPOBAHUS MOJIA.

MaKpOCKOHI/I‘-IeCKaH KapTruHa OBOTCCTHUC
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KomroHeHTbI TKaHu su4Ka. KopkoBblii €110} TKaHU AUYHHKA.
Cpenut phIXJIOl CTPOMBI, HATOMUHAKOLIEH MesKyTo4Hast TKaHb CO CKOIIEHUEM
HE3PEIYI0 ME3EHXUMY, CKOTIJICHHE MEITKUX MPUMOPIHATBHBIX (HOJUTUKYIIOB.
KaHaJbleB ¢ HenudepeHTupOBaHHBIM (Tem.+303un,%x200)

snutenueM. (I'em.+303uH,%250)
PI/ICYHOK 9 MOp(I)OJ'IOl"I/I‘IeCKOG CTPOCHHUC I'OHAAbI IIPU OBOTCCTUKYIISIPHOM

HapylieHuu (popMupoBaHus moja

Hanuume nuCreHeTMYHOM TECTUKYJIAPHOM TKAaHM B COCTaBE€ OBOTECTHUC
OTIpeJIEIISAET BEICOKUH PUCK PAa3BUTHS TOHAI00IaCTOMBI B TpeOyeT 00s3aTeIIBHOTO
ynanenus. C apyroil cTOpoHbI, (PyHKIIMOHANIbHAS OBapHalibHAs TKaHb MO3BOJIUT
peanu3oBaTh IMyoOepTar, He HUCKIYaeT QepTwibHOCTh. [lanuenTkam Oblia
MpOBEJIEHAa cemapalus OBOTECTUC C TMOJHBIM YJaJC€HUEM JIUCTCHETUYHOU
TECTUKYJSIPHOM TKaHM M COXPAaHEHHWEM OBApUAIBHOW 4YacTU  TOHAJbL.
TexHuyeckue BO3MOXKHOCTH OTEpalluu  ONPENeNsIUCh CTPOCHUEM TOHAbI:
oBapuajbHas M TECTUKYJSIpHAs 4YacTH ObUIM YETKO pa3JeleHbl MEXIy CcoOou
aBACKYJISIPHOM MPOCIONKOW COeTMHUTENBHON TKaHU. OTCYTCTBHE TECTUKYIISIPHON
TKaHU TIOCJI€ MPOBEACHUS JaHHOMN omeparuu ObLIO MOATBEPKICHO MPOBEICHUEM
CTAaHJAPTHOM TPEXJTHEBHOW TMPOOBI C XOPUOHUYECKUM TOHAJOTPOTTMHOM.
[TokazaHo OTCYTCTBHE BBIOPOCA TECTOCTEPOHA B OTBET HA CTUMYJISIIAIO TOHAI.

[l'onanpl, WMEKIIME MaKPOCKOMUYECKYI) CTPYKTYPY OBOTECTHC, ObLIH
TakXe OOHApYXEHbI Y ABOMX jaereil ¢ kapuoturiom 45,X/46,XY u 46, XY. Ilpu
TUCTOJIOTUYECKOM HCCJICIOBAaHUU OHONTATOB Oblja YCTAHOBJICHA JUCTEHE3US

TETUKYJSIpHOU dYacTH. [IpeAarnosoXUTeNbHO SIMYHUKOBBIM KOMIIOHEHT ObLI
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MPEACTABICH HE3peIo  OBapUaIbHOM  TKaHBIO: Ype3MEPHO  pa3BUTa
WHTECTUIMATbHAS TKaHb, JOJS MPUMOPAUATBHBIX (OJUITMKYJIOB YMEHbIIICHA,
UMEINCh YYacTKH aTpoduu, Cckiepo3a. Pe3ymbTraThl THCTOIOTUYECKOTO
UCCIIEIOBAHUSI COOTBETCTBOBAJIM JUCITEHE3UU TOHAJ. [TarmenTkam  ObLIa
BBITIOJTHEHA TOHAAIKTOMHUSI.

Takum oOpa3oM, Ha OCHOBaHMM KIWHUYECKOTO, TOPMOHAJIBHOTIO,
MOP(OJIOTUYECKOTO0 W THCTOJOTHYECKOro O0OCHeOBaHUSl AMArHo3 CMeIllaHHas
JUCTEHE3HMs] TECTHKYJ ObUT ycTaHOBIeH y 6 (24%) mamueHTOB; dYacTHYHAS
OwnatepasibHasi aucreHe3usi roHax — y 17 (68%) nereil, OBOTECTHKYJISIPHOE
HapyieHue ¢GopMmupoBaHus mosia y aBoux (8%). PexkoMmeHnmanuu mo BbIOOpY
rpaXJIaHCKOTO TMojila OBbUIM JIaHBl Ha OCHOBAHMM KOMILUIEKCHON OIICHKH
COBOKYMHOCTU (HaKTOPOB: (PEHOTUIMMYECKOTO CTPOCHUS HApPYKHBIX T€HUTAIUH,
(GYHKIMOHATIBFHOM aKTUBHOCTU TIOJIOBBIX JKEJE3, TUCTOJIOTHYECKOTO CTPOCHUS
TOHaJ W CTENEHU 3pesIocTh MIOMUIEpOBBIX NPOU3BOAHBIX. B My»KCKOM moJe
BOCIIUTHIBAINCh 6 TALKMEHTOB CO CMEIIAHHOW JUCT€HEe3uell W 8§ nerel ¢
YaCTUYHOM aucreHe3ued roHaja. JKeHCKUM MMOJ BOCHUTAHMS ObUT MPUCBOCH 9

JIETSIM C YaCTUYHOM JUCTEHE3UEN U JBOUM C OBOTECTUKYJIApHBIM HDII.

Knunanueckoe nadmoaenue 1

Pebenok . oOpatuiicsi B KIMHUKY B BO3pacTe 2,5 MecsleB ¢ Kanodbamu Ha
HEIpaBUJILHOE CTPOEHUE HAPY>KHBIX TOJIOBBIX OpraHoB. M3 aHamHe3a M3BECTHO,
YTO B POJUJILHOM JIOM€ oOpamajio Ha ceOsi BHUMaHUE YBEJIMYECHHUE KIIUTOPA,
rOHa/Ibl HE OOHAPY’KEHBI, ObLIT 3aM0A03PEH aAPEHOTCHUTANIBHBIM CUHAPOM, B35Ta
KpOBb Ha 17-ruapokcunporectepoH — 1,67 HI/Mi1, IPOBEICHO KApUOTHUITUPOBAHNE

—45,X [5%] / 46, XY [95%)].

[Ipu ocMOTpe HapyX HbIE MOJIOBBIE OpPraHbl HMMEIU HWHTEPCEKCYalbHOE
CTpO€HHUE, JTAaOMOCKPOTaJbHbIE CKIIAJKU IOJIHOCTHIO PACILEIJIEHBI, B MpPaBOU
MaxoBoi OOJACTH MalbUPYETCs TOHaAa, JieBas TOHAja MPU OCMOTpPE HE

onpenensiercs. Knmurepodamioc nmunoit 19 MM, oTBEpCTHE YpEeTpPhl OTKPHIBASTCS
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Ha NpOoMEeXHOCTH. IIpu mpoBeaeHUH yIbTPa3ByKOBOI'O HCCIEIOBAaHUS B MPaBOM
[IaXOBOM KaHaJI€ BU3YAJIIM3UPOBAHO SMYKO, pasmepamu 13,7 x 12,2 x 5,6 mm,
oosemoM 0,5 mut. JleBas roHaja HE BHU3yalIM3UpPOBaHA. 3a MOYEBBIM Iy3bIpEM
OoOHapy>KeHO HM303XOreHHoe oOpaszoBanue 5,0 x 5,6 MM, MNPEANONIOKUTEIBHO
Matka. [Ipu TOpMOHaNBHOM OOCJEIOBAHMM OMPEIEICHO COJIEp)KaHUE B
CBIBOPOTKE KpOBH TecTtocTepoHa - 6,1 umoms/n [PU: 4,5 — 6,3 umounb/m],
uaru6buna b — 196 nr/miu [PU: 265 - 537] u ronagorpornuaoB ®CI'- 1,2 ME/n [PU:
0,7 —2,1], JIr'- 1,8 mE/n [PU: 2,2 — 4,1]. Takum 006pa3om, YCTaHOBJICHO HATHYNE
(GYHKUMOHUPYIOIIEH TECTUKYJISIPHOM TKaHU B COCTaBE MPABOU TOHAJbl. Y POBEHb
uHruOnHa b ObUT CHUXEH, OJHAKO OTCYTCTBUE IIOBBIIIEHUS TOHAIOTPOITHBIX
TOPMOHOB CBHUJETEIBCTBYET O COXPAHHOCTU €IMHCTBEHHOI'O MPABOr0 TECTUKYIIA,
SBJIIETCS] POTHOCTUYECKU OJIaronpusTHBIM IMPU3HAKOM B OTHOIIIEHUU TyOepTaTa,
HEe ucKItouaeT pepTuiabHOCTh. Ha OCHOBaHMM MPOBEJACHHBIX MCCIIEAOBAHUMN ObLT
BBICTABJIEH JUAarHo3: I'oHocOMHOEe HapylieHne popMupoBaHus nojia. CMenanHas
nucreHesus roHaj. [lpuHsATo permieHue 00 ajganTaluy MalMEHTa B MY>KCKOM
nacrnopTHoM mnone. B Bo3pacte 8 MecsleB B KIMHUKE XHUPYPrUU JETCKOIO
Bo3pacta uMm. H.B.3axapoBa mpoBeIE€HO ONEpPaTHMBHOE JEYEHHE — YIAJICHHE
CTPEKOBOM TOHAAbl M JiIepuBaTOB MIOJIEpOBBIX MPOTOKOB. C ILENbI0 J€YEHUs
MUKpPOINIEHUU Malb4yMKy ObLT Ha3HAY€H TECTOCTEpOH B/M B no3e 50 mr 1 pa3 B
Mecsll B TeueHWe 3-Xx MecsueB. B Bo3pacte 1 roma mnpoBeneHa
MaCKYJMHU3HUPYIOUIas TIACTUKA HAPY>KHBIX MOJOBBIX OPTaHOB, YPETPOILIACTUKA.
Ha pucynke 10 mpencraBieHo (HEHOTUITHYECKOE CTPOCHHUE HAPYKHBIX IMOJIOBBIX

opraHoB peOeHKa B Bo3pacTte 2,5 MecsIleB U B BO3pacTe 3-X JieT.
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2,5 Mecs11a, 10 Havana JedeHHs 3 rosa, mocJye Je4YEeHHs] TECTOCTEPOHOM U
YPETPOIUIACTUKH
Pucynok 10 Buemnwuii BUJ Hapy>KHBIX TeHUTAINH manueHTa J1.

I[aHHOG KIIMHUYCCKOC Ha6J'II-0I[€HI/Ie ABILICTCA IIPUMCPOM 6J'Ial"01'IpI/I$ITHOﬁ )51
CBOGBpeMeHHOfI aaarTanun pe6eHKa B YCTAHOBJICHHOM TI'paXXJIaHCKOM IIOJIC.
CHGHI/IaJ'II/BHpOBaHHOG O6CJ'IGI[OBaHI/Ie n BepI/I(l)I/IKaHI/ISI JAWaruo3a B IICpuoa MUHHU-
ny6epTaTa OIIPpCACIINIIN BI>I60p MOJIOBOM IMPpUHAIJIC)KHOCTH, II03BOJIMIIN IIPOBCCTH

TOPMOHAJIBHYIO TEPANUIO U XUPYPrUUECKOE JICYEHUE B YCTAHOBJIIEHHBIE CPOKH.

Kimmanueckoe HaOmroneHune 2

[Tauuent III. oOpatuics B KIMHUKY B BO3pacTe 3-X MECSIEB C KajlobamMu Ha
HENPaBUJIbHOE CTPOCHHUE HAapYXHBIX MOJIOBBIX OpraHoB. M3 aHamHe3a M3BECTHO,
YTO NpU POXKIECHUM peOEHKa IOJ HE OIpeAeseH, TOHaAbl TMpHU MajJbHaliu
HapYXHBIX TOJIOBBIX OPTraHOB HE OOHApy>KEHBbI. B poIMIBHOM IOME MPOBEACHO
kapuotunupoBanue - 46,XY[53%]/45,X[47%)], mnocne uero peOGEHKY ObLT
NPUCBOEH MYXKCKOW mnacnopTtHbld moi. Ilpu oOcnenoBanum B Bo3pacte 3-X
MECSILIEB HApYXHbIE IIOJIOBBIE OpraHbl HMMEIU JBOWCTBEHHOE CTPOCHHUE:
7a0UOCKpOTalbHbIE  CKJIAJKM  MOJHOCTbIO  pacHICNJIeHbl, TOHaAbl B
J1a0MOCKPOTAIbHBIX CKIAAKaX OTCYTCTBOBAJIM, IIPH NajblallMM aXOBOH 00JacTH
He omnpexaensunch. Knutopodamnoc mmmHON 28 MM, HMCKpPUBIEH, TOJIOBKA
chopMHpOBaHa, KaBEPHO3HbIE Tela pa3BUTHl II0X0. OTBEpcTHE YpETPHI
OTKpBIBAJIOCh Ha IPOMEXKHOCTH, HMKE MeaTyca OIpPEAesIoch OTBEPCTHE

Biaranuma (pucyHok 11).
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Pucynok 11 ®enotunudeckoe crpoeHure renutanuii mamuenta Ill., 3 mec.

[To naHHBIM yIBTPa3BYKOBOI'O MCCJICOBAHUS TOHAbI B TAXOBBIX KaHAJIaX HE
BU3YaJIM3UPOBAHBI. B MOJOCTH Manoro tasa 3a MOYEBBIM ITy3BIPpEM OOHAPYKEHO
00béMHOE oOpazoBanue 12x10 MM C THMNEPIXOTEHHOM MOJIOCKOW B LIEHTPE 3MM
(matka). CieBa OT MOYEBOTO MY3BIPS OMpeneneHo 00béMHOE oOpazoBaHme 9x6
MM, CPEIHEN HSXOT€HHOCTH, HEOJHOPOJHOU CTPYKTYpPhl 3a CUET aHIXOTE€HHBIX
BKJIFOUECHUH 10 3 MM (SIMYHUK?).

[Ipyu mpoBemeHMM TOPMOHAJIBLHOTO OOCIEIOBaHUS OBUIO BBHISBIICHO
MOBBINICHUE KOHIEHTpAuu (OJTUKYIOCTUMYIUPYIOMIET0 TOPMOHA, CHIKECHUE
KOHIICHTPAIIMU TECTOCTEpOHA W MHTMOMHA b, cexperus aHTUMIONIIIEpOBa TOPMOHA

PaKTHYECKH OTCyTcTBOBasa (Tabmiuima 10).

Ta6muma 10 T'opmonanbHbIH ipoduits nanuentTa I11., 3 mec.

[Toka3arens 3navyenue y nauuenTa llI. | PedepeHcHbI nHTepBasl 3HaYeHUH JUIs
MaJIbUNKOB 1 — 3 MecsIeB
JT,
MME/Mi 5,6 [2,2-4,1]
OCT,
MME/Mi 3,1 [0,7-2,1]
Tecrocrepon,
HMOJIb/JI 3,8 [4,5-6,3]
WnaruduH b,
I/ MJI 132 [255 - 437]
AMT,
HI/MJI 3,7 [104 - 153]
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B nmaGopatopuun Menuko-renetnueckoro HayyHoro 1enrpa PAMH, r.
Mockssl mamnmenty Owuia mnpoBeaeHa JIHK-mumarnoctuka. B pesynbrarte
uccinenoanus JJHK, BbiaeneHHoi U3 saepHbIX KIETOK nepudepudeckor KpoBw,
oOHapy KeHBI TocienoBaTeabHOCTH Y-xpomocoMbl SRY (Yp 11.3), AmgL (Yp
11.1). IlpoBenen mnouck pgeneumit jnokycoB SRY, ZFY u Mukponenenuii B
perunonax AZFa u AZFc. O6Hapy:xeHa yacTuyHas aemerus no mapkepy SY1192.

C uenpio BU3yaIM3alldd TOHAJ U MX MOPQOJOrHYECKOro HCCIEIOBAaHUS B
KJIIMHUKE XHPYpru JIETCKOro BO3pacTa BbINOJHEHaA Janapockonus. Ilo cpennei
JMHUY BU3yaJIM3MpOBaHa TMIOIUIA3UPOBAHHAS MAaTKa, C 00EUX CTOPOH MAaTOYHBIE
TpyObl M KpYIJIbIe CBSI3KM MaTKH, B COCTaBE€ KOTOPHIX OBUIM PaCIOJIOKEHbI
roHanpl. JleBass roHaga mpencraBiisiiia coOOW CTpEK, IpaBask MaKpPOCKOIMUYECKH
BBITVISIZIENIA KAaK OBOTECTHC, COCTOSIAas W3 JBYX OTAEJOB, pPa3JeiICHHBIX
ABACKYJSIPHOM MPOCIOWKON COEOVMHUTENBHOM TKaHU. B Xomxe namapockonuu
CTpEeKOBasi roHaja ObLIa y/iajeHa, IPoBeAeHa cenapamus OBOTECTUC € YAAICHUEM
MPEANOJIOKUTEIPHO  TECTHKYJSAPHOTO  KOMIIOHEHTa, IMpOBeAeHa Ouorncus

OBapUAILHOTO KOMIIOHEHTA TOHA b (PUCYHOK 12).

Makpockonuueckasi KapTHHa I'onaga nocine cenapanuu

Pucynok 12. Makpockomnuyeckoe cTpoeHue roHaasl nanuventa 1.

[lpy THUCTONOTMYECKOM HCCIENOBAHMU MHUKpOIpernapara TOHAAbl CpPeau
¢ubpo3HO TKAaHM oOmpeaeneHbl aTpOpUUYHbIE KaHAJIbLbI, BBICTIAHHBIC
Henu(phepeHUMPOBAaHHBIMU  SMUTENUAIBHBIMUA  KJIETKAMU — JIUCT€HETHYHas

TECTUKYJSipHasT TKaHb. Jlpyrags d4acTh TroHaabl Oblla  MpeAcTaBieHa
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HemuppepeHIMpoBaHHOW — OBapuanbHOil crTpomoii  (pucynok 13). Ilocre
MOJIyYCHUS] PE3yJbTATOB T'MCTOJIOTHYECKOTO HCCICNOBaHHUS ObUIO TPHHATO

PCUICHUC O IMPOBCACHHUU T'OHAAOKTOMUMU.

Komnonentsl Tkanu smuka. Cpeau Peixnas HenuddepeHnnpoBaHHas
¢ubpo3HOlt  TKaHM  aTpoUUHbIE CTpoMa SIMYHUKA
KaHAJBIBI ¢ HeAU(PPEPEHIUPOBAHHBIM (I'em.+203uH,%200)

snutenueM. (I'em.+303uH,%200)
Pucynok 13 MukponpenapaTs! ToHaab! naruenta 1.

Ha ocHOBaHMM  KOMIUIEKCHOTO  TE€HETHYECKOro, KJIMHHUYECKOTO |
MOP(OJIOTUYECKOTO  00C/IeIOBaHUsI OBUIO YCTAHOBJEHO, 4YTO HAPYIICHHE
dbopMHpoBaHUS TIOJIa y JaHHOTO peOcHKa OOYCIIOBIEHO MO3AHWIIM3MOM II0
oJI0BBIM XpoMocoMaM  46,XVY[53%]/45,X[47%], moas MaToJoruiecKoro KjaoHa
kineTok coctaBisgeT 47%. HapyxHble MONOBbIE OpraHbl peOeHKa B OOJbIIEH
CTENEHW COOTBETCTBYIOT JKEHCKOMY (heHOTUIy. BHYTpeHHHE TeHUTAINH
c(hopMHUPOBAHBI TIO )KEHCKOMY THUITY: XOPOIIIO pa3BUTa MaTKa, MAaTOYHBIC TPYOBI U
KpYTJIble CBSI3KM MAaTKH, B KOTOPBIX pacroJjiaratorcs rorazabl. Mopdonoruyeckoe
CTPOGHHE TOHAJ WCKIIOYaeT BO3MOXKHOCTh UX coxpaHeHus. COBOKYIHOCTH
MMEIOITUXCS TAaHHBIX 00YCIIaBIMBACT 11€JIECO00Pa3HOCTh BOCIIUTAHUS peOCHKA B
dKEHCKOM  1mosie. Ha ocHOBaHMM HalIMX PEKOMEHJAUUN POAUTENIMH OBbLIO
MPUHATO PElICHUE O CMEHE TpaxaaHckoro mnoia. [IpoBenena hemMuHU3UpyOMIas

IJIACTUKA HAPYKHBIX TEHUTAIHM.
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B omnpenenenun  TakTMKM  BEACHHS W XUPYPrHYECKOTO  JICUCHUS
CYLIECTBEHHYIO pOJIb HMEIM PEe3yJbTaTbl TOPMOHAIBHOIO 00CIIEeTOBAHUS.
[Toka3zaTenu TeCTOCTEPOHA MO3BOJIWIIN BBISIBUTH HAIMYUE TECTUKYJIIPHON TKAHU B
coctaBe ToHan. Hwuskuit  ypoBenb AMI, uHrubuna b B coueranum c¢
MOBBIIICHUEM KOHIICHTPAUU (POJUTMKYJIOCTUMYJIMPYIOMIETO TOPMOHA OTpakalln
HapymieHne (GyHkuu kieTok CepTonu, CBUACTEIBCTBOBAIA O BBICOKOM PHUCKE
MaJIMTHU3AUN JTVCTEHETUYHBIX TOHAaJ. braronaps OTIPEICIICHHUIO
PENPOAYKTUBHBIX TOPMOHOB B MEPUOJI MHUHHU-IIyOepTaTa, CBOECBPEMEHHO

BBIITOJIHCHA T'OHAA3KTOMMS. Pebenok AJAITUPOBAH B JKCHCKOM ITaCIIOPTHOM II0JIC.

Knnanueckoe HabnrogeHue 3

[Tarment T. ponumics oT nepBoil OEPEMEHHOCTH CPOYHBIX POJIOB C Maccoi
2700 t u poctom 48 cm Ilpu nEepBUYHOM OCMOTpPE B POAWIBHOM JOME
OOHapy>K€HO HENPAaBWIBHOE CTPOEHUE HAPYXHBIX MOJIOBBIX OPraHOB, MOJIOBAas
NPUHAJICKHOCT, HE  ompeneneHa. Ha 4-e  CcyTkM  KOHCYJBTHPOBAH
SHJOKPHUHOJIOTOM, B3siTa KpPOBb Ha 17-ruapokcunporectepoH — 4,5 Hr/mi,
OMpEICNICHBI 3JIEKTPOJIUTHI B CHIBOPOTKE KPOBU — B MPEIEIIaX HOPMBI; IPOBEACHO
kapuotunuposanue — 46, XY. B Bo3pacte 1 mecsiia o6¢cnenoBan B Kinmauaeckoit
oonpHuLe uM. C.P.MupotBopueBa Capatosckoro 'MYVY. Ilpu ocmoTpe HapyxHbIE
MOJIOBBIE OpraHbl HMENIM HENPaBWIBHOE CTPOCHHME: MOIIOHKA HEIOpPa3BUTA,
CTJIAKE€HA, CKPOTAIbHBIA OB C(HOPMUPOBAH, SIMYKM B MOIIOHKE M IMaXOBOMU
00JIaCTH HE ONPENESUINCh; MUKPONEHUC JUIMHOW &8 MM, KaBEpHO3HBbIE Tela
NPaKTUYECKH OTCYTCTBOBaNU (pUCyHOK 14).

[Ipy npoBeneHUU YIBTPA3BYKOBOI'O HCCIEAOBAHUSI SMYKH B MOIIOHKE H
MaxoBBIX KaHaJlaX HE ompenesieHbl. B mojocTu mManoro taza oOHapyXkeHa MaTKa,
pasmepamu  13,1x11,5x11,4 wmmMm, cmemieHa BiaeBo, M-DXO — 1,5 wmwm;
nuddepeHrpoBanbl MOJIOCTh MATKH, IIeiika MMHOM 9,3 MM, Braramuie - 8,5
MM. CripaBa B ME€CTE TIPOCKIIMHU SMYHUKA BU3yaJIM3UPOBaHO oOpa3zoBanue 5,5x3,4
MM, TUIIO3XOT'€HHOE, HEOJTHOPOHOE IO CTPYKTYPE, C POBHBIM YETKUM KOHTYPOM

W ydJacTKaMH BacKyJSIpU3allid — JuUCreHeTwuyHas roHama (pucyHok 15). Ilpum
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mucToyperporpaguu  3a  MOYEBBIM  IMY3bIPEM  TaKKE€  BU3YAIU3HPOBAHO

o0pa3oBaHue, UCXOIAIIEE U3 YPETPhI — BlIaraJIMIIIE.

Pucynok 15 CrpykTypa BHYTpeHHUX reHuTanuii mauuventra T., 1 Mec.: cieBa —
MaTKa, ClipaBa —TOHaJa

B xoxe namapockonuy BU3yaJM3WPOBaHbl TUIIOIUIA3UPOBAHHAs Marka IO
CpeaHEeW JMHHMM; TpaBas rOHAJAa B MPOCKIHMH SIMYHUKA kenToro usera 0,5 cM B
JUaMETPE; JeBasi TOHajga pacrnojarajgach IO XOJQy MaTOYHOW TpyOsl,
npeacTanisiia coboit streak.

C uenpio BbIABICHUS (PYHKIIMOHUPYIOLIEH TECTUKYJISIPHOW TKAHU B COCTaBe
rOHaJ IPOBEACHO UCCIEA0BAHNE FOHAAOTPOIIMHOB U TECTOCTEPOHA B CHIBOPOTKE
KpOBU MainueHTa. ' opMoHanbHbIi poduiib nanuenTta T. npeacTaBieH B Tabiauie
11. Onpenenenrie HU3KOW 0a3adbHOW KOHIICHTPAIIUM TECTOCTEPOHA TMOCITYKHIIO
OCHOBaHWEM [IJIl TPOBENCHUS  3-X JJAHEBHOW TPOOBI € XOPHOHUYECKHM

TOHAJOTPOIUHOM.
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Tabmuma 11 T'opmonanbHbIi npoduis nanuenta T., 1 mec.

[Toxazarens 3HaueHue y PecdepencHslit HHTEpBa 3HAYCHUN
nanuedra T. U1 MaJIbUMKOB 1 — 3 MecsieB
JIT', MME/Mmi 1,1 [2,2-4,1]
OCI', MME/Mn 13,0 [0,7-2,1]
TecrocTepon Ga3ayibHBIH, 1,4 [4,5-6,3]
HMOJIB/TI
TecToctepon 1,9
CTUMYJINPOBAHHBIN, HMOJIb/JT

Boicokas koHUeHTpauus (GOJUIMKYJIOCTUMYJIHUPYIOIIET0 TOPMOHA, HU3KHUIM
0a3aibHBI U CTUMYJIUPOBAHHBIA YPOBEHb TECTOCTEPOHA CBUAECTEIHCTBOBAIH O
HapyleHuu (QyHKIHMOHaNbHON cnocoOHocTn kieTok Jleiinura u  Ceproin,
OTpa)kaJlu JUCTEHE3NUIO TECTUKYJIIPHON TKaHU.

Ha ocHoBaHumM pe3ynbTaTOB MPOBEACHHOTO OOCeq0BaHMs ObLI BBICTaBIICH
muarno3: 46, XY  Hapymenue ¢opmupoBanus 1nona. [lapumansHas
OwiarepanbHas JUCI€HE3uss ToHaA. BpIOOp MOJOBOM  NMPUHAIEKHOCTH
MPOBOJMJICS HA OCHOBAHMHM CIIEAYIOMIMX (PAKTOpoB: 1) BHEIIHUI BUJI HAPYKHBIX
MOJIOBBIX OPT'aHOB, B OOJIbILIEN CTENEHH COOTBETCTBYIOIIMM )KEHCKOMY (PEHOTHUILY;
2) OwarepaibHas AUCTEHE3UWs TOHAJ, OO0yCilIaBiIMBalOIas HEOOXOAUMOCTh
TOHAJPKTOMUHU; 3) XOpOLIO pa3BUThle BHYTPEHHHE JKEHCKHE T€HUTAJIMU:
muddepeHIMpoBaHHAs MaTKa M Biarajiuile; 4) KaBepHO3HbIE Tella MPaKTHUYECKU
HE Pa3BUTHI, PE3YyJIbTATUBHOCTh 3aMECTUTEIBHON TE€panuu aJpOreHaMH B Cllydae
BbIOOpPa MY’KCKOIO T0Jla COMHHUTENbHA; 5) NpoBeAcHHE (DAJUIOIUIACTUKHU MPH
JAHHOM CTPOEHHMHM HApYXKHBIX IOJIOBBIX OpPraHOB KpailHE CIO0XKHO M HMEET
BBICOKMI pHUCK DPa3BUTHUS XUPYPrUYECKUX OCJIOXKHEHUU. Ponaurensm Obuin
NoJIpOOHO  pa3bsCHEHBl  pe3yJbTaThl  MPOBEIEHHOTO oOcienoBaHusl.
[IpenocraBnena nHdopmanus o 3a00JI€BaHUM M MPOTHO3E Pa3BUTUSA peOEHKA B
NepUuo MOJIOBOTO CO3PEBaHMUs, PEKOMEHI0BaHa ajanTaius peOeHKa B KEHCKOM
nojsie. PeGeHOK BOCHUTHIBA€TCS B >KEHCKOM II0JI€, MPOBEIEHBI TOHAIIKTOMHUS,

(beMUHHU3UPYIOLAs MJIACTUKA HAPY>KHBIX MOJOBBIX OPraHOB.
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Ha mukponpenaparax roran (pucyHok 16) BHIHBI paclIMpeHHbIE KHCTO3HO-
U3MEHEHHBbIE KaHAJbIbl C TOHKUM HeAU(P(PEpPEHIUPOBAHHBIM SIIUTEIUEM,
KAJIBLIMHATBI B IIPOCBETE KaHaJIbIEB. [ 'McTONOrMYeckas KapTUHAa COOTBETCTBYET

,Z[HCFCHCTH‘IHOﬁ TCCTHKYHHPHOﬁ TKaHH.

JlucreHeTHYHas TKaHb AMYKA: paCIIUpEeHHBIH  JlMCreHeTHYHas TKaHb SMYKa, KaJbIIMHATHI B
KHCTO3HO-U3MEHEHHBIE KaHAJBIIbI, pruoOpo3 [IPOCBETE KaHAJIbLIEB

(I'em.+3031H,%400) (I'em.+3031H,%150)

Pucynok 16 T'mcronormdeckoe ctpoeHue ronas namuenTa T, 1 mec.

JlanHoe KIMHHYECKoe HAOJI0/IEHUE elle pa3 MoKa3biBaeT HEOOXOAUMOCTh
CIIEIUATITM3UPOBAHHOTO 00CIIEeIOBaHMS TTAIMEHTOB C HapyIlIeHneM (GOPMHUPOBAHUS
noja B TMIOCTHATAJIbHBIA TMEPUOJ, HWUIIOCTPUPYET 3HAUYCHHUE TOPMOHAIBHBIX
WCCJIEIOBAHUM TPU BHIOOPE TMOJOBOM MPUHAIJICKHOCTH, OMPEICTICHUH JIEUeOHOM
TakTUKU. ['OpMOHanIbHOE OOCIEIOBaHKWE, TMPOBEICHHOE B TEPUOJ MHUHU-
ny0epraTa, ChITpajio CYIIECTBEHHYIO pOJb B  JHArHOCTUKE OuiIaTepaabHOM
JMCTEHE3UN TOHAJ HAa OCHOBAaHUM HU3KOIO YPOBHS TECTOCTEPOHA, BBICOKOIO
OCI'; mo3BONMWIO  ONPEACTUTh  HEOJIAronpUTATHBI  MPOTHO3  MOJIOBOTO
CO3pEBaHUs, UMEJIO 3HAYCHHE JIJIs1 BEIOOpA MOJIOBOM MPUHAIIC)KHOCTH.

[IpoBenen aHanmu3 pe3ynbTaTOB OOCHEIOBAHMUS TPYIIbl  MAIUEHTOB C
npyrumu Bapuantamu 46, XY nHapymenus gopmupoBanus nosa (N = 20). Bee
MalKUeHThl JAHHOW TpYINNbl UMEIU TECTUKYJISIPHbIE TOHAAbl M HE3ABEPIICHHYIO
MaCKYyJIMHU3AIMIO HAPYKHBIX MOJIOBBIX opraHoB. O0OciieioBaHNEe TPOBOJAMIOCH B

COOTBETCTBHUM C anroputMoMm nuddepernuanbaor  auarnoctukun  HOII,
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00yCJIOBJICHHBIX HapylleHHeM OMOCUHTe3a U AelicTBusi annporenoB (ESPE code
4B.2). ®deHOTHNHMYECKAs XapaKTEPUCTUKA HAPYKHBIX TCHUTAJIUIN IalUCHTOB
JAHHOM TpyNmbl BKIIOYajga B c€Osl MOIIOHOYHYIO TMIIOCHAIUI0 B COYETAHHUU C
JIBYCTOPOHHUM KPUNITOPXU3MOM — y IBOUX, OTHOCTOPOHHUM KPUITOPXU3MOM - Y
YEeTBEPHIX, MEHOCKPOTAIBHON TpaHCMO3UIMEH — y ABoux aeteil. OcranbHble 12
MaJbYMKOB UMEJIU W30JMPOBAHHYIO MOIIOHOYHYIO runocnaganto. CpeaqHuii 00beM
CKPOTAJIbHBIX SIMYEK y MaJbUMKOB JTAaHHOW Tpymnmbl coctaBun 1,7+0,5 mu mo
JaHHBIM opxuometpuu, 0,64+0,25 M1 IO TaHHBIM yJIBTPA3BYKOBOT'O UCCIEI0BAHUS
U HE UMEJI CTaTUCTUYECKH JIOCTOBEPHBIX pa3IMUUil C KOHTPOJIbHBIMH
nokasaremsimu — 2,3+20,46 ma (p = 0,07) m 0,68+0,18 ma (p = 0,96)
COOTBETCTBEHHO. OOBEM  MaxOBbIX  SIMYEK, ONPENEISIEMbIi  METOJAO0M
YJIBTPA3BYKOBOTO HCCIENOBaHUS, ObUT H0CTOBEpHO MeHbIe -0,26+0,05 miu (p <
0,01). Jlnuaa mooBoro wieHa coctaBuia 2,5+0,53 ¢m u Obuta menee (— 2 SD) y 9
JeTen, To ecTh 45% ManbYMKOB UMEIU MUKPOIICHHC.

['opMoHanbHOE 00CIeA0BaHME MAJbYUKOB C MOILIOHOYHOW TUIOCTIAIUEH
HAYMHAIM C OOIIEOCTYIMHOIO KOMIUIEKCA PENpPOAYKTHBHBIX TOPMOHOB:
TOHAJOTPOIIMHOB M TECTOCTepoHa. Bce nerm wuccnenyemMol TpyIIbl UMENIH
3HAYEHUs] TOHAJOTPONMHOB, COOTBETCTBYIOIIME pPEPEPEHCHOMY HHTEpBAILy H
NOKa3aTel TECTOCTePOHa B AMarna3oHe ot 4 HMoub/1 10 10,7 umomns/n (Tabiuia
12). Tloka3aTenu TecTOCTEpOHA BbIlIe pe)epPeHCHOTO Jrana3oHa OMpeACICHbBI Y
4-x pereii. B aTHX ciywasx mnpoBoawsiM Au(pdepeHIUaNbHYI0 IUArHOCTHKY
MeXAy nepuepuyecKuMU BapUaHTAMU HApPYIIEHUN CeKpeuud | JeHCTBUS
aagporeHoB. C mnenbto  uckimoueHuss HDII, oOycnopieHHOTo aeduInTOM
dbepmenta SaRD2 MbI ucciaenoBai YpPOBEHb JUTHIPOTECTOCTEPOHA CHIBOPOTKHU

KpOBH C OIIPCACICHUCM COOTHOLMICHUA TCCTOCTCPOH /I[I/IFI/II[pOTeCTOCTepOH.

[Tpu HopManbHOM cootHomeHun — T/JIT'T paBHoM [3 - 25] mpoBoammu JJHK
TMAarHOCTHKY ISt UCKJTFOUCHHUSI CHHJIpOMa nepupepudecKon

HCUYBCTBUTCJIBHOCTH K aHAPOrcHaM. I[I/IaI‘HOS MNOATBECPpAUIICA Yy  ABOHUX
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nanueHToB. Hmwke mnpuBogMM oOmucaHWE OJHOTO U3 JBYX KIMHHUYECKUX
HaO01eHui (4).

Tabmuma 12  KonmeHTpammsi penpoayKTUBHBIX TOPMOHOB B CBIBOPOTKE
KpOBH MariueHToB ¢ 46, XY TECTUKYJIAPHBIM HapyIIeHHeM (GOpMHUPOBAHUS TT0J1a B

nepuoJl MUHU-TTyOepTaTa

IToka3zareinb I'pynma manueHToB ¢ KoHnTposbHas rpymma, p
H®II, n=20 n=40
Me [Q1; Q3] Me [Q1; Q3]
JIT, 3 [1,1;5,1] 3,3 [2,2; 4,1] 0,5
MME/Mmn
OCT, 15 [0,5; 3,4] 0,9 [0,7; 1,2] 0,1
MME/Mmn
TecrocTepon
Oasabmpii, 49 | 391071 | 55 [4,5: 6.2] 0,05
HMOJIB/II
TectocTepon
CTUMYJIMPOBAHHBIH, 13,8 [7,3; 62] - i i
HMOJIB/TI
AMI, 99 [44; 121] 129 [104; 153] 0,001
HI/MII
Nurnbun b, 140,5 [91; 200] 340 [255; 437] 0,0004
r/MJI

[TokazaTenu aHTUMIOJUIEpPOBA TOPMOHA U UHTMOMHA b B rpyImie nmauueHToB ¢
46, XY TecTUKYJISpPHBIM HapylieHHeM (QOPMUPOBAHUS TOJIA UMENU IIUPOKHMA
pa3Opoc 3HAYEHWW W 3aBUCETM OT TEHETUYECKOrOo BapuaHTa HAPYIICHHUS
dbopmupoBanusi mona. Cpeau MaIMEHTOB C HW30JUPOBAHHOM MOIIIOHOYHOM
runocnaguend Huskas KonueHTpauus AMI onpenenena y 67% ManbyuKOB,

HU3KUN ypoBeHb UHTHONHA b —y 58%.

Kimmanueckoe HaOmronenue 4
[TarimeHT A. poamics ¢ JIBONCTBEHHBIM CTPOCHHEM HAPYKHBIX IOJIOBBIX
OpraHoB, TOJI TIPH POKJICHUU HE ompeaelieH. [Ipu ocMoTpe B poAMIBHOM JOME B

mpaBol  JaOMOCKPOTANIBHOW  CKJIaAKe oOHapyxkeHo suuko. [IpoBeaeHo




98

kapuoTunupoBanue - 46,XY. Ha ocHOBaHMM OIpeAeleHHUs TE€HETUYECKOTO H
TOHAJIHOTO TM0Ja, peOeHOK OBbUT 3apEerucCTPUPOBAH B MY>KCKOM TI'PakKJIaHCKOM
nosie.  BmepBele oOcnemoBan B Bo3pacte 3-x wMecsneB. [IpaBoe sSUYKO
00HaApY»KEHO B pacHICIJICHHON MOIIIOHKE, JICBO€ - B MAaXOBOM 00JACTH; MOJOBOM
yieH JiuuHOM 20 MM, KaBEpHO3HBIE TEJIa PA3BUTHI IUIOXO — MUKPOIICHHC;

OTBEPCTUE YPETPBI OTKPBIBACTCS MEKIY JIUCTKAMHM PACHICITIEHHOWM MOIIOHKH

(pucynok 17).

Pucynok 17. BHewnuil Bua HapyHbIX T€HUTAINN NalMeHTa A.

[Ipu ynbTpa3ByKOBOM UCCIIEJOBAaHUU: IPABOE SIMUKO B MOILIOHKE, 21X7,5 MM,
o0vemom 0,62 mit. JleBoe SIMUKO ompezesnsieTcss y BHYTPEHHEr0 KOJblla MaxoBOro
kaHana 18x7,2 MM, o0bem - 0,49 mu. [lpunaTtkn BU3yaaIu3UPYOTCS OTYETINBO. B
MOJIOCTU Majoro Ta3a BU3yalM3UpOBaHA MpEICTAaTeNbHas Kele3a, C YETKUMH,
pOBHBIMH KOHTypamu 9x6,5x7 ™M JlepuBaTel MIOIIEPOBBIX MPOTOKOB
OTCYTCTBYIOT.

[IpoBeneno ropmonansHOe obcnenoBanue: JII' — 2,7 MME/mn, ©CI' — 1,3
MME/mi, Tecroctepon — 8 HMoub/T M30bITOYHAS KOHIIEHTPAIKs TECTOCTEPOHA B
CBIBOPOTKE KpPOBH MOXET ObITh BbI3BaHa JepuuutoMm ¢pepmenta SaRD2 mubo
HapyIICHHEM YyBCTBUTEIHLHOCTH NepUEepUUECKUX TKaHEH K aHaporeHam. [lis

UCKITIOUEHUS nedurmra 50RD2 MBI OTIpeICIIUIN coJIepKaHue
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JTUTHIPOTECTOCTEPOHA B CBHIBOPOTKE KpoBH - 1,2 HMOJB/J, COOTHOIICHHE
Tecroctepon / JuruaporecroctepoH — 6,7, 4TO COOTBETCTByeT Hopme. Ha
OCHOBAHUHU MPOBEJICHHOTO OOCIEIOBaHMS MPEANOIOKUIN Haluyue y peOeHka
CUHJpPOMAa HEUYBCTBUTEIBHOCTM K aHAporeHaMm. B TedyeHue 3-X HeAelb
MPOBOJUIOCH MECTHOE JICUCHHE TelieM AUTHUIPOTECTOCTEpPOHA, Ha (hOHE Yero
OTMEYAJIOCh HE3HAUMUTEIIbHOE YBEJIMYEHUE JUIMHBI MOJIOBOro ujieHa ¢ 20 mo 24
MM, ciabas peakiysi CO CTOPOHBI KaBEPHO3HBIX Tell. JIMarHo3 moATBEpKIeH MpH
MPOBEICHUH  MOJICKYJISIPHO-TEHETUYCCKOTO HCCIIEJOBAaHUS B JIaOOpaTOpHH
OTACJIEHUS] HACIEACTBEHHBIX JHAOKpUHONATU PI'Y ODHIOKPUHOIOTHMYECKOTO
HAy4HOTO IeHTpa (3aB. Jaboparopueit 1.M.H., mpodeccop A.H. Trombmnakon), T.
Mocksa. Metonom [ILIP u mocnenyromero npsiMoro mpsiMOro CEKBEHUPOBAHUS
MPOBEJAEH AaHAIW3 HYKICOTHUIHOW TMOCIEA0BATEIbHOCTH 53K30HOB [-8 u
MPUMBIKAIOIIUX Y4acTKOB MHTPOHOB reHa AR. I[lpu cexkBeHupoBanuu 3k30Ha 1
BBISIBIIICTCS BOMHAs 3aMeHa B KojoHe 21: G21X m G21R, 9ro mpu kapuoTurne
46 XY MOXeT ObITh OOBSICHEHO COYETAaHWEM TOYKOBOW MyTallUM W AYTUIMKAIIAU
reHa AR. COBOKYIHOCTh JJAaHHBIX KJIMHUYECKOTO M MOJICKYJISIPHO-T€HETUYECKOTO
WCCJICIOBAHUIM TO3BOJIMJIA YCTAaHOBUTH y marueHta ¢ 46, XY HapymieHuem
dbopMHpoBaHUS  TI0JIa CHHAPOM  TapIUAIbHOW  HEYYBCTBUTEJIBHOCTU K
aHJPOTECHAM.

B naHHOM KIMHHYECKOM HaOMIOJeHUH OOcCieoBaHHE MallMeHTa B TIEPHO/T
MUHH-ITyOepTaTa MO3BOJIMIIO BBISIBUTH BHICOKUM YPOBEHb TECTOCTEPOHA, TPOBECTU
mudpepeHInanbHyl0 IUAarHOCTUKY MEXIy AeUUUTOM S-0-peayKTasbl-2 U
CUHAPOMOM PE3UCTEHTHOCTH K AaHAPOT€HAM, OIEHUTh PE3yIbTaThl MPOOHOTO
TOPMOHAJIBHOTO ~ JICUCHMS,  CIUIAHUPOBAaTh  MPOBEACHUE  MOJEKYJISPHO-
TeHETHYECKUX HCCleNoBaHuii. B uTore, ropMoHansHOe 00CIe0OBaHUE B TIEPUOS
MOCTHATAIIbHOW AaKTUBHOCTU TIOJIOBBIX JKeJie3 CIIOCOOCTBOBAIO BEpHU(PUKAINH
TOYHOTO MOJICKYJIIPHO-TEHETUYECKOTO JIMarHo3a, IMO3BOJIWIO OMPEACTUTh IOJ
BOCITUTAHUS U JAITBHEHIIYIO TAKTHKE JICUCHUS peOCHKA.

O6o00mIass moJiydeHHbIE JaHHBIE, ObLJIO OTMEUEHO, YTO TOPMOHAIBHBIN

HpO(I)I/IJ'H) IIanucHTOB C mnocnazu/leﬁ n I[BOP'ICTBGHHBIM CTPOCHUCM HAPYKHBIX
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MOJIOBBIX OPraHoB B TEpUOJ MHUHHU-TIyOepTara COOTBETCTBOBAJ BapHaHTY
HapylieHuss (opmMupoBaHMs T1ojda. Tak, y TMalMeHTOB C HapylleHUEM
mudGepeHIIMPOBKM TOHAJl OTMEYAJOCh MOBBIIICHHE YPOBHS TOHAJOTPOIMHOB,
CHI)KECHUE KOHIICHTPAIlUU TECTOCTEPOHA, PE3KOE CHIKEHHE aHTUMIOIIJIEPOBA
ropMoHa W uHruOuHa b. VY mnanmueHTOB ¢ HapylieHueM Mepudepuyeckoro
JCHCTBUSL aHAPOTEHOB — HOpMalibHas JHOO TOBBINICHHAS KOHIICHTPALIHS
TECTOCTEpOHA, HU3KKE MOKa3aTeIu aHTUMIOJUIEpOBa TOpMOHa ¥ MHrMOuHa b.

B wurore, pe3ynbraThl MOCTHATAJIBHOTO TOPMOHAJIBHOTO OOCIIEIOBAHHUS

narueaToB ¢ HOII mo3sonmnn:

1) OLeHUTh COCTOSTHUE TECTUKYJI JO TPOBEACHHS HX MOPQPOIOTHYSCKOM
OLICHKH, OMPEAEIUTD aITOPUTM JaJbHEUIIIETO JUAarHOCTHYECKOTO MTOMCKA;

2) Omnpenenuth  00bEM  MOJICKYJIIPHO-TEHETHUCCKUX  MCCIICOBAHUH,
HalpaBJICHHBIX Ha BepU(UKAIMIO JHarHo3a, BBIOOP T0JIa, MPOTHO3

IIOJIOBOI'O pa3BHUTHA.
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I'JTABA 4. IIOJIOBOE PA3BUTHUE 3JOPOBBIX MAJIBUUKOB U
[MALIMEHTOB C BPOXJIEHHOU ITATOJIOT MEH ITOJIOBOM CUCTEMBI

4.1. ITos10BO€E pa3BUTHE 310POBbIX MAJIBYNKOB

C 1969 roma m 40 HAacTOSAWIErO BPEMEHHM B KIMHUYECKONM NPAKTUKE
UCIIOJIB3YETCSl €IMHAs MEXJAYHapoJiHas CHUCTEMa OILIEHKH (PEHOTUIMMYECKHUX
npu3HakoB mybOeprata no craausm Tanner [Marshall WA, Tanner JM, 1969].
YeTko ycTaHOBIEH (PU3UOJOTHYECKUI JHANa30H CPOKOB MHUIIMAIMU MyOepTaTa
U KpUTEpPUM OLICHKM MAaTOJIOTUU IOJIOBOTO pa3BuTHs. Ha mpakTuke, CiI0XHO
OLICHUTh TMapIHalbHBIE HapylieHus mybeprara. Hampumep, HepaBHOMEpHOE
pa3BUTHE TECTHKYJ, HEJOCTAaTOYHBIM POCT IOJIOBOTO YJIEHA, HECOOTBETCTBHUE
TOPMOHAJIBHBIX TOKa3aTejaeil KIMHUYECKOM CTaguM MOJIOBOTrO pa3BuTus. s
OOBEKTUBHOM OIIEHKHU TAKUX COCTOSIHUI HE0O0Xo/MMa pa3paboTka pedepeHCHOro
UHTEpBaJla 3HAYEHUM /i1 KIMHUYECKUX M JIabOpaTOpPHBIX IOKazaresnen
nyOeprara.

PedepencHble  3HaueHus, NpUMEHsEMble Ui  OLEHKH  (PYHKIHUU
TUIIOTAIaMO-TUTIO(PU3aPHO-TOHAHON CUCTEMBI, JOJDKHBI YUYUTHIBATh BO3PACTHOM
XapakTep aKTUBHOCTH IEHTPAIBHBIX M TepuepuvecKnx SHIOKPUHHBIX KENes,
CTaJIMIO MOJIOBOTO CO3pPEBaHUS, WHIUBUAYalIbHbIE OCOOCHHOCTH (DU3MUECKOTO
passutus [Brook CG, Brown RS, 2008; Melmed S, Polonsky KS, 2011]. Kpome
TOTO, YpPOBEHb IIOJIOBBIX TOPMOHOB HMEET JTHHYECKHE U PETHOHAIbHBIC
OCOOEHHOCTH, TIOITOMY pa3pabOTKa COOCTBEHHBIX  pedepeHCHBIX 3HAYCHUN
HeoOxoauma it d(PQPEKTUBHOW  OLIEHKM  pPE3yJbTaTOB  T'OPMOHAJIBHBIX
VCCIICIOBAaHUM.

B pamkax npoBeneHus npoduIaKTHUECKUX U JIUCIAHCEPHBIX OCMOTPOB B
nosuknuHukax T. CaparoBa mnpoBefeHa oleHka mnosioBoro passutus 300
MPAKTUYECKUA 30pOBBIX MaIbuuKOB 11 — 15 ner. OueHka mojJoBOro pa3BUTHS

OblJIa MpoBeAeHa B paMKax MPOPUIAKTUYECKUX U AUCHAHCEPHBIX OCMOTPOB B
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JNETCKUX mnojukiauHukax 1. CapatoBa. CormacHo kputepusMm Tanner,
OLICHUBAJIUCh CTEICHb Pa3BUTHSA HApPYKHBIX I0JOBBIX opranoB (Gl - Gb5),
oBojioceHue yodka (P1 — P5). Bcem manpumkam ompezeneH o0beM TOHAJ HpU
nomoum opxuaomerpa [Ipanepa, npoBeieHa reHUTOMETPHUSL.

C 1enpl0 CTaTUCTUYECKOTO aHaIM3a pe3yJbTaTOB OPXUOMETPUU U
TeHUTOMETPUU ACTH OBLIM pa3leleHbl Ha 5 MOATrPYIIN COOTBETCTBEHHO CTaIuU
I0JIOBOTO pa3BuTus. PacmpeneneHue MajabuMKOB IO BO3pacTy U CTaausAM
MIOJIOBOTO PA3BHUTHsI MPECTaBIeHO B Tabmuie 13.

Tabnuma 13 Pacnpenenenue rpymnmnsl 3J0pPOBBIX MAIBYUKOB IO BO3PACTy

COOTBCTCTBCHHO CTAaAWAM IIOJIOBOI'O pa3BUTHUA

Cragus Bospacr, ner Yucio
IIOJIOBOT'O Me [Q1; Q3] neren
pa3BUTHUA

Gl 10,8 [10,2; 12] 60
G2 12 [11;12,6] 80
G3 14,2 [14; 14,6] 80
G4 14,7 [14,3; 15,3] 60
G5 15,3 [14,9; 15,7] 20

Cpennuii cpok Havayia myoeprara y 340pOBbIX MaJIbUUKOB cocTaBui 11,3+0,8
aet. K 12,5 rogam npusHaku mHuUManuu nyoeprara umenu 75% manbunkoB. K
14 romam 3aBepiieHHBIN myOeprar uMenu 5% 370poBbIX jAeTeil. PasButue
HapyXHBIX TeHUTaNui, cooTBeTcTBYyIomiee craanu G4, umenu 59%, cragus G3
onpezaeneHa y 33%. Jlumb 3 % manpuukoB K 14 rogaMm MMeENH CTaauio MOJIOBOrO
passutus G2.

Haunbonee 0OOBEKTUBHBIM TOKa3aTeleM HWHUIUALIUU U TPOrpecCUpOBAHUs
nyOeprara siBisieTcsi 00beM ronajl. Mcnomnab3yst METoA CUTMalbHBIX OTKJIOHEHUH,
MbI pacCUMTAIN IUANA30H 3HAYEHUH 111 00beMa TOHaJ Y 3/I0POBBIX MAJIbYUKOB B
3aBUCUMOCTH OT CTaJIMU TI0JIOBOTO pa3BuTHs (Tabmuia 14).

IIpu onieHKE HAPYKHBIX TE€HUTAIMNA Yy MajJb4MKOB MPOBOJMIOCH U3MEPEHUE

JJIUHBI IIOJOBOI'O YJICHA. I[I/IaHaSOH 3HAUYEHUM HJAHHOIO II0Ka3aTeis C YU4€TOM
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CUTMaJIBHBIX OTKJIOHCHH Tpe/icTaBlieH B Tabimiie 15. CpenHuii Bo3pact mybapxe
y 370pPOBBIX MajibuukoB coctaBwi 12,3+0,7 ner. K 14 romam craauio P4 1o
Tanner umenu 35% nerer, craguro P3 — 49%, ctamguro P2 — 11%. Jlumbe 5%
YETHIPHAAIATWICTHUX MAJTBYMKOB HE UMENIH JIOOKOBOT'O OBOJIOCEHHS.

Tabmuma 14 OO6beM roHaj y 3I0pOBbIX MaJIbUMKOB B 3aBUCUMOCTH OT CTaJ U

ITOJIOBOI'O Pa3BUTHA, MJI

Cragus OO0BeM roHaj, MiI
II0JIOBOTO
pa3BHUTHS
M- 20 M- 1o M M+ 1o M+ 20

Gl 2,8 3,15 3,5 3,85 4,2
G2 4,8 5,2 5,6 6,0 6,4
G3 8,5 11,5 14,5 17,5 20,5
G4 13,8 16,9 20 23,1 26,2
G5 15,2 17,6 20 22,4 24,8

M — CpCOAHCC, O — CPCAHCC KBAAPATHIHOC OTKIOHCHHUC

CTaauu I10JOBOI'0 pa3sBUTUA, CM

Tabmuma 15 JlnuHa MO0BOTO YjieHa 3I0POBBIX MaJIbUMKOB B 3aBUCHUMOCTH OT

Cranus JIrHa TI0JIOBOTO YICHA, MJI
[IOJIOBOTO
pa3BUTHS
M-2c M- 1o M M+ lo M+ 26

G1 3,4 3,8 42 4.6 5,0
G2 3,7 47 5,7 6,7 7,7
G3 42 5,7 7,2 8,7 10,2
G4 4.4 6,2 8 9,8 11,6
G5 7,0 8,4 9,8 11,2 12,6

M — cpenHee; 6 — cpeHee KBapPaTUYHOE OTKIOHCHHUE

nabopaTopHoOe

['opmonasibHOE  0OcCEeA0BaHMeE,

o0cie10BaHuE

neTeil  ObUIO  TOJTy4YEeHO.

BKJTIOYAIOIIEE  ONPEACICHUE KOHIECHTPAIMH
TOHAJIOTPONTMHOB W aHAPOTCHOB B CBHIBOPOTKE KpoBH, ObUT0 mpoBemeHo 100
Manmpunkam 11 — 15 ner. UHpopMupoBaHHOE coTyiace POIUTENIeH HAa OCMOTP U

Pacnpenenenne
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MAJIbYMKOB 110 CTaAusaM II0JIOBOTO Ppas3sBUTUA AJII OHCHKMU TOPMOHAJIBHBIX

nokaszaresiei rmpejcTaBiieHo B Tadmule 16.

Tabnuma 16 Pacnpenenenue 310pOBBIX MATIBYMKOB TI0 BO3PACTY U CTAUSIM

ITOJIOBOI'O Pa3sBUTHS IIPHU IMIPOBCACHUN T'OPMOHAJIBHOT'O O6CJICI[OB&HH}I

[Tepuon

[TyGepraT

Cragus
I10JIOBOT'O
pa3BHUTHS

Gl

G2

G3

G 4-5

Yucno
neTen

20

20

30

30

B PE3YIbTATC CTATUCTHYCCKOI'O aHalln3a pe3yJIbTaTOB TI'OpMOHAJIBHOI'O

o0cie10BaHus

MaJIbYUKOB

YCTaHOBJICHBI

pedepeHcHbie

IIOKa3aTcIn

KOHIOCHTPpAIlMK T'OPMOHOB CBIBOPOTKH KpPOBH JIA K&)K,Z[Oﬁ CTaaruH II10JIOBOI'O

pa3BUTHSL.

3HAYCHUH ¢ ypoBHEM HajiexxHoCTH 95% (Tabmuma 17).

3a pedepeHCHbId AMana3oH MPUHAT JIOBEPUTEIbHBIA HHTEpPBAI

Tabmuna 17 Tlokazatenu penpoyKTUBHBIX TOPMOHOB Y 3/I0POBBIX MaJIbYHKOB

11 — 15 neT B 3aBUCKMOCTHU OT CTaJUU MOJ0BOro pazsutus, A1 95%

[Toka3zarenn Crasuu nonoBoro pa3Butus 1o TaHHepy
Gy G2 Gs Gus
JIT, MME/Mn [0,5-1,6] [1,4-3,2] [2,7-5,1] [1,1-3,5]
@OCT", MME/mn [0,2-1,5] [2,3-4,3] [0,7-2,1] [0,8 -2,0]
TecToctepoH o0,
HI/MJT [0,5- 0,8] [1,6 —3,4] [4,0—8,8] [6,3—11,8]
HMOJIB/JT [1,7-2,8] [5,4 —11,5] [13,6 - 29] [21 - 40]
Tecrocrepon
CcBOOOIHBIH, IIT/MI [0,5-1,4] [3,2-12,5] [15,8 — 24] [17,3 - 34,8]
["CTIII, [19-51,4]
HMOJTB/TT
JTA-S, [0,65-1,8] [1,4-2]
MKT/MJT
AHIPOCTEH/INOH, [0,7-1,7] [1,5-2,1]
HT/MJT
JIUTHIpOTECTOCTEPOH, [335 - 873] [604 - 984]
TIT/MJT
WNurubun b, [120 - 142] [175 - 205] [186 - 250]
TIT/MJT
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Pedepencupie wWHTEpBajabl KOHIICHTPAIMKA PENPOMYKTUBHBIX TOPMOHOB,
MOJTyYeHHBIE MPU 00CJIeI0BaHUH 370POBBIX MaJIbYUKOB MTOJPOCTKOBOTO BO3pACTa,
ObUTM HCIOJIb30BaHbl MPU OILICHKE COCTOSIHUSI PENPOAYKTUBHOM CHCTEMBbI
namueHTos ¢ BIIIP, gusa MAATHOCTUKU  TUINOTOHAJIOTPOIIHOTO U
TUIIEPTOHAIOTPOITHOTO TUIOTrOHaau3Ma. Bepudukamus mnaToJIOTHHd IOJIOBOTO
pPa3BUTHS OCHOBBIBAJIACH HA COTIOCTABIICHUN KIMHUYECKUX MPU3HAKOB MyOepTaTa

N COBOKYITHOCTHU T'OPMOHAJIBHBIX W3MECHECHUM.

4.2 TlosioBOe pa3BUTHE MAJIBYUKOB ¢ KPUIITOPXU3MOM
4.2.1 KinHn4ecKasi ¥ TOPMOHAJIbHASL XaPAKTEPHUCTHKA MAJIBYUKOB C

KPHUIITOPXHU3MOM B IIEPHO/I MOJI0BOI0 PA3BUTHA

B mnocnennue roxapl 00JbIIOE KOJMYECTBO PabOT MOCBSIIEHO H3YYEHUIO
PENPOAYKTUBHOM CHCTEMBbl MAallMEHTOB ¢ KpunropxusmMoMm. Ilpu oreHke
CIIEpMOTpaMMbl HM3KHE MOKazaTedu (PEepTHIHLHOCTH OOHapyxuBaroTca y 48%
MYX4YUH C OJHOCTOPOHHUM M y 78 — 80% MyX4YuH C JABYCTOPOHHHM
kpunropxu3smom [Hadziselimovic F., Hoecht B., Herzog B., Buser M, 2007,
MopozoB JIA ¢ coast., 2007; ITumenoBa E.C., 2010]. Takue mnoxa3zarenu
MOCIYKWJIA OCHOBAaHUEM JIJIsl MPOBEACHUS UCCIIEIOBAHUI B JIETCKOM BO3pacTe ¢
[EJbI0 BBISICHEHUS] MPUYUH WH(EPTUIBHOCTH U YIYUYIICHUS PENPOIYKTUBHOIO
NMOTEHIIMAJIAa TMAIMeHTOB C KPUOTOPXU3MOM. MHOro paboT MOCBSIIEHO
HEO0OXOMMOCTH paHHEro MpoBeaeHus opxuonekcuu [Trsinar B, Murave UR,
2009]. Ognako pe3ynbTaThl MPOCIEKTUBHOIO MHOTOIIEHTPOBOTO HCCieaoBaHus F
Hadziselimovic , B Herzog, MW Buser, B Hoecht, 2007 r moka3amu, 4TO
CBOEBpPEMEHHAs OPXMONEKCHUSI HE SBISETCS JOCTATOYHBIM YCIOBUEM Oynylieu
dbepTibHOCTH. [[MCKyccUM O MPUMEHEHUH TOPMOHAIBHOW Teparuu JJIsl JISYCHUS
KPUIITOpXH3Ma TPUBEIH K J0Ka3aTelbCTBY e€ HeaddexktuBHocTH [Ritzen EM,
2008]. IloayuyeHsl DOCTOBEpHBIC JaHHBIC O OWJIATEPATBHOM IMMOPAKECHUU SHUYCK

npu  ogHOcTOpoHHeM Kpunrtopxusme [Hadziselimovic F, Hoecht B, 2008].


http://www.ncbi.nlm.nih.gov/pubmed?term=Hadziselimovic%20F%5BAuthor%5D&cauthor=true&cauthor_uid=18401814
http://www.ncbi.nlm.nih.gov/pubmed?term=Hoecht%20B%5BAuthor%5D&cauthor=true&cauthor_uid=18401814
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ABTOpBI paboT, OMYyOJMKOBAHHBIX 3a TMOCJEIHEE MAECATUJIETHE, OOpaIlaioT
BHUMaHUE Ha MHOrooOpazue MpUYMH KpPUOTOpPXHU3Ma,  CTaBAT BOIPOC O
HEOOXOJMMOCTH pacCMaTpUBAaTh KPUNTOPXHM3M KaK CHUMITOM BPOXKICHHOM
IaTOJIOTHH PENpoayKTUBHOM cuctemsl [Salenave S et al., 2007; Ferlin A et al.,
2008; Gottlieb S, Rey RA, Malozowski S, 2009; Bouvattier C, 2011; Bay K,
Main K, 2011; Sarfati J et al., 2012]. IIpoBemeHbI >KCIEPHUMEHTAILHBIC
UCCIIEIOBaHMsI, MOATBEPAUBLINE pOJb TOHAJAOTPONMHOB M aHAPOTEHOB B
BO3HUKHOBeHWHU KpunropxusMma [Svechnikov K, 2010; Yuan, 2010]. Omgnako
UCCJIEIOBAHUM, XApaKTEPU3YIOIIUX MEPUOJ IOJOBOIO Pa3BUTUS MAIbUYHUKOB C
KPUIITOPXU3MOM, JIO HACTOAILIEr0 BPEMEHUW HE IPOBOAMIOCH. MOHHMTOPHUHT
MOJIOBOTO  pPAa3BUTHA HEOOXOAMM [UISl BBISIBJIEHUS M MPOTHO3UPOBAHUSA
cyOpepTunpHOCTH M O€cIyiogusi TMpH  KPUNTOPXHU3ME, a Takke Ui
CBOEBPEMEHHOM KOPPEKIMH 3a00JI€BaHUN PEPOTYKTUBHON CUCTEMBI.
[IpocniekTuBHAs OIleHKa MOJOBOTO pa3BuTUsS Oblna mpoBeneHa y 70

MaJb4MKOB, OIEPUPOBAHHBIX II0 MOBOJY KPUIITOPXW3Ma, NPU JOCTUKEHUU HMHU
Bo3pacta 11 — 12 ner u NosiBAEHUM NEPBBIX MPU3HAKOB MHULMALIMU ITyOepTara.
PesynpraTel XUPYPru4ecKoro JICYECHHUSI ObUIH pacUEHEHBI KaK
YIOBJIETBOPUTENIbHBIE: HU3BEICHHOE SIMYKO HAXOAWIOCh B MOIIOHKE, HMEIIO
XapaKTEPHYIO 3JIACTUYECKYI0 KOHcUcTeHIuIo. Mckntouenue cocraBuiu 4 (5,5%)
NALMEHTa C JBYCTOPOHHUM KPUIITOPXU3MOM, Y KOTOPBIX OTMEYaJIach TUIIOIIA3Us
ronazg (o0vem menee 2,8 mi, T.e < - 2 SD ana mpemybGepratHoro Bo3pacTa ) B
COUETAHUU C UX BBICOKMM pACIIOJIOKEHUEM Yy KOpPHA MOIIOHKH. MOHUTOPHHT
IIOJIOBOTO PA3BUTHA MaJbYMKOB IIPOBOJAWICS HAaMHM B TedeHHEe 4-X JeT.
OxoHyaTenbHasl OLIEHKA PENPOAYKTUBHOM CHCTEMbl OOCII€JOBAaHHBIX JeTel
npoBefieHa B Bo3pacte 15 — 16 ner. PacnpeneneHne NanveHTOB Ha TPYIIIbI
VCCJIEIOBAHMSI POBEAEHO HA OCHOBAHUU CIEAYIOIINX KPUTEPHEB:

1) popma kpunTopxuzMa: OJHOCTOPOHHUM / TBYCTOPOHHUN KPUITOPXU3M;

2) ypOBEHb 3aJepKKHU SUUKA: MaxoBas / abJoOMHUHAIbHAs 3a/1€PIKKa;

3) Hannuue npu3HaKOB CIOHTAHHOIO MyOepTaTa Mpu JOCTHXKEHHH BO3pacTta

14 net: puzmonornueckuii myoepTat / 3aaepxka monosoro pazputus (3I1P).


http://www.ncbi.nlm.nih.gov/pubmed?term=Ferlin%20A%5BAuthor%5D&cauthor=true&cauthor_uid=19017913
http://www.ncbi.nlm.nih.gov/pubmed?term=Gottlieb%20S%5BAuthor%5D&cauthor=true&cauthor_uid=19351939
http://www.ncbi.nlm.nih.gov/pubmed?term=Rey%20RA%5BAuthor%5D&cauthor=true&cauthor_uid=19351939
http://www.ncbi.nlm.nih.gov/pubmed?term=Malozowski%20S%5BAuthor%5D&cauthor=true&cauthor_uid=19351939
http://www.ncbi.nlm.nih.gov/pubmed?term=Sarfati%20J%5BAuthor%5D&cauthor=true&cauthor_uid=20389090

107

PacrnipeneneHre NanMeHTOB B COOTBETCTBUU C YKa3aHHBIMH KPHUTCPUSIMHU
npeacTaBiieHo B Tabmuie 18:
Tabnuna 18 PacmpenerneHue maueHTOB B 3aBUCUMOCTH OT (DOPMBI

KPHUIITOPXU3Ma H YPOBHA 3aACPKKHU ANIKA

Hanuune ®opma 3a0051€BaHUS Bcero
nybeprara OpHoCcTOpOHHMM JIBycTOpOHHUI
KPUIITOPXHU3M KPUIITOPXHU3M
n=45 n=25
ITaxoBas bpromnas ITaxoBas bpromnas
3aJlepiKKa 3aJlepiKKa 3aJlepiKKa 3aJlepiKKa

Aoc. % Aoc. % Aoc. % Aoc. % | Abc.| %

TlyGeprat 30 | 43 12 [17 | 8 | 114 | 2 28 | 52 | 74,3

311P 3 4,3 0 0 13 18,6 2 28 | 18 | 257

Bcero 33 47,3 12 17 21 30 4 5,7 | 70 | 100

Kak BugHO W3 TaOaMIIBI, CpEeld MAJIBYMKOB C KPUITOPXU3MOM IMPeodIagaiu
MAIMEHTHI ¢ TAXOBOU 3a7IepkKoil TecTukyn (77,2%): onHocroponuneit - 47,1 % u
nByctoponHeit - 30 %. AOmoMUHANBHYIO 3aJ€p>KKy TeCTUKyn umenu 22,8 %
MaJb4YMKOB, U3 HUX JIUIIb 4 nanueHTa (5,7%) ¢ IBYCTOPOHHUM KPUITOPXU3MOM.
[Tomassitoriiee OOTBIIMHCTBO MAIIMEHTOB ¢ OJHOCTOPOHHEW MaxOBOW peTeHInen
Y BCE MAJIbUMKH C OJTHOCTOPOHHEHN OPIOIIHOM 3a/1epKKON AMYKa UMENTH pU3HAKU
CHIOHTAaHHOI'O TOJIOBOTO pa3Butusa. Cpeau Majap4MKOB C  JIBYCTOPOHHEHN
peTeHIMEN TOHAJ CaMOCTOATENBbHYI0 HWHULUALUUI0 U  [POTPECCUPOBAHUE
nyOepraTa MoKa3aJld MEHEe MOJIOBUHBI JeTeil. 3alep:KKa IOJOBOr0 pPa3BUTHUSA
umena mecto y 13 (62%) nmeteit ¢ 1ByCTOPOHHUM MaxOBBIM KPHUIITOPXHU3MOM H Y
JByX W3 4YEThIpeX MNAlMEHTOB C JBYCTOPOHHEH a0JOMHHAIBHOW 3aJepPKKOU
auuek. OneHka pe3ysibTaTOB KIMHUYECKOTO M TOPMOHAJIBHOIO OOCJEeIOBAHMUS

MAIMEHTOB C KPUIITOPXU3MOM ObLJIa IPOBE/ICHA B TPEX TPYIIAX:
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1. I'pynna namueHToB ¢ maxoBbiM KpuntopxuzMoM (11K, n = 38), umeromux k 14
rojilaM Mpu3HaKW MoJoBoro passutud. [loarpynmy A cocTaBUIIM MabYUKH C
onHocTtopoHHel maxoBoi perenuueit ronan (OIIK, n = 30), nogrpynny b —
MaJIbYMKH C JBYCTOPOHHUM MaxoBbIM kpuntopxuszmom (I1K, n = 8).

2. I'pynma mamueHToB ¢ abaoMuHaIbHBIM KpunrtopxusmoM (AK, n = 14),
uMermux K 14 romaMm mnpuszHaku mnojoBoro pasButus. lloarpymmy A
COCTAaBWJIM MaJbYMKU C OJHOCTOPOHHEW a0JOMUHAIBLHON peTeHIMEN TOoHa
(OAK, n = 12), noarpynmy b — pgBa ManpuMka C JBYCTOPOHHUM
aboMuHAIEHBIM KpuniTtopxu3smMoM (JJAK, n = 2).

3. I'pymnma Manp4uKkoB ¢ KPUNTOPXU3MOM, HE UMEIONUX K 14 rogam nmpu3HAKOB
CaMOCTOSITETILHOTO TyOepTaTra, TO €CTh MAIlMEHTHl C 3aJCPKKOU TMOJIOBOTO
pazsutus (3I1P, n = 18). 13 18 manueHToB ¢ 3a7ep>KKOH MOJOBOTO Pa3BUTHS
OIIK B amamuesze wumenu 3 manpumka, JAIIK — 13 mogpoctkoB u JJAK — 2
MaJlburKa.

4. KoHTpousibHYIO IpyIiny cocTaBmin 60 MpakTUYECKH 3JOPOBBIX MATLYMKOB.
IIpu oOcnemoBaHuM  TNAMEHTOB C KPUITOPXU3MOM B IEpUOJ Haudasa

nybeprata (N = 52) cpemHuil BO3pacT MallbuukoB coctaBui 11,5+1,05 ner.

bonsmmnaCcTBO nereii (75%) umenu cpenHue nmokasareian (U3N4ecKoro pa3BUTHS,

To ecth SDS pocra, coorBeTcTBytomee auana3zony [-1;+1]. Tlokazatenmu pocta

HIDKE cpeaHux 3HadeHui [-1; -2] SD onpenenenst y 4 (7,7 %) MalleHTOB; BBIIIE

cpennux 3HadeHuit [+1;+2] — y 9 (17,3 %). Meaunana SDS pocra B mgaHHOM

rpymnme aerei cocrapuia — 0,35 [-0,2; 1,5], meauana SDS uHaekca Macchl Tena —

0,5 [-0,2; 1,25] . Oxupenue BbisiBICHO y ueThipex (7,7 %) manueHToB, AeUIUT

Macchl Tena umenu Tpoe (5,8 %) merei.

B rpynne ManbuuMKOB C MaxOBBIM KpHUOTOpXU3MOM (Tpymnma 1) mpusHaku
WHUIIMAMU myoeprara 3aduxcupoBansl B Bo3pacte 12,08+0,9 net, 4to HE MMeENo
JIOCTOBEPHBIX PA3JIUYUN C TPYIIONA 310pOBbIX AeTel. KOCTHBIN BO3pACT Takke
COOTBETCTBOBAJI MWHUIMauUuU Tmybepratra — 12,2+1,1 ner. IToka3zarenu,
OTPaXKAIOIIUE COCTOSTHUE TOHA/ Y MAJIbUUKOB C KPUMNITOPXU3MOM B TIEpUOJ HavaJIa

ny0Oeprata, npeactasieHsl B Tabnuie 19. Cpennuii o0beM TOHAJBI HA CTOPOHE
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opxuonekcuu y ManbuukoB ¢ OIIK (moarpynna A) cocrasun 4,0 [2,0; 4,8] e’
[Ipu 3TOM 00BEM CKpPOTAJIBHOM TOHaAbl OBLI JOCTOBEPHO OOJbIIE, Kak IO
pe3ysibTaTaM OpXUOMETPUH, TaK U MO JaHHBIM Y 3U U NpaKTUUECKU HE OTIINYAICS
OT 370pOBBIX JeTed. YKe Ha BTOPOH CTaJuu IOJOBOTO pa3BUTHsS HaMH ObuIa
3aMeueHa  acUMMETpUs  TKaHEBOIO KpoBoTOKa roHana. [losBieHue
TECTUKYJSIPHOTO KPOBOTOKa B MOIIOHOYHOM SIMYKE XapaKTEPH3OBAIM 3HAUCHUS
PSV - 6,6 [4,4; 8,4] cm/cex 1 Vm 2,6 [2,4; 5,3] cM/cek. B onepupoBaHHOM SIMUYKe
KPOBOTOK OTCYTCTBOBAJ Y BCEX NAL[MEHTOB.

O0beM rosaj; y MajibuukoB, onepupoBaHHbix 1o nosoay JAIIK (moarpymnmna b),
HE MMEJ JOCTOBEPHBIX OTJIMYMNA OT 340POBBIX AeTeil. OIHAKO ClenyeT NPUHSTH
BO BHMMAaHHE, 4TO OOJIBIIMHCTBO JI€TE€W NaHHOW MOATPYMIbI MOTYYalH JEUEeHUE
XOPHUOHUYECKUM TOHAJOTPOIIMHOM B TPEnyOepTaTHbI MEpPHOJ, 4YTO MOIJIO
NOBJIMATh HAa  H3y4yaeMble IIOKa3aTeld. [EeCTUKYJSAPHBIA  KPOBOTOK  —
HEpPaBHOMEPHBIM, B BUJE JIOKYCOB OINpPEAEISIICA Y BCEX MAIlMEHTOB, UMEIOLIUX
KJIMHUYECKHE TPU3HAKU IOJIOBOTO Pa3BUTHs. YK€ Ha 3TOH cTaauu myodepraTa
OTMEUYEHO YMEHBUICHUE IIOKa3aTeled CKOPOCTH KpPOBOTOKA M TOBBILIEHUE
UH/IeKca nepudepruuecKoro COnpoTUBIIEHUS! OTHOCUTENIbHO KOHTPOJIBbHOU IPYIIIbI
(tabmura 19).

ITokazaremu JII' u TectocTtepona y mamuentoB ¢ [IK moarpynm A u b taxxe
cooTBeTcTBOBaNM |l cTaguu mosoBoro pa3BUTHs M HE OTIMYAINCH OT 310POBBIX
nered. Y BcexX MAlMEHTOB, HUMEIOIIMX T[PU3HAKK TI0JIOBOTO Pa3BUTHUS U
nyOepTaTHBIM ypOBEHb TECTOCTEPOHA, ONPEAEIIIACh KOHLIEHTpalUs UHruouHa b
B CBHIBOPOTKE KpOBU. YpoBeHb MHTHOMHA b y manpunkoB A u b moxarpymnm Obut
HUXKE, YeM Yy 370pOBbIX aeTeid. OJIHaKO JTOCTOBEPHBIE PA3IMYUsl ¢ KOHTPOJIbHOU
TPYNION MoNy4eHbl Todbko B moxarpymme nered ¢ JIIK (tabmuma 20).
OMHOBPEMEHHO CO CHIKEHHEM MHTMOWHA, OTMEUYEHa TEHJEHIUS K TOBBIIICHUIO
nokasaresiei (PoIUKYJIOCTUMYIUPYIOIIETO TOPMOHA.

[Ipu o6cnenoBaHNK MajIbUUKOB ¢ a0JOMUHAIBHBIM KPUITOPXU3MOM B MIEPUOA
WHULManuMu mybeprata ux Bo3pact coctaBun 11,2+0,4 ner. KocTHbl Bo3pact

coorBercTtBoBasl 11,1+1,1 romam. IIpu ocmotpe nererr ¢ OAK (moarpymnma A)
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oOpamano Ha ce0s BHUMaHHE, YTO OOBEM HEONEPUPOBAHHBIX MOIIOHOYHBIX
SUYEK CYIECTBEHHO IMPEBbIIIAN MOKa3aTeau 3I0poBbIX AeTei. [Ipu 3ToM 06bem
HU3BEACHHBIX TOHAJ MO JaHHBIM OPXHOMETPHHM W YibTpacoHorpadum ObLT
3HAUUTEIBLHO MEHbBIIE KOHTPOJIBHBIX ToKazarened (tabmuma 19). Yxe npu
NEePBUYHOM  OOCIICJOBAHUM MAJIbYMKOB OBUIM  BBISIBJICHBI  CTPYKTYpHBIC
W3MCHEHUS TapEHXWMbl HHU3BEICHHBIX TECTHUKYJI M TPHUAATKOB: HApYIICHHUE
mudepeHIUpOBKY  MpUJIaTKa U CKIEPOTHYECKHUE HW3MEHEHHUS TOJIOBKH,
KaJIBIIMHATHI, HApyIIeHUE 3XOTrpaduueckol CTPYKTYpPhl TECTHKYJSAPHON TKaHHU.
duznonornvyeckue myOepTaTHbIE W3MEHEHHS B TAPCHXUME HU3BEACHHBIX
TECTUKYJ OTCYTCTBOBAJIM, KPOBOTOK He ompeneisuics. [lomydeHHbie pe3yabTaThl
OBLTM  pACICHCHHl HaMH KaK THUIOIUTa3usl  a0JOMHHAIBHBIX  SIMYEK U
dbopMHpoBaHrE BUKAPHOU rUNEPTPOGUN KOHTPJIATEPATbHBIX TOHA].

JlanHpie O (YHKIIMOHAIIBHOM COCTOSIHUM TOHAJ] OBLIM TIOJIYy4eHBI Ha
OCHOBaHUM PE3yJbTaTOB TOPMOHAIBHOTO oOcienoBanus. Kak BHIHO W3 TaOIHUIIBI
20, xonnentpauuu JII' u tecroctepona y manpbuukoB ¢ OAK mocroBepHO HE
OTIMYAJINCH OT 3/0POBBIX JeTei. MennaHna TeCTOCTEpOHA HECKOIBKO BBIIIE, YeM
B TpyHOIe KOHTPOJIA, BO3MOXHO, OOYCIOBJIEHa BHUKApHON runepTpoduen
MONIOHOYHOTO simyka. OJIHOBPEMEHHO C 3TUM OBLJIO OTMEUEHO YBEIMYCHHE
KOHIIEHTpAuu  (HOJUTUKYIOCTUMYJIMPYIOIIET0O TOPMOHAa W CHIDKCHHE YpPOBHS
uHrHOMHA b OTHOCUTENBHO KOHTPOJBHOW rpymmbl. KoHnenTpamus naruouna b
Ha JTOM CTaguM TOJIOBOTO Pa3BUTHS OTpPa)kaeT aKTHMBHOCTH Mposudeparuu u
co3peBanue kietok Cepromu. Takum obOpazom, yxe B Hadaine myOeprara y
MaJbYMKOB C OJIHOCTOPOHHEH aOJOMHHAIBHOW 3aJEP>KKOM TECTHKYJ OBLIO
OTIpE/IENICHO CHIDKEHUE (DYHKIMOHAIBHOTO TOTeHIMana kieTok CepTonum mpu

coxpaHHoOU PyHKIMU KIeTok Jlewura.



111

Tabmuma 19 CocrostHue TOHA ] Y MaJIbYHKOB ¢ KPUTITOPXU3MOM B IIEPHOJI Havaa myoeprara,

(cramusa G2 no Tanner), Me [Q1; Q3]

I'pynna [TarreHThI ¢ MaxOBBIM KPUITOPXHU3MOM [TarreHTsI ¢ a0 A0MUHAIBHBIM KPUITTOPXHU3MOM 3110pOBbIC p1 P2
n= 38 n=14 MaJIbYUKH
OJTHOCTOPOHHHUM JIBY- OJTHOCTOPOHHUM nBY-
(A),n=30 CTOPOHHUM (A),n=12 croponanm | KOHTpOJIbHAS
Ha CTOpPOHE Ha 37]0pOBOM (b), n=8 Ha CTOpPOHE Ha 37J0pPOBOU (B), n=2 rpynmna
OpXHOTIeKCUn* CTOpOHE opxuoreKcuu™ CTOpOHE ’
ITokazarenu
V ronaz, cM° 4,0 6,0 6,5 2,2 10,0 3,2 5,6 0,04* | 0,0001*
[2,0; 4,8] [4,0; 6;0] [5,2; 7,8] [1,6;2,9] [8,5; 11] [5,2; 6,0] 0,6 0,003
V roHax, cM° 1,25 3,7 5,2 1,5 10,0 3,0 3,9 0,001* | 0,0001*
(o Y3H1) [0,9; 3,5] [1,3; 4,7] [4,0; 6,4] [1,1;1,8] [8,8; 12,2] [3,6; 4,6] 0,9 0,001
PSV, m|c He 6,6 3,3 He 4,3 He 6,3 - 0,001
OTIPEIEIISIICS] [4,4; 8,4] [2,8; 3,7] OTIPENIEIISIICS [3.4; 4,8] OTIPENIEIISIICS [4,2; 7,1]
Vm, m|c 2,6 2,4 3,1 3,8 - 0,03
[2,4;5,3] [2,1; 2,7] [2,3; 3,3] [3,2; 6,1]
Ri 0,7 0,8 0,8 0,6 - 0,001
[0,65; 0,74] [0,7; 0,85] [0,75; 0,82] [0,5; 0,65]
Pl 1,2 1,1 1,2 1,1 - 0,5
[1,05; 1,4] [1,0; 1,2] [1,1;1,28] [0,9; 1,3]

P1 - BEpOSITHOCTh JO0CTOBepHOCTHU paznuuuil mexxay rpynnamu 11K (A), AK (A) u koHTposibHOI no kputeputo Kpackena-Yomuca;
P2 — BEpOSITHOCTD AocToBepHOCTH pasnuuuil mexay rpynnamu 1K (b), AK (b) u kouTponbHoii o kputeputo Kpackena- Yomnuca
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nybeprara (cragus G2 mo Tanner), Me [Q1; Q3]

I'pynma ITarueHTrI ¢ MaxOBEIM [TanueHTHI ¢ A0 TOMUHAJIBHBIM 310pOBbIE P1 P2
KPUIITOPXHU3MOM KPUIITOPXHU3MOM MaJb4UKH
n= 38 n=14
OJIHOCTOPOHHUM JIBYCTOPOHHUM OJIHOCTOPOHHUM nByctopoHHuUM | KoHTposbHas
(A),n=30 (b),n=8 (A),n=12 (b),n=2 rpynna
[Tokazarenu
JIT, MME/Mn 2,45 1,7 1,4 2,2 15 0,6 0,3
[1,4; 3,0] [1,0; 2,5] [1,3; 1,9] 1,9 [1,3; 1,7]
OCI', MME/Mmn 2,1 3,2 3,4 4,6 2,0 0,02 | 0,02
[1,3;4,1] [2,0; 3,9] [2,7;7,5] 15,8 [1,5; 2,6]
T. o0, 3,7 5,7 8,1 14,5 6,8 0,5 0,8
HMOJIB/TT [2,9; 8,3] [2,4;9,0] [3,9; 11,2] 8,1 [4,7;7,3]
WNurubun b 105 89 94 50 125,5 0,036 | 0,02
[99,7; 136] [69; 121] [66; 127] 72 [120; 134]

pi-value _BeposiTHOCTH paznnunii Mexay rpymnmnamu [TIK (A), AK (A) u koHTposIbHOM 10 KpuTepHio Kpackena-Yosmca;

p2-value — BepositHOCTh paznuunii Mmexxay rpynmnamu [1K (B), AK (B) u koHTponbHO# o kputeputo Kpackena- Yonuica
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Tabmuma 21 CocTosiHME TOHAA U PEACTATENFHOM JKee3bl y MaJIbuUKOB ¢ KpunTopxusmom 14 — 16 ner,
(cramusa G4 no Tanner), Me [Q1; Q3]

I'pynma [TarueHTHI ¢ MaXOBBIM [TareHTHI ¢ a0 IOMHUHATIBHBIM 3110poBbIC P1 P2
KpUIITOPXU3MOM, N= 38 KpUINITOPXHU3MOM, N= 16 MaJIbYUKH
OJIHOCTOPOHHUM JIBYCTOPOHHUM OJTHOCTOPOHHUM JIBYCTOPOHHUM
(A),n=30 (b),n=8 (A),n=14 (), n=2 KonTponpHas
Ha CTOpPOHE Ha Ha CTOpPOHE Ha rpynmna
ITokasare OPXHMOIICKCHH | 3JI0pOBOM OPXHOIEKCHU | 3I0pPOBOM
* CTOpOHE * CTOpOHE
V roHaz, cM° 10,7 18 18 2,0 22,5 8 18,0 0,0003* 0,8
[7,2; 13] [15; 22] [17; 24] [1,7; 3,0] [20; 25] [15; 20] 0.96
V rouan, cm® 7,6 15 14,7 0,9 19,5 4,6 17,5 0,0001* | 0,01
(mo Y3N) [2,0; 9,6] [13,8; 17,2] [13; 16,5] [0,7; 1,2] [17; 22,2] [15; 19,6] 0.8
PSV, m|c 3,7 74 4,6 Tonazms 6,3 4,0 9,2 0,0001* | 0,06
[3,2; 5,0] [4,8; 9,3] [3,6; 6,1] aBackyspuel | [4,4; 7,3] [7,3; 10,7] 0.65
Vm, m|c 2,0 4,5 2,8 3,2 2,3 5,96 0,0002* | 0,01
[1,3; 3,05] [3,3; 6,5] [2,1; 3,2] [2,5; 3,5] [5.4;7,2] 0.5
Ri 0,7 0,7 0,7 0,8 0,9 0,6 0,03* 0,01
[0,6; 0,8] [0,55; 0,8] [0,7;0,8] [0,7;0,8] [0,5; 0,65] 0.5
Pl 1,1 0,9 1,6 1,1 1,6 1,0 0,09* 0,01
[0,8; 1,3] [0,64; 1,1] [1,2;1,7] [1,0; 1,2] [0,9; 1,02] 05
Vmpencrarte- 7.8 10,4 4.2 4.0 13,8 0,0003 0,01
TLHOH [7.2; 8,6] [7,8;13,2] [3,5; 5,3] [11,2; 16,3]
KEIe3bl,CM

p1- value _BepositHocTh paznuuunii Mexxay rpynmnamu [1K (A), AK (A) u koHTponbHOU 1o kputeputo Kpackena-Yomnca;
p2 - value — BepositHOCTh pasimuuuii Mmexy rpynmnamu [1K (B), AK (B) u konTposbHoii o kputepuro Kpackena- Youca




114

Cpenu HaOMIOJAaEMBIX HAMH TAIMEHTOB C JBYCTOPOHHHUM a0JOMHUHAIBLHBIM
KPUIITOPXU3MOM CIIOHTAaHHOE Hayajo myOeprata 3aUKCUPOBAHO JIMIIb Y JIBOUX
(mamentsl Y. u C.). Oba ManpuuMka UMeENM MPU3HAKK Havaia myOeprara B
oObruHbIE CpokH, ¢ 11,5 ner. OgHako 00BEM roHaA HE COOTBETCTBOBAN CTAJAHU
MoJIOBOrO pa3BuTHs. [Ipu u3MeHeHUsIX HapykHbIX Tenutanuii G, mo TanHepy
00BEM TECTUKYN COCTaBIsUT 3 — 3,5 MJI, KaK MO JaHHBIM OPXHOMETPHUH, TaK U IO
nanHeiM  Y3U. KpoBOTOK TeCTUKYJISIpHOW apTepuu ObLT CHUXKEH, TKaHEBBIN
KPOBOTOK He ompenersuics (Tadnuma 19). YpoBeHs TecToCTEpOHAa COOTBETCTBOBAI
CTaJIUU MOJIOBOTO Pa3BUTHSI, 3HAUCHUS JTIOTCMHUZUPYIOIIETO TOPMOHA HAXOIUIIUCH
B JIMana3oHe pePepeHCHOro MHTEpBaia. AHAJIOTMYHO MPEABIAYIIeH MOATPYIIIE,
oOpaiano Ha ce0s BHUMAaHUE MIOBBIIIICHUE nokaszaresnen
bomumKynocTUMYMpytoiiero ropmona — (4,6 MMe/mit u 15,8 MMe/mit) u HU3KHE
KoHIleHTparuu uHruomHa b (50 nr/mn w 72 nr/mn) y namuentoB Y. u C.
cooTBeTcTBeHHO (Tabnwmima 20).

JlanbHeNImuii MOHUTOPHUHT TOJOBOTO PAa3BUTHUS MAJIbUUKOB 3aKIIOYANICS B
JMHAMUYECKOM OIIEHKE IMoKa3arejied (PU3MYECKOro M IOJIOBOTO Pa3BUTHSL.
«Ckauok» pocta Habmonancs B Bo3pacte 13,1+0,96 net u, Kak y 310pOBBIX JETEH
cootBercTBoBas Il cramuu momoBoro passutusi mo Tanner. KoctHelli Bo3pact
COOTBETCTBOBaJ NAaCOPTHOMY Y 89 % MaJlbuMKOB, OTCTABaHWE KOCTHOTO BO3pacTa
He Ooitee yeM Ha 1,5 roga umenu 11% nereid. JmHA MOJIOBOro YjeHAa HAXOOQUIACh
B nuamnasone [-2;+2] SD Ha mpoTsbkeHHe Bcero mepuoja myoeprata. IlosiBieHne
J0OKOBOTO OBOJIOCEHHUSI OBLIO 0TMEueHO B Bo3pacte 12,6+0,48 ner. K 14 romam
ctaauto mosoBoro pazputus G, mmemn 27%, G; — 65%, G, - 8% ManpuuKOB C
MaXOBBIM KPUITOPXH3MOM. B rpymme ¢ aboMUHATBEHBIM KPUTITOPXU3MOM CTAJIHIO
G4 umemu 33,3%, Gz — 58,3%, G, - 8,3% manpunukoB. To ecTh, CPOKH Hayajga u
nporpeccupoBanus  (GEHOTHUMUYECKUX  MPU3HAKOB  TIOJIOBOTO  Pa3BUTHS
MPAKTUYECKU HE OTIMYAIHUCH OT 3JJ0POBBIX JICTEH.

OOpamano Ha ce0s BHMMaHME, YTO IO MEpe MpOorpeccupoBaHus IyOepTaTa
pa3Hulla MeEXIy oObeMaMu ONEPUPOBAHHOTO W  MOIIOHOYHOTO  SIMYEK

yBenuuuBanach. Ha HavanmpHOW cTaaumu mojoBoro pa3Butus (G2) obObem
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3mopoBoro simuka B 1,4 pasza mpeBsiman pereHnuonHoe. Ha cragmm Gz oObem
CKpPOTAJIbHOTO sinuKa ObUT OoJibllle 00beMa HM3BEIEHHOTO MaxoBoro B 1,7 pasa,

HU3BEJICHHOTO a00OMHUHAIBHOTO — B 4 pa3a (pucyHok 18).

25 +
20 -
— 15 +
E. 10 - = \/t-peTeHUNOHHOoEe
p
5 - = \/t-ckpoTansHoe
0 .
Gl G2 G3 G4
Cragusa nybepraTta
A)
25 ~
20 +
— 15 -
S
= 10 - = \/t-peTeHUNOHHOoe
>
5 - - = Vt-ckpoTarnbHoe
0 __- ! ! !
G1 G2 G3 G4
Ctagusa nybeprtarta
b)

Pucynok 18 U3menenne oObema roHaj] y MaJb4MKOB C KPUIITOPXU3MOM B
3aBHCHUMOCTH OT CTaJIMU MOJIOBOTO Pa3BUTHUS: A) IPU OJJHOCTOPOHHEM ITaXOBOM
KpUINTOpXu3me; b) mpu ogHOCTOPOHHEM a0 JOMUHAIBHOM KPUIITOPXU3ME

ITonHas olleHKa COCTOSIHUS PENPOAYKTUBHON CHCTEMBI ITOAPOCTKOB MPOBEACHA
B Bo3pacte 14 — 16 mer mpu moctmwkeHnn Gy CTaAWM TOJOBOTO Pa3BUTHS TI0
Tannepy. Ha 53Toi cTagum NOJIOBOrO pa3BUTHS  OTMEYEHO 3HAYUTEIBHOE
CHIDKEHHE o0beMa  pEeTEHIIMOHHOTO sSIMYKa M yBEJIMYEHHE  pPa3MeEpoB
KOHTPJIATEPAIbHOTO OTHOCHUTENIbHO KOHTPOJIBbHOU TIpynmbl. O0beM CKpOTaIbHOTO
auuka y getet ¢ omHoctopoHHuM [IK Obin Gombiie oObemMa HHU3BEICHHOTO
naxoBoro B 1,9 paza (tabmuna 21). Otu naHHbIe ObUIM paclieHEHbI HAMU Kak
TUNOTPOQUST  PETEHLMOHHOIO sIMYka Ha (oHEe BUKApHOW TUNEpTpOPUU
MOILIOHOYHOTO TecTuKyna. OO0beM roHan y MaabuukoB ¢ aByctopoHHUM [IK He

OTJIMYAJICA OT KOHTPOJBbHBIX ToKa3aTesieil.
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[Ipu ynbrpa3BykoBoM HccienoBaHuu y mainpuukoB ¢ IIK moarpynm A u b
ObUTa TOATBEP)KIACHA THUIOTPOGHUS HU3BEACHHBIX TeCTHKYNI (Tabmmma 21).
Crnenmnduieckue M3MEHEHHS 3X0TpaduuecKor CTPYKTYPhI TECTUKYJ U TPHUIATKOB
ObLTM BbIsIBIICHBI y 23 u3 38 manuentoB ¢ [IK (60,5 %), a ”MEHHO: MOBBIIICHHE
HXOIJIOTHOCTU MApPEHXUMBbI, YYACTKH CKJIEp03a B MapEHXUME M 000JIOUKaX SIMYKa;
MUKPOKAJIBIIMHATEI TapeHXWMBI JIMOO TIPOTOKOB TECTHKYJA, HapyIICHHUE
mudpepeHIUpOBKH CTPYKTYp MpuaaTka (IPUAATOK B BHUAC TsDHKA); CYyKEHUE
KaHAIbIIeB, HapymeHue auddEepeHIupOBKA  MPOTOKOB;  CKICPOTHYECKHE
WU3MCHEHHUS TOJIOBKM MpPHJaTKa, KUCTHI TOJOBKH Tpujatka (tabmuma 22). V 5
(16,7%) M™anbuMKOB, TMEPEHECHINX OJHOCTOPOHHIO OPXUOMEKCHIO,  ObUIH
BBISIBJICHBI aTpO(UsI ¥ CKIIEPO3 HU3BEJICHHOTO SIMYKA U MPUJIATKa.

Tabmuua 22. YacTtora CTPYKTYPHBIX M3MEHEHHMM TECTUKYJI U MPHUAATKOB Yy

MaJIbYMKOB ¢ Kpunropxusmom 14 — 16 net (cragus G4 mo Tanner), Me [Q1; Q3]

I'pymnma [TarimeHThI ¢ Max0BOM 3a/IEPIKKOM sTMUKa [TanmmeHTsI ©
n= 38 OPIOIITHOM 3a/IePIKKOU
OnHocTopoHHEH JIBycTOpOHHEN AUYKa
(A),n=30 (b),n=8 n=14
Ipuznax Adc. % Adc. % Adc. %
Ouaru cknepo3za 2 6,7 - - - -
000J10UeK STMYKa
Ouaru cknepo3za 6 20 1 12,5 2 16
MAPCHXUMBI THYKa
MukpoKaIbIIHHATHI 2 6,7 1 12,5 - -
B MapeXrUMe STUIKa
Hapymenue 3 10 - - 7 58
Qg pepeHIIMPOBKH
mpuaaTka
Hapymenue 3 10 2 25 7 58
b depeHIMPOBKU
MTPOTOKOB
Ouaru ckieposa 6 20 5 62,5 9 -
TOJIOBKH TIPHUJIATKa
Kucra romosxu 4 13,3 - - 3 25
mpuaaTka
Ckiiepo3 5 16,7 - - 9 75

TECTUKYJIA U

npuaaTKa
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Jlomnepomepuss ToHaA ~ Oblla TMpoBelE€HA C  LEJIbI0  HCCIEAOBAaHUSA
WHTEHCUBHOCTH, CHMMETPUYHOCTH UHTPATECTUKYJIIPHOTO KPOBOTOKA. Pe3ynbrarhl
nonruiepomeTpun (Tabimia 21) mokazanm cHmxkenue ymaeHon (PSV) u cpenneit
(Vm) ckopocTH TKaHEBOTO KPOBOTOKAa Ha CTOPOHE OIEPUPOBAHHOIO SIMYKA B
CpPaBHEHUU C KOHTpJIATepajbHOM TOHA/OH, U, C OOJbIIUM KO3(PPUIUEHTOM
JIOCTOBEPHOCTH, B CPAaBHEHHUM C Tpynmnol 370poBbIX AeTeil. OTHOBPEMEHHO B
NapeHXUMe  HHU3BEJEHHOTO  SIMYKa  OTMEYaJioCh  IOBBIIICHUWE  HMHJEKCa
PE3UCTUBHOCTU U MYJIbCAITMOHHOTO UHAEKCA. CHUKEHUE CKOPOCTH KPOBOTOKA MPH
YBEIMYECHUM T[IOKa3aTenel mnepu@epruyeckoro COCyIHCTOrO  CONPOTUBIIECHUS
CBUJIETEJIbCTBOBAIIM O HAPYLIEHUH MUKPOLUUPKYJISLNN PETCHIIMOHHOTO SIUYKa.

Poct u ctpykrypHas auddepeHmpoBKa MpeACcTaTeIbHON KeIe3bl SBISIOTCS
BAKHBIM KPUTEPUEM CO3PEBAHUS PENPOIYKTUBHOM cUCTEMBbl. C LEIBIO OLIEHKHU
myOepTaTHOTO Pa3BUTHS MPEICTATEIBHON JKelie3bl BCEM MallbUUKaM, JOCTUTIIUM
14 ner u IV craguu nybeprata mo Tanner, ObUIO MPOBEACHO TPAHCPEKTATHLHOE
yJIbTpa3ByKoBoe uccienoBanue. O0beM MpeCcTaTeIbHON JKee3bl Y MaIbUUKOB C
OJIHOCTOPOHHUM U JABycTOpoHHUM [IK cCylllecTBEHHO HE OTIMYAJICAd M COCTaBUII
7,8[7,2; 8,6] cM® u 10,4[7,8; 13,2] COOTBETCTBEHHO, YTO B COIIOCTABJICHUU C
IPYNION 370POBBIX JETEH PACIEHEHO KaK TUIMOTPOQUS MPEeACTaTeIbHOMN JKele3bl
(rabymmna 21). CTpyKTypHBIC U TPOQUICCKUES H3MEHEHHS MPEACTATEILHON KEJIe3hl,
TaKhe Kak TUIMOTPO(Hs CEMEHHBIX My3bIPhKOB Ha CTOPOHE OPXUOTMEKCHH, CYKEHUE
U YIUIOTHEHHE TMPOTOKOB, HEPAaBHOMEPHBIM POCT JAOJEH, CKIEPOTUUYECKUE
U3MEHEHHUS nepudepudeckux Y4acCTKOB MapEeHXUMBHlI, CHIKECHHE
MapeHXUMATO3HOTO0 KPOBOTOKA HA CTOPOHE OPXUOMEKCHH OBbLIN BBISBICHBI Y 53%
MAIMEHTOB C IMaXOBBIM KpUNITOPXU3MOM (Tab:uia 23).

Mopdonoruueckre HU3MEHEHHUS! TPEICTATEIBHONU KEIEe3bl KOPPEITUPOBAIUA C
nuctpodudeckoi Tpanchopmarmeit mapeuxumsl Tectukya (r = 0,65, p = 0,0002).
AcCUMMETpUYHOE  pa3BUTHE  NPEACTATEIBbHOM  JKeJle3bl UM aCUMMETpHUs
MapeHXUMATO3HOTO KPOBOTOKA ObUIM OOHAPYKEHBI Y BCEX MAIMEHTOB, UMEIOIIUX

MPU3HAKKU aTpOUU U CKIEPO3a HU3BEJIEHHOTO SINYKA.
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Tabmuma 23. YactoTra CTPYKTYpHBIX H3MEHEHHM NpPEACTaTeIbHOW >KEle3bl Y

MaJIbUYHUKOB ¢ KpuntopxusmoMm 14 — 16 ser (craaus G4 mo Tanner), Me [Q1; Q3]

I'pynma [TarmeHThI ¢ Tax0BOM 3a/IEPKKOM sTMUKa [TartmenThI €
OproIITHOM
n=38 3aJIePKKON STMIKa
OnHocTOpOHHEH JIBycTOpOHHEH n=14
(A),n=30 (b),n=8
Abc. % Abc. % Abc. %
IIpusnax
AcuMMeTpus 01 3 11 - - 6 50
['umorutasust 13 48 5 71 9 75
CEMCHHBIX ITy3bIPHKOB
CyxeHue u 3 11 2 28,6 9 75
VIUTOTHEHHUE MTPOTOKOB
CkiepoTudeckue 2 7,4 1 14,3 1 8,3
W3MEHEHUS
MapPEHXUMBI
Acummerpust/ nepuuT 6 22 1 14,3 3 25
MapEHXUMATO3HOTO
KpOBOTOKA

JlaHHBIE TOPMOHAIBHOIO OOCJIEIOBAHMS MAJIbYUMKOB, MOJYYEHHBIE HAa CTaIuu
nosioBoro pazsutus G, mpeactaBieHsl B Tabmuie 24. OueHKa TOPMOHAIBHOTO
koMiiekca JI'-TrecTtocTepoH oOTpakaeT (PYHKIMOHAIBHOE COCTOSIHUE KIIETOK
Jletigura. Kak BugHO U3 Tabnuiibl, ypoeHs JII' u Tectoctepona y manpunkoB ¢ [1K
A wm b nmoarpynm COOTBETCTBOBAJ CTaguu IOJOBOTO pa3BUTUS W HE HMeEI
JIOCTOBEPHBIX pa3JIMYUi C COOTBETCTBYIOUIUMH IMOKA3aTENSIMU 3[0POBBIX JIETEH.
KomnuiekcHast oneHka KOHUEHTpauuil (OJUIMKYJIOCTUMYJIUPYIOLIErO0 TOpMOHA H
UHrMOMHA b B CHIBOPOTKE KPOBHU OTpakaeT (yHKIHOHAIBHOE COCTOSHHE KIJIETOK
Ceptonu. Y mnanueHToB oOeuX MOATPYII BBISBICHO JOCTOBEPHOE IMOBBILICHUE
CTaTUCTUYECKUX MOKa3zaTeeil (GoUTMKYIOCTUMYIIMPYIOLIEr0 FTOPMOHA, U 3aMETHOE
cHKeHre uHruOuHa b (Tabmuma 24). [loHmkeHHOE colepKaHWEe MHTHOWHA B
codyeTaHuu ¢ yBennueHnem koHueHtpauuu OCI" onpeaeneHo y 23% mnamnueHToB C
onHoctopoHHUM [IK u y 62,5% MaibunkoB ¢ ABYCTOPOHHEW IMaXOBOW PETEHLHEN

roHan.
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[To aHamorMyHOMY aJTOPUTMY TIPOBEICHO OOCIEIOBAHWE MAIBUYUKOB C
a0JOMHHAILHON pETeHIMEeH TecTuKyn (rpynma 2) mpu jaocTiwkeHun umu G4
CTauu TOJOBOTrO pa3BuTusi. YerBepo u3 12 o0cneqoBaHHBIX MAIUEHTOB
MEpPEHECIM  OPXMOAPKTOMUIO B paHHEM JIETCKOM Bo3pacTe, 6 TpoBeleHa
OpPXMOIIEKCHUsl, JBOMM - BEHTpoopxuoriekcus. [Ipu mpoBeneHUHn OpXHOMETPHUH
00bEeM HU3BEJICHHOIO0 a0JOMHHAILHOTO sSudka coctaBuia 2 [1,7; 3,0] M, To ecTh
COOTBETCTBOBaJl JomyOepTaTHbIM 3HaueHWsM (tabmuma 21). CrpykTypHBIC
W3MCHEHHUS  TApEHXUMBI,  XapakTepHbIe JUISI  CKJIepo3a  HU3BEIACHHOTO
a0JIOMUHAJILHOTO TECTHKYJIda, B COYETAaHUH C OTCYTCTBHEM TECTHUKYJSPHOTO
KPOBOTOKa 0OHapy keHbI y 9 (75%) 00caenoBaHHbBIX HaueHToB (Tabiuia 22).

MomIoOHOYHOE SMYKO HMENIO MpU3HAKKW BUKApHOW rumneptpodpun. OO0bem
CKpPOTAJILHOTO SIMYKa TMpEeBbIIal HU3BeZeHHOe B 11 pa3 u Obu1 Oosblilie oObema
TECTUKYJ 3JI0POBBIX MAaJbUYMKOB. AHAJIOTUYHBIE pa3Mephl TECTUKYJ ObUIA
MOJIydeHbl TIPU MPOBEJICHUU YIbTPa3BYKOBOro wucciieoBanus (Tabmumma 21).
[lapenxrmMa BHKapHOTO TECTHUKYJa HMela OOBIYHYIO CTPYKTYPY, Yy TpPOHUX
MaJbYMKOB OOHAPY)KEHBI KUCTHI MpUAATKOB. [Ipyu TpoBeneHWH AOIIIEPOMETPUHU
OBLJIO BBISIBJICHO CHIDKEHHE WHTEHCUBHOCTH TECTHUKYJISIPHOTO KPOBOTOKA, O YEM
CBUJICTECIILCTBOBAJIO  yMeHbIleHHe PSSV  m VM, yBenWyeHHe HWHJIICKCOB
PE3UCTUBHOCTH W MYJIbCAIIMH OTHOCUTEIIBHO KOHTPOJBHOM rpymibl (Tadmuma 21).
To ectb, HecMOTpsS Ha KIWHUYECKHE TMPU3HAKKM  BUKApHOW TUNEpTpoduu
MOIIIOHOYHOT'O TECTHUKYJIa, HMEJIO MECTO HAPYIICHUE MUKPOIIMPKYJISAIINH.

[ToxazaTenpHBIC pe3yJdbTaThl OBUIM TIOJYYCHBI TPHU TPAHCPEKTATBHON
yJIBTPA3BYKOBOM BU3yaJIM3aIlMU MPEICTaTeIbHOM Kene3bl. M3 Tabmuiel 21 BugHO,
410 00BEM TpeACTaTeILHON >Keie3bl ObLT YMEHbIEH B 3,3 pa3a OTHOCHUTEIHLHO

I(OHTpOJ'IBHOfI rpyanibl 1 1mo4Tu B 2 pas3a OTHOCHUTCIIBHO ITaOMCHTOB TI'PYIIIIbI 1.
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Tabnuma 24. KoHieHTpaius pernpoyKTHBHBIX TOPMOHOB B CHIBOPOTKE KPOBU MAJIbUMKOB C KPUOTOPXU3MOM 14 — 16 net

(cragust G4 o Tanner), Me [Q1; Q3]

I'pynima ITanueHTrI ¢ MaxoOBEIM [TamueHTs! ¢ a0 1OMUHAIBHBIM 310pOBbIE P1 P2
KPUIITOPXU3MOM KPUITOPXHU3MOM MaJIbUYUKH
n=38 n=14
OaHOCTOPOHHUM JIByCTOpOHHUM OaHOCTOPOHHUM JIByCTOpOHHUM KoHntposbHas
(A),n=30 (b),n=8 (A),n=12 (b),n=2 rpyImmna
[Tokazarenu
JIT', MME/Mn 2,8 50 53 7,2 3,4 0,8 0,056
[2,0; 4,4] [4,1; 6,0] [2,3; 7,3] 8,1 [2,6; 3,9]
OCT, 4,2 5,9 6,4 9,2 1,3 0,001 | 0,001
MME/Mn [2,6; 6,0] [5,2; 8,0] [3,9; 8,2] 16,4 [0,8; 1,6]
T. o0ur., 22 28 21 14 27 0,96 0,9
HMOJIB/JT [18; 33] [19,7; 33] [18,2; 26] 16 [18; 32]
WNurubus b 179 182 112,5 145 202 0,05 0,03
[170; 197] [72; 210] [68,2; 158] 128 [188; 230]
P1 - BeposiTHOCTH paznuunii mexay rpynnamu [1K (A), AK (A) u koHTponbsHOI 1o kpureputo Kpackena-VYomnmuca;
p2 — BeposiTHOCTD paznnuuit Mmexxay rpynnamu [1K (B), AK (b) u koHTponbHOi o kputeputo Kpackena- Yomnuca
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['unotpodusi mpeacTraTenbHON Keye3bl codeTajach C  HapylIeHHEM
nudpepeHIupoBKU J0JIed U CTPYKTYPHBIX SJEMEHTOB. Y BCEX MaI[MEHTOB,
NEPEHECHINX OJHOCTOPOHHIOI a0JOMHHAIBHYIO OPXHOIEKCHIO, OTMEYasioCh
ACUMMETPUYHOE pa3BUTHE JOJIeH C THUIOIUIa3ueld CEMEHHBIX My3bIPbKOB U
CY>KCHHEM IPOTOKOB Ha CTOPOHE a0JJOMHHAILHOrO ssnuka (Tadmuia 23).

[Ipy KOHTPOJIBHOM OOCJIEIOBAaHUM JIBOMX MAaJbUMKOB, TEPEHECIINX
OPXHMOIEKCUI0O MO TMOBOJAY JABYCTOPOHHEH aOJIOMUHAJIBLHOM  pPETEHIINH,
COXpaHAJaCh TUMOTPOGUS HU3BEIECHHBIX TOHAJ, PE3KOE CHUKECHHE TKAaHEBOTO
KpOBOTOKa. Takke Kak U B MPEIbIAYIIEH MOATPYIIE, OTMEYAIOCH BBIPAXKEHHOE
yMEHbILIEHHE  00beMa  MpPEACTaTeNbHOM  JKele3bl € HapyLIEHUEM
U pepeHIUPOBKH €€ CTPYKTYPHBIX 3JIEMEHTOB.

[Ipu aHanu3e penpoyKTUBHBIX TOPMOHOB M UX COOTHOUIEHUH Y OJPOCTKOB
C abJOMUHANBbHOM peTeHIMEed ObUIM TOJYyYEHbl CJIEAYIOIIME JaHHbIE.
YMepeHHOe  yBEIMYEHHE KOHILIEHTpAlUU JIIOTEMHU3UPYIOIIETO TOPMOHA
OTMEYEHO y 6 MaJbuMKOB C OAHOCTOpOHHMM AK M y IBOMX MalUEHTOB C
nByctopoHHUM AK, 10pu 3TOM TONBKO y JABOMX W3 HUX ObUla CHH)XKEHa
KOHIICHTpaIusl TectoctepoHa 10 8 — 10 Hmoub/i1. [IpakTHueckun Bce MajJbUUKH
(93%) ¢ AK wumenu mossimieHHY0 KoHIeHTparuio ®CIT u HU3KHMH YpPOBEHBb
uHruonHa b, pe3ko oTauyarouuiics OT MoKa3zareyied KOHTPOIbHOW TpYIIIbI
(rabmumia  24). TlonmyuyeHHbIC JaHHBIC XapaKTEPU3YIOT CYOKIIMHHUYECKOE
HapywieHue ¢yHkuuu kiaetok Jledaura y 57% W QyHKIIMOHAIBbHYIO
HECOCTOSITENIbHOCTh KJETOK CepToii y BCEeX MaJIbUUKOB € a0JIOMUHAIBHBIM
KpunTopxusmMoM. To ecTb, pe3yabTaTbl TOPMOHAIBHOIO OOCIEIOBaHMUS
NO3BOJIWJIM  HaM  BEpPUPUUUPOBATh TUNEPrOHAAOTPONHBIA THUIIOTOHAIU3M,
HECMOTPS Ha HaJN4YKe KIMHUYECKUX MPU3HAKOB MOJIOBOTO Pa3BUTHS.

B Bospacre 14 ner y 75% mamueHTOB ¢ OAHOCTOPOHHUM a0JOMUHAIBLHBIM
KPUIITOPXU3MOM OblLjIa BBIMOJHEHA OPXMOIKTOMHUS CKIIEPO3UPOBAHHOTO SHMYKA.
B mpouecce panpHeiero HaOMIOACHHWS 3a NalMEHTaMHU OBLIO OTMEYEHO
OBICTpOE MpOrpecCUpoBaHME IMyOepTara, YAyYlUIEHUE MUKPOIUPKYIIALNHA

Bukapuoro simuka: PSV — 8,3 [5,5; 9,0] m/cex, Vm — 4,5 [3,9; 5,1] m/cek,
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yBeIIM4eHUe oObeMa TmpencraTesibHoi kemessl — 8,7 [7,9; 11,6] wmu

OTmeuanoch  ynaydllleHWE  TOKaszaTele  PEempOAYKTUBHBIX  TOPMOHOB:
MOBBIIIICHUE YPOBHS TecTtocTepona — 21 [18,2; 20,6] umonb/1 n narnOuHa b —
151 [129; 181] nr/mn OpHako TMOJNydYeHHBIC 3HAYECHUS HMHruOWHa b mO-
NPeKHEMY OCTaBAIMCh 3HAYUTEIBHO HIDKE pe]epeHCHBIX IMoKa3aTelneH,
YPOBEHb TOHAJOTPONMHOB HE W3MeHWICs. [loBBIIIEHNE TOHAJOTPOIMHOB

CBHICTCIIECTBOBAJIO O (bYHKHHOHaHBHOﬁ HCIOCTATOYHOCTHU TCCTHUKYIIL.

Kimmanueckoe HaoOmroaeHune 5

PebGenok A. oOpatwics B KIMHUKY B Bo3pacte 14,5 ner c¢ »xajgobamMu Ha
MaJible pa3Mephl MPaBoro sudka. V3 aHamHe3a M3BECTHO, UYTO B BO3pacTe 2-X U
4-x JjeT OBLIO MPOBEICHO JBa 93Talla OPXHOINEKCHU IO TOBOJY OpPIOIIHOMN
3QJICPKKH  IIPABOro  sMYka. [ OpMOHAIBHOE JICUCHHWE HE IPOBOJIMIOCH.
O6wexTuBHO: Poct — 177 oM, SDS — 1,6; Macca — 58 kr, UMT — 18,5 kr/m?
dopmyita monosoro pa3putus G4P, KocTHeI Bo3pacT cooTBeTCTBYET 14 Togam
I1o JaHHBIM OPXHOMETPHH 00BEM HPABOTO sHUKa — 6 oM, eoro — 20 cm® Ilpu
IPOBEJCHUH YJIbTPAa3BYKOBOI'O MCCIICOBAHUS 00BEM IPABOTO sIMUKa HEe OoJiee
1,5 cM>, CKIIEpO3 SIMYKA M IIPHAATKA, KAHATHK B BHJIE TSDKA, TKAHEBBIH KPOBOTOK

He onpenensieTcs (pucyHok 19).

#255 140cm MI 1.2 |02-02-2011
Vascular L5-12IM | Gen Tis 0.2 |12:29:05 pm
[2D] G56 { 92dB
FA2 { PSO

+D 1.67cm
+A 0.82cm
+B 1.71cm
¥V 1.23cm®

Pucynok 19. Ynbrpa3BykoBasi CTpyKTypa IpaBoro sindyka pedenka A., 14 jer.

['mnonnasus u ckinepos
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JleBoe sauuko oObemMoM 17,6 Mil, THUOMYHON CTPYKTYphl. TEeCTHKYISPHBIN
KPOBOTOK pe3ko cHrkeH: PSV — 4,9 cm/s, Vm- 3,2 cm/s, Ri — 0,8, Pi — 1,25
(pucynok 20).

[Iposeneno TPY3U mnpencrarenpHOM *x)ene3pl. O0bem xene3nbl 10 e’ [11,2;
16,3] Huxe Bo3pacTHOM HOpMBI. CEMEHHBIE My3bIPEKU PA3BUTHl aCUMMETPUYHO,

CJIEBA YIUIOLIEHBI, IPOTOKHU JTUHEHHBI.

#401 14.0cm Ml 0.8 |02-02-2011
Vascular L5-12IM / Gen Tis 0.3 |12:27:03 pm
[PW] G50 e [2D] G56 { 92dB
F1 }4.00 kHz ; FA2 { P90
Depth 21
Size 1.00 0y 7 [C] G50 { 3.50 kHz
Angle 40 ¢ FA2 }F1115

- +30
-+20

-+10

&l i [Volume Flow]

PSY 4.90cm/s
EDV 0.92cm{s
VYmean 3.18cm/s
Gmean 0.00mmHg 0
Gpeak 0.01mmHg
SfD 5.33

RI 0.81

Pl 1.25

mfs

30

PI/ICYHOK 20. I[OHJICpOMeTpI/IH JeBoro suuka. CHIKEeHHE TKAHEBOTO KpPOBOTOKa.

Pesynbratel ropmoHanbHOro oocmemosanus: JII'- 7 MME/mn [PU: 2,6 - 3,9],
®CT" - 8,4 MME/ma [PU: 0,8 - 1,6], Tectoctepon — 26 umois/n [PU: 18 - 32],
Narubun b — 57 nr/mn [PU: 188 - 230]. Ilo maHHBIM TOPMOHAJIBHOTO
oOcieoBaHUsl OTMEYEHO moBblleHWe ypoBHS JII' mpu  HOpManbHBIX
MOKa3aTeNifX TEeCTOCTEPOHa, YTO OBLJIO PACIEHEHO KaK CYOKIMHUYECKHE
MPOSIBJICHUS (PYHKITMOHATBHONU HEOCTATOYHOCTH KieTOoK Jletiaura. [ToBbimenue
OCI' Ha QoHEe 3HAYMTEIHLHOTO CHUXKEHUsSI HMHrMOMHa b XxapaktepuzoBajo
HapymeHne GyHknun kietok CepTomu.

Pe3ynbTaThl TPOBEAEHHOTO OOCJIENOBAHUS ONPENCTUIN TOKa3aHUs IS
YIAAJIICHUSI CKIIEPO3MPOBAHHOTO IIPABOro0 sAWYKAa. B  yclnoBHSX JETCKOM
XUPYPruyecKol KIMHUKYU MPOBEICHA MPABOCTOPOHHSSI OpXuo3KToMus. Uepes 6
MECSIIIEB MOCIIe ONepaliy MPOBEICHO MOBTOPHOE TOPMOHAIBHOE 00CIE0BAHUE:
JI' = 4,9 MME/mi, ®CT" — 7,6 MME/mi1, Tectoctepon — 31 amons/i, Uarnbun b

— 142 nr/mn  Ha ¢doHe TpoBENEeHHOTO XUPYPTUUYECKOTO JICYCHHS OTMEUEHO
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MOBBIIICHHE KOHIEHTPALMi TECTOCTepOHa U MHTHOMHA b, ogHako mosydyeHHble
MOKa3aTely Mo-MPeKHEMY YKa3bIBalld Ha MATOJOTHIO Ki1eTok CepTomu.

JlanHOe  KJIIMHHWYECKOe  HAOJIOJIEHWE  WUIIOCTPUPYET  MHaTOJOTHUIO
PENpOlyKTUBHOM CHUCTEMbl y peOeHKa C OJHOCTOPOHHHMM a0JOMUHAIBLHBIM
KPUIITOPXU3MOM. ['MMoIa3us W CKJIEpO3 HHU3BEACHHOTO a0JOMHHAIBHOTO
AUYKa OTPEeOOBAIM MTPOBEACHHS OPXHOAIKTOMUU B MEPUOJI TIOJIOBOTO Pa3BUTHSL.
['unotpodust u CTPYKTYpHbIE UBMEHEHHS MPEACTATEIIbHON JKeJe3bl, HAPYIIICHHE
GYHKIIUM TOHAA XapaKTepU3yrT (GOPMHUPOBAHHE MATOJOTHUU PETPOTyKTUBHOM
CUCTEMBI, TUIIOTOHAAU3MA.

Takum oOpa3oMm, T@pU OLEHKE I[OJOBOTO  Pa3BUTHS  MaJIbUYUKOB,
OMEPUPOBAHHBIX MO TMOBOJAY OJHOCTOPOHHEW NAXOBOW 3aJEp)KKU sSHMYKa,
runotpoduss ToHaAbl U JAEPUIUT TECTUKYISIPHOTO KPOBOTOKA Ha CTOPOHE
OpXMONEKCUU OBbUIM BBISBIEHBl Y BCEX MAaJbYMKOB, aTpodus U CKIEPO3
HU3BEICHHOTO sindka — y 16,7% neren. CTpyKTypHBIE H3MEHEHUS APEHXUMBI
TECTHKYJIa U Npuaatka ompexaeneHsl y 60,5% nereil ¢ maxoBoW peTeHIMEH,
CTPYKTYpHbIE U Tpo(HUUECKHE M3MEHEHUS MpeacTaTelbHON kene3bl y 53 %.
DyHKIMOHAJIbHAS HEAOCTATOYHOCTh KieTok Ceprtosm ompeaencHa y 23,5%
MaJb4YMKOB, OIEPUPOBAHHBIX MO MOBOAY OJHOCTOPOHHEN IaxOBOM 3aJEPKKHU
TECTUKYN U y 62,5 % MaJbuMKOB C JABYCTOPOHHHM ITAXOBBIM KPHUIIOPXU3MOM.
[TarueHTsl, onmepUpoBaHHBIE IO MOBOAY Aa0JOMMHAJIBHOTO KpPUITOPXHU3MA,
MMEJIM TUTOTUIa3UI0 U CKJIEPO3 HUBBEACHHOTIO a0JOMHUHAILHOTO siuuka B /5%
Clly4aeB, THNOTPOPUIO TMPEACTATENIbHOM JKeJIe3bl C HapylleHuem eé
nudpepeHIupoBKH, a TaKxke CyOKJIMHUYECKHE MIPOSIBJICHUS

THIICPTrOoHaAAOTPOIIHOTO THIIOTOHaANu3Ma Yy BCCX MAJIbUYUKOB.
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4.2.2 KivHu4ecKass U TOPMOHAJIbHAS XapPaKTEePUCTUKA MAJIBYMKOB C

KPHUNTOPXU3MOM M 32/IeP:KKOii M0JIOBOT0 Pa3BUTHS

3anepxkka mnonoBoro paszutus (3[IP) Obula ycraHoBieHA Ha OCHOBAHHH
OTCYTCTBUS TPHU3HAKOB IyOeprara Mpu AOCTHXKEHUU Bo3pacta 14 ner y 18
MaJbYMKOB C KPHUIITOPXHU3MOM, KOTOpble cocTtaBwiud 3 Tpynmy. Ilo moBomy
MaXOBOr'0 KPUIITOpXM3Ma ObLIN ONEepupoBaHbl 16 MalbuMKOB, U3 HUX 13 umenu
JIBYCTOPOHHIOIO 3a/IEPXKKYy SHUYEK, TPOE — OJHOCTOPOHHHH KPHUIITOPXU3M.
AOnoMHUHATBHAS 3aJIEpKKa SIMYEK OTMEUCHA B aHAMHE3€ JIBOUX MAI[UEHTOB.

[Ipu obGcnenoBanuu B Bo3pacte 14 — 15 jeT, OOJBIIMHCTBO MalbYHKOB
(89%) wmmenu cpennHue mokaszarenu ¢usnueckoro paszsutus, SDS pocra -
0,6[0,76;1,05]. Munmekc macchl Teiaa coctaBmi 24,5 [23,1; 25,2] kr/m?, SDS
UMT - 1,9 [1,1; 2,3]. N30sITOK Maccel Tena umenu 8 (44,4 %) manueHToB.
Koctueiit Bo3pact - 14 [13,4; 14,1] net, cOOTBETCTBOBA MAaCOPTHOMY Y BCEX
MAIMEHTOB ATOU TPYIIIIHI.

Oovem ToHanm - 2,5 [1,2; 3,4] Ma cOOTBETCTBOBAN MPEHyOCPTATHOMY
nepuony. Bece manpunku umenu GicTtaauio mMoJIOBOTO pa3BUTHA, TIpu 3ToM y 10
(55,5%) orMeueHo anpeHapxe. JlMHA TOJIOBOrO WiIeHa HAXOJWJIach B
nuanasone 4 [3,1; 4,8] cm Mukponenus (SDS penis < -2 ) onpenenena y 5-x (28
%) MaJbYUKOB.

[Ipu yaBTPa3BYyKOBOM HCCIIEIOBAHUA TIOMHUMO THIOTPOPHUHU, TO €CTh
yMEHbIIIEHUsI 00beMa TecTUKyJsipHOW Tkanu — 0,8 [0,4; 1,4] mi, y Bcex nereit
OblTM  OOHApY>KEHBl BBIPAKCHHBIC W3MEHEHUS IMapEHXUMbl TECTHUKYJIA W
npungatka (pucynok 21). Hapymenune muddepeHIHpPOBKE CTPYKTYPHBIX
AJIEMEHTOB TECTUKYJA U ipuaatka —y 15 (83 %) mauueHToB, CKIEPOTUYECKHE
W3MEHEHUS TECTUKYJISIPHON MapeHXUMBI, KaIlCyJIbl, MPUIATKA, CEMSIBBIHOCSIITUX
nyret — y 8-x (44,4%), xanpuuHaThl B napeHxume suuka — y asoux (11 %),
HapymieHue qudepeHInpoBKY U cykeHre TpoTokoB —y 10 (55%) ManpunuKoB.

TkaHeBbIN KPOBOTOK SIMYEK HE 3a(PUKCHPOBAH HU Y OJTHOTO MAlMEHTA.
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[Ipu TpaHCpEeKTaTbHOM YIBTPA3BYKOM HCCIEAOBAHUU Yy BCEX MalbYMKOB
JAHHOW TPYIIBl OBLIM BBIABICHBI HAPYIICHHWS Pa3BUTHUS MPEICTATCIBHOM
xkene3pl. O0beM mpencTareabHOM jkenme3sl coctaBwin 1,46 [1,2; 1,6] mm —

BBIPAKCHHBIN AEPUIMT TKAHU XKeJIe3bl (PUCYHOK 22).

#251 120cm MI 1.2 |05-26-
Vascular L5-12IM/ Gen Tis 0.1 |10:35;
[2D].G564.92dB

18 7 FA2.4 P90
16 +
S 147
x
S 12 +
5
o 10 ¢
=
s 8 =
S 6. (S5 o~
© <
(o) 4+ 'h*‘ ’) . 3
T - e, -
- 2 ;‘n‘ . >
2 =+ l -~ - ..‘ -. - " A
0 1 n3 -
rpynna 3 KOHTpoOnbHas o - +D 1.500m
5 +¥ 1.77cm®

rpynna - —

Pucynoxk 21. Dxorpaduueckas XxapakTepuCTUKa TECTUKYJ TPYIIIbI MAIIUEHTOB C

KPUNITOPXU3MOM M 33J€P>KKOH ITOJIOBOTO Pa3BUTHUSA

#77
EC49ES/ Gen Tis 0.0 |03:C

Eiss /105 -

18 +
16 +
14 -
12 +
10 +

O6bem npeacraTenbHOM
Xenesbl

—a

rpynna 3 KOHTpOnbHas
rpynna

o N b O
|
T

Pucynox 22. DOxorpaduyeckas XapaKTepUCTUKA TMPEICTATEIHHOU KEIC3bI

IPYIIIbI MTALUEHTOB C KPUIITOPXU3MOM M 33J€PKKOM MTOJIOBOT0 Pa3BUTHS



127

Oxorpaduueckas KapTUHA TNPEACTATEIBHONW Kelle3bl XapaKTepH30BallaCh
HapyeHueM JudepeHIupoBKU JT0JIEH U CTPYKTYPHBIX 3JIEMEHTOB MPOCTATHI,
HEJOPAa3BUTUEM  CEMEHHBIX  Iy3bIPbKOB,  CEMSBBIHOCALIMX  IMPOTOKOB,
OTCYTCTBUEM MAPEHXMMATO3HOTO KpOBOTOKA. Ha OCHOBaHMM MOJy4EeHHBIX
JAHHBIX MOKHO CJIeJaTh BBIBOJ O THUIIOIUIA3MM TPEJCTATEIbHOW IKENIEe3bl y
MaJIbYMKOB 3 TPYyIIBI.

Pe3ynpTaThl TOpMOHaJIBHOrO OOCHEAOBaHUS MAaJlbYUKOB, IMPOBEJECHHOTO B
BO3pacte 14 ner, nmpeacTaBieHsl B Tadmie 25.
Tabnuma 25. KonneHTpaius pernpoyKTUBHBIX TOPMOHOB B CBIBOPOTKE KPOBH

MaJIbYMKOB C KPUIITOPXHU3MOM M 3aJIepKKOi rmojioBoro pasputusi, Me [Q1; Q3]

I'pynna 3, n =18 KonTtposbnasn
I'unoronanoTponHsll BapuaHT | I'MneproHagoTpoNHbIN rpymma
3I1P, n=13 Bapuant 3I1P, n=5
bazanbHblil I'T-PI' rect bazanbHbIit bazanbHb1it
OCT', men/n 0,9 - 84 3,4
[0,4; 1,3] [40; 96] [2,6; 3,9]
JIT', men/n 0,2 3,4[3,2; 6,4] 24 1,3
[0,1; 0,4] [16,3; 29] [0,8; 1,6]
T, HMOJIB/T 1,0 - 0,7 27
[0,5; 1,3] [0,3; 3] [18; 32]
WNurubun b 42 - 7 202
[21; 62] [5,0; 9,2] [188; 230]

Huzkuii Ga3aibHBI YpPOBEHH TOHAJOTPONUHOB W TOJOBBIX TOPMOHOB
BBISIBJIEH Yy 13 MOApPOCTKOB, UMEIOIIUMX B aHaMHe3€ ABYCTOpOoHHIOW (y 11) u
OJIHOCTOPOHHIOK (y JBOMX) MAaXOBYIO PETEHLUUIO TOHAA. OTO MOCIYXHUIO
OCHOBaHUEM I TMPOBEACHUS CTUMYJALMOHHOW mpoObl ¢ anamorom JII'-PT'
ropmoHa gudepennnom 0,1 mr B pesyaprate mnpoObl MajgbyvKaMm ObLI
YCTaHOBJIEH TUIIOTOHAJOTPONHBIA THIOroHaau3M: monHas ¢opma — y 10
nareHToB (JII' ctumynupoBaHHbIl < 7 men/mi), mapruaibHas (gopma — y

nsoux (7 men/mn <JII' ctrumynupoBanubiii < 10 men/min).
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Bricokne 1mokasaTrenum TOHAIOTPONMHOB NIPU  HU3KUX  3HAYCHMSX
TECTOCTEpOHA M MHTMONHA b onpenenensl y 5 MaabuuKOB, U3 HUX JIBOE UMEIIU B
aHaMHe3€  JIBYCTOPDOHHUW  aOJOMHMHANbHBIA  KPUOTOPXU3M,  JBOE  —
JBYCTOPOHHIOIO IaXOBYIO PETEHLMI0, OJWH pPEOEHOK — OJHOCTOPOHHUMN
[IaXOBBIM  KpuUNTOpXW3M. Ha OCHOBaHMM pe3yJapTaTOB T'OPMOHAJIBHOIO
oOCJieoOBaHUSI  yCTAHOBJIEH THUIEPrOHAJOTPONHBIA  rumoroHagusM. [lpu
oOcnenoBaHMM peOEHKa C OJHOCTOPOHHUM IAaXOBBIM KPUITOPXU3MOM H
TUMEPrOHAOTPONHBIM THIOTOHATU3MOM OOHAPYKEH MO3aWIIU3M IO MOJIOBBIM
xpomocoMam — MOS 47 XXV [94%] / 46, XY[6%], cunapom Knaitndenbrepa.

B tabnuie 26 npuBeaeHbl NOMyUYEHHBIE B pe3yibTaTe 00CIe0BaHNs JaHHBIE 10
YacTOTE THUIIOTOHAJAOTPOIIHOIO W THUIEPTrOHAJOTPOIHOIO THIIOTOHAIA3MA Yy
MaJIbYUKOB C OZTHOCTOPOHHUM U JBYCTOPOHHUM KPUIITOPXU3MOM.

Tabnuma 26. YactoTa BbISBICHHS TUIIOTOHAIN3MA Y MAJIBYMKOB C

OJTHOCTOPOHHUM U JBYCTOPOHHHUM KPUIITOPXU3MOM

Bapuant OnHOCTOpOHHUI JIBycTOpOHHUI Bcero
TUIIOTOHAIU3Ma KPUIITOPXHU3M KPUIITOPXHU3M
n=45 n=25
[TaxoBas bpromnas ITaxoBas bpromnas
3aepKKa | 3ajep)KKa | 3aJepiKKa | 3aIepiKKa
n=33 n=12 n=21 n=4

['unoroHagoTpONHbBIN 2 0 11 0 13
['MneproHagoTpONHBIH 1 0 2 2 3)
Bcero 3/6,6% 15/60% 18

Takum o0pa3omM, Mo pe3yapTaTam INPOBENCHHOTO HAMU HCCIEIOBaHMS,
TMIIEPrOHAAOTPONHBIA TUIOTOHAIU3M ObLI YCTaHOBJIEH Y OJHOTO peOeHKa ¢
oJlHOCTOpOoHHEH maxoBoil pereHuumen (Cunapom Knaiindenstepa) u y 16%
JE€TEN C JIBYCTOPOHHHUM KPHUIITOPXH3MOM, M3 HUX Yy JBOHMX C JBYCTOPOHHEU
aOJIOMMHANIHOM 3aJIepP’)KKOM SIMUeK W Yy JBOUX C JBYCTOPOHHEHW MaxoBOii

pereHuuel. [MMOroHajAOTPONHBIA TUNOTOHAAM3M ObUT  BBISIBIEH y 6%
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NAIMEHTOB, UMEIOUINX OJHOCTOPOHHIOI MAaxXOBYIO 3aJEPXKKy sinuka u'y 52%
JIeTel C IBYCTOPOHHUM MAaXOBBIM KPUITOPXU3MOM.

[lanpeHTaM ¢ TUOOrOHAAU3MOM OblJa HA3HAYEHA 3aMECTHUTENIbHAS
rOpMOHaJIbHAsl Tepamusi cpa3y Ioclie YCTaHOBJIEHUsl auarHo3a. [larueHTtam c
TUIEPrOHaI0TPOIHBIM TUIIOTOHAAM3MOM Ha3HAYaJICSd TECTOCTEPOH B HAYaJIbHOM
pasosoii 103e 100 mr/m® B/M 1 pa3 B 28 jiHel ¢ MOCITEAYIONIEH KOPPEKIHEeH 103bI
M0 pe3yJibTaTaM HUCCJIEJIOBaHMS CHIBOPOTOYHOIO TecTocTepoHa. llamuentam c
TUIIOTOHAJAOTPONHBIM TUIOTOHAAU3MOM JIEUEHHE HAayuMHAIM C [pEernapaToB
XOPUOHUYECKOTO TOHAJAOTPONHMHA C HWHAMBUAYAJbHBIM MOAOOPOM JO3bI IO
pe3ysibTaTaM OIpPENEIeHHs] CBIBOPOTOUYHOTO TECTOCTEPOHA, CPOKOM Ha 3 — 6
MECALIEB, 3aT€M Ha3HA4YaJld T[OCTOSHHYIO  3aMECTHUTENIbHYI0  TEpalluio
npenaparaMy TeCTOCTEPOHA.

Ha (¢one nedenus wHUIMANMA ¢ TOporpeccUpoBaHue myOepTaTa
3auKkcUpOBaHbl y Bcex MainbuukoB. [lokazarenn (hU3MYECKOro M MOJOBOTO
pa3BuTHs ObUTM OIleHEHBI Hamu 4epe3 1,5 — 2 roma ot Havana nedeHusi. Poct
nanueHToB K 16 rogam cocraBun 174,3+6,3 ¢cM U COOTBETCTBOBaJ JIHANIA30HY
cpennux 3HaueHuil. Taaekc maccel Tena — 21,8+1,6 kr oTpakain HOpMaIu3aIuio
Macchl y 88% maruentoB. Ha oHe euenuss XOpuOHUYECKUM TOHAJOTPOTTUHOM
yAQJIOCh JOCTUYb YBEIMYEHUsT oObeMa Tectukyna ao 6,5 [5,0; 7,6] mn B
pe3yabTare JICYEHUS npenapaTamu TECTOCTEPOHA OTMEYasach
mudepeHIpoBKa MPEACTATENLHOMN *Keje3bl U yBenuueHue e€ oobema 1o 15,6

[12,3; 16] M

Knuanueckoe HaOmoaeHune 6

Pebenokx M. oOpatuics B KIMHUKY B Bo3pacte 11 jeT c kajobamu Ha
M30BITOK Macchl Tena. M3 aHamMHe3a U3BECTHO, YTO B Bo3pacTe 3,5 neT pedeHOoK
OBLT OINEepupoBaH IO IOBOAY JBYCTOPOHHEIO KpPHIITOPXH3Ma, ITPOBEIICHA
OpXMOTIEKCHUsl crpaBa U cieBa. [Ipu ocMmoTpe pocT pebenka coctaBuia 158 cm
(SDS +1,09), macca 57 xr (SDS +2). ®opmyna mosoBoro passutusi — GiPy,

AUYKU 3aUKCUPOBaHbI B MOIIOHKe. B Bo3pacte 13 ser peOeHOK MOBTOPHO
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NOCTYNUJI B KIMHUKY JUIsl OIIEHKH TOJIOBOIO pa3BUTHS, TOPMOHAIBLHOIO
obcnenoBanusa. KnuHudeckue mnpuszHaku nybdeprara oTcyTrcTBoBaimu - GiP;.
TecTukynbl 3adUKCUPOBAHBI B MOIIIOHKE, UM 00beM 3 M. KocTHBIN Bo3pact
COOTBETCTBOBAJ nacnopTHoMy. [lokazarenu ronaporpornunos JII' - 0,4 men/mi,
OCT" — 1,3 men/min u tectoctrepoHa — 0,8 HMOJB/JT TakKe COOTBETCTBOBAIH
nonyOepTaTHbIM 3HaueHusiM. B 14 5ieT npu KIMHUYECKOM U TOPMOHAIBLHOM
oOcJieIOBaHUM TOJY4YEHbl aHAJIOTMYHbIE TOKA3aTelld, YCTAHOBJIEHA 3a/IepikKKa
nosioBoro pazsutus. KocTtHslii Bo3pacT coorBercTBoBas 13,5 romam. O0bem
SMYEK IO JIAaHHBIM YJIbTPAa3BYKOBOT'O MCCJICIOBAHUS HE TIPEBbIIIAN 2-X MJI, Oblia
OTMEYEHA TUIIOIJIA3MUsl MPUJATKA, YYACTKH CKIEpO3a TOJOBKH MpHUIATKa,
Cy)KCHHE  KaHajlblleB. T[KaHEBBIM KPOBOTOK TECTUKYJ  OTCYTCTBOBAJ.
[IpencrarenvHas xene3a oObeMoM | MI ompeaensyiach Kak TOMOTEHHOE
oOpa3zoBanue 0e3 udPepeHIMPOBKH BHYTPEHHUX CTPYKTyp. C 1embio
nuddepeHnanbHON AUArHOCTUKUA MEXIY KOHCTUTYLHHOHAIBHBIM BapUaHTOM
3I1P u runoronaauzmom mpoBenena npoda ¢ I'T-PI'. Pesynbrarsl mpoObl
XOPUOHUYECKUM TOHAJOTPOIIUHOM:
Ucxoano: JIT' — 0,05 men/mn, ®CI" -1,3 men/mi
Ha ¢one ctumymsiimuu I'T-PIC: JIT — 3,5 mep/mi, @CI — 6,6 men/mi
C 1enbio OLEHKH (PYHKIIMOHAIBHOW CIOCOOHOCTH TECTUKYJISIPHOM TKaHU ObLia
MpoBeleHa  CTaHmapTHas  3-X  JHEBHag 1mpoba ¢ XOPUOHUYECKUM
TOHQJIOTPONTMHOM. YPOBEHb TECTOCTEPOHA IMOCJE CTUMYJSLHUU XOPUOTOHUHOM
coctaBui 16,3 HMOJIB/ 1T
[Tomy4yeHHbIe pPE3yabTAaThl UCKIIOYAIM (PYHKIIMOHAIBHBIE (OPMBI 3aJCPKKH
MOJIOBOT'O pa3BUTHS. YcTaHOBIICH JIUArHO3: ['uroronanoTpONHbIN
TUIIOTOHAJIU3M.
MoOXHO MpPENNoON0XKUTh, YTO JIBYCTOPOHHSIS IaxoBasl 3aJepKKa SHUYEK Y
JTAHHOTO peOeHKa SIBWJIaCh pe3yJbTaTOM BHYTpuyTpoOHoro aeduuurta JII' u
TE€CTOCTEpPOHA.

Cpa3y mocie YCTaHOBJIGHMsI JWarHo3a MajbyuKy Obljla Ha3HauYeHa

TepanusT XOPUOHUYECKUM TOHAJOTPONMHOM  Ha MPOTsKEHUEe 6 MEecHIeB,
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MHUIIMUPOBAH MyOepTaT, JOCTUTHYTO YBEIHYEHHE O00BbeMa TECTHKYN 0 8 M,
OTMEUEHO YBEJIMYECHHE CKOPOCTU POCTa U CHIKEHUE HHeKca Macchl Tena (SDS
+1,13). Uepez 6 MecsmeB OT Havajla Tepanmuu MAlMEHT ObUI MEpPEBENCH Ha
MOCTOSIHHYIO 3aMECTHUTENIbHYIO TEpamnuio MOJOBBIMHU cTepouiamMu. Ha pucyHke
23 nokaszaHa JMHaMKKa Mokas3aTenei pocta u myodepraTta Ha ¢oHe gedenus. [Ipu
POBEJCHUH KOHTPOJIBHOTO 00CNeoBaHus B Bo3pacTe 17 JeT KOHEUHBIH pOCT
naupenta cocrasii 188 cm (SDS + 0,8), mHmeke mMacesl Tea 24 kr/m® (SDS +
1,13). ®opmyna monosoro pazsutus: G4P4 mo Tanuepy. OTMEUEHO yBEIMYCHHE
ooremMa n0 14 wmn u JauddepeHIrpoBKa CTPYKTYPHBIX 3JIEMEHTOB

HpCIICTaTCJIBHOfI KCJIC3HI, (1)0pMI/IpOBaHI/I€ IIPOTOKOB.

height (em
= 5‘5(')

Gl G263 64 65

304 5 6 7T B 8 W W £ 3 ¥ B % 7 & W oA z

age [year]

Pucynok 23 Jlunamuka mokasaresieil pocta u MoJIOBOTO pa3BUTHSA ManueHTa M.
Ha (poHe JieueHus

JlaHHOE KJIMHWYECKOe HAOII0ICHUE HATJISIIHO OTPaXKaeT, 4To JIBYCTOPOHHUM

KPUIITOPXU3M MOXKET OBITh TEPBBIM U €IWHCTBEHHBIM PAHHUM IPOSBICHUEM

BPOKJICHHOTO TUTIOTOHAIOTPOITHOTO TUIIOTOHAIU3Ma. Hasnauenue

3aMECTUTEIbHOW  TOPMOHAJIBHOM  Tepamuu  OOECrmeYrMBaeT  peaan3alluio
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ny0Oeprara, TMO3BOJSIET JOOUTHCS HOPMAJbHBIX MOKa3aTenell (U3NIECKOro
Pa3BUTHS U CIIOCOOCTBYET PA3BUTHUIO PEIPOTYKTUBHON CUCTEMBI.

B wutore, 3 70 oOciemoBaHHBIX MAIMEHTOB MPHU3HAKK Hadaia myOepTaTa
IIpU JTOCTMXKEHUH Bo3pacta 14 jer oTcyrcTBOBanu y 18-TH, TO €CTh 3aIEPKKY
MOJIOBOrO  pa3BUTUSl uUMeId 26%  MaJIbUMKOB €  KPUOTOPXU3MOM.
['MIOroHa10TPOIHBII THIIOTOHAIU3M YCTAHOBIIEH ¥ 17% ManueHToB, cpean HUX
4% wWMenu OJHOCTOPOHHIOI IIaXOBYK peTeHuuto TroHax u  13% -
JBYCTODOHHIOKO  IIAXOBYKO  3aJ€pKKy  fW4YKa. [ MIeproHamzoTpONHBIN
TUIIOTOHAJAM3M BBISBIIEH Y 9% neTell ¢ KpUIITOPXU3MOM B pPe3yJIbTaTe CUHIPOMA
Knaitndensrepa- y ognoro (1,5 %), 1BycTOpoHHEH maxoBoit 3aepxku — y 3%,
JIBYCTOPOHHEHN abIoOMUHAIBHOU 3aaepkku — y 4,5 % mnanueHToB. OcTalibHbIE
MaJb4YUKH, OMEPUPOBAHHBIE MO TOBOJY a0JOMUHAIBLHON 3aJE€PKKU TECTUKYI,
UMENU CYOKJIIMHUYECKHUE MPOSIBICHUSI TUIEPTOHATOTPONHOTO TUIIOTOHAIM3MA,
XapaKTEePU3YIOIIErocs HeAoCTaTOuHOM  (QyHknued kinerok Cepronmu
HapyIlIEHUEM Pa3BUTHSI OPTAaHOB PENPOAYKTUBHOU cucTteMbl. Cpein MalbYMKOB,
ONEPUPOBAHHBIX MO IMOBOAY NAXOBOW peTeHIHH, MOp(Oo(yHKIHOHATIbHBIE

HapylIeHUsI OPraHOB PENPOAYKTUBHOM CUCTEMBI YCTAHOBJIEHHI Y 25%.

4.3 T1oJs10BO€ pa3BUTHE MAJIBYNKOB € THNOCTAHEN

CornacHo Koncencycy ESPA 2006 roga uzonupoBaHHast IpOKCUMaTbHAS
TUMOCTIAIMA, a TaKXKe COYETaHWE TUIIOCMAIUU C JPYTMMHU aHOMAJIUSAMHU
CTPOEHHUS HAPYXHBIX IIOJIOBBIX OpPraHOB OTHOCATCS K  HapyIICHUSIM
dbopMHpoBaHUs MOJa. ITUOJOTMYECKUE TPUYUHBI TUIOCTIaAU MHOTOOOPa3HbI,
OJIHAKO €IMHCTBEHHBIM MATOTCHETUUYECKUM MEXAaHU3MOM SIBJISICTCSI HApyIIEHUE
MPOIYKITUU JTNOO TEHCTBUS aKTUBHBIX aHIPOTEHOB. He3aBHCHMO OT 3THOJIOTHH
3abonmeBanus, aropel MH. Hsieh, A Hollander et al., 2010 o6o3uaummu
npobsieMy WHGEPTUILHOCTA TMAIMeHTOB C TUIIOCMaguei: Toibko 23%

MaJIbYMKOB, OIICPHUPOBAHHBLIX I1IO0 ITOBOAY HCHOCKpOT&J’IBHOfI 151 HpOMC)KHOCTHOﬁ


http://www.ncbi.nlm.nih.gov/sites/entrez?cmd=search&db=PubMed&term=%20Hsieh%2BMH%5bauth%5d
http://www.ncbi.nlm.nih.gov/sites/entrez?cmd=search&db=PubMed&term=%20Hollander%2BA%5bauth%5d
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dbopM, COXpaHSIOT CIMOCOOHOCTh K PEenpoayKuuu. B cBA3M ¢ 3TUM, 0coOyI0
aKTyaJlbHOCTb ~ MPUOOpETaeT  U3y4YeHUE  CTAHOBJIECHHUS M Pa3BUTUSA
PENpPOAYKTUBHOM CHUCTEMBI. PaboT, XapakTepHU3yIOIIMX TEYEHUE MOJOBOrO
CO3pEeBaHUs MAIMEHTOB C TUIIOCTIAUEH, HAMU HE OOHAPYKEHO.

[IpocniekTUBHAS OLEHKA IMOJOBOTO pa3BUTHS MpoBelcHa y 40 ManbyMKOB,
OTEPUPOBAHHBIX IO TMOBOJY CPEIHUX W MPOKCHUMAIBHBIX (OPM TUIOCIIATUH,
pyu TOCTH>KeHUH uMH Bo3pacta 11 — 12 ner. CtBonoByto popmy runocnaauu
uMenu 20 manmuMeHTOB M IMEHOCKpoTanbHyro — 20 manbumkoB. CoueraHue
TUINIOCTA/IUUA € JAPYTMMH aHOMAJUSIMU Pa3BUTHUSI HAPY>KHBIX MOJOBBIX OpPraHOB
onpenensuiock y 22,5 % nereii: ¢ OMHOCTOPOHHEN MaxOBOM 3aJEPKKOM SIMYKa -
y 4-X nerel, 4aCTUYHBIM PACUIEIJIEHUEM MOIIOHKH — Yy 4-X, IEHOCKPOTAJIbHON
TpaHcnozuuued — y 1 pebGenka. Bce Mampumku umenu kapuotun 46,XY.
CTpyKTypHbIE aHOMAJlMM XpOMOCOM B BHJAE YyBeiauueHus OnokoB C-
rerepoxpomatuHa 46, XY(h+ Obu OOHapyXeHbl y IBYX OOCIICIOBaHHBIX
HALMEHTOB.

Kak u B mpenpiayiieil HO30JOTUYECKOW TPYIIE, MOHUTOPUHT IOJIOBOTO
pa3BUTHS MAaJbYMKOB C THUIIOCHAAUEN NPOBOAMICS B TedeHHe 4-X JIeT.
CocTosiHUE PEeNnpOIyKTUBHOM CHUCTEMbI OLIEHMBAJIOCH B Bo3pacte 15 — 16 ner.
Jlns aHanmu3a pe3ynbTaTOB MCCIEAOBAaHUS MallMEHThl OBUIM pa3ielieHbl Ha

I'pYIIIBI B 3aBUCUMOCTHU OT CTCIICHHU TAKCCTH I'MIIOCITaINM:

1. ['pynma marueHToB co cTBooBOM (hopmoii runocmaauu (CI'), n =20.

2. ['pynma narueHToB ¢ MomoHOYHOU Tunocnaauei (MIN), n =20

3. KontponpHyto rpynmy coctaBuwin 60 TpakTHYECKA 340POBBIX
MaJIbUYHKOB.

[Tpu nepBruyHOM 00CTIEIOBAaHUU MATLYMKOB C THIOCHauel B Bo3pacte 11 —
12 ner mpusHaku Havana mybeprarta (cragusi G2 mo TanHepy W 00BEM roHan
Gomee 4 cM°) OOGHAapyXeHbl JHUIL y 15 % MalbuHKOB CO CTBOJOBOL
runiocriagued u 'y 20% c momoHouHOM (opmoil. B KOHTposbHOW rpyrine

Hauajo myOepraTa 3adukcupoBano y 57% nereii 11 — 12 ner.
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Pacnpenenenne manbunkoB 11 — 12 jer mo craausM MOJIOBOTrO Pa3BUTHS

MOKa3aHO Ha pHUCYHKe 24.

57%

1 - MomonoyHas runocnagusi;  2- CTBoOJIOBas TUIIOCIIAAUS

3 - KouTponbHas rpynmna

Pucynok 24 PacripezeneHue NaiydeHToB ¢ TUIOCTIAUE 0 CTausIM ITOJI0BOTO
pa3Butus B Bo3pacte 11 — 12 ner
Knuaunyeckue u ropMOHaJIbHBIE TTOKA3aTEIN MAIBUUKOB C TUIIOCTaAUEH B
CpPaBHEHUU C TPYIION 3I0POBBIX JIETEH MPEACTaBICHBI B Tabuie 27 .
Tabmuma 27 KimHUKO-rOpMOHATBHBIEC IOKA3aTENH ITOJI0BOTO PA3BUTHS

MaJIBYMKOB C TUIocnaauen B Bo3pacte 11 — 12 ner

['pynma CtBooBas MortoHoYHas KonTtpomnbHast p
TUITOCTIAIMS THUIIOCTIAIHS rpyrrma
n=20 n=20 n=60
V roHazm, Mi 3,8 42 5,8+0,5 0,01
[3,0; 4,6] [3,7; 4,7] [5,2; 6,3]
L nennca, cMm 4.3 3,6 6,4 0,003
[3,2; 4,9] [2,9; 4,2] [5,3; 7,2]
JII', ME/n 1,1 14 15 0,6
[0,7; 1,3] [0,4;1,7] [0,8; 1,7]
OCT, MmE/n 2,0 2,4 2,0 0,2
[1,6; 3,4] [1,2;4,5] [1,1;2,6]
T. o6mr., 3,9 3,5 6,8 0,01
HMOJIB/TI [2,3; 6,2] [1,5; 3,7] [4,7;7,3]
HNuruodun b, 46 43,2 71 0,01
/M1 [41; 51,4] [41; 48,3] [38; 106]

P - BepostHoCTh paznuuuii rpynn CI', MI' u koHTponbHOI 1o kputeputo Kpackena-Yomnuca
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Kak BugHO M3 Tabmumipl, O0OnbIIMHCTBO marueHToB (82,5%) HEe mMenu
MPU3HAKOB IOJOBOTO Pa3BUTHUS, O0BEM TOHAJ MO JAaHHBIM OPXUOMETPUHU HE
npesbiman 4 cm’.  BasambHbIi YPOBEHb TOHAJOTPOIMHOB, TECTOCTEPOHA U
uHrnouHa b cooTBEeTCTBOBAI AOMYOEPTATHBIM 3HAYCHUSIM.

B koHTponpHOU rpynme ~ o0ObeM TOHANA, JJIMHA TIOJIOBOTO 4IIEHA,
MOKa3aTelld TOHaJ0TPOIHUHOB, TECTOCTEPOHA M MHIHMOMHA b cooTBETCTBOBAIM
uHULManMu — nybeprata.  JIoCTOBEpHOCTh  pa3iuuMil  KIMHUYECKUX |
TOPMOHAJIBHBIX MOKa3aTenei Ha JaHHOM JTale UCCleNI0BaHus Oblia
oOycioBieHa 0osiee MO3IHUM HAadalioM Imy0epTaTa y MaJbuMKOB C TUIIOCTIaueH
OTHOCHUTENBHO 3J0POBBIX MaJIbYMKOB.

C uenpro (GyHKIMOHATBHOM OLEHKH TOHAJ MPU OTCYTCTBUU IMPU3HAKOB
IIOJIOBOTO PAa3BUTHUA TOPMOHAJIBHOE OOCIEIOBaHUE MPOBOJIMIOCH Ha (HOHE
npoObl € XOPUOHMYECKHUM  TOHAAOTpONMHOM. [l  HCKIIIOYEHHUs
(epMeHTaTUBHBIX 1e(heKTOB OMOCHUHTE3a TECTOCTEPOHA U JUTHIPOTECTOCTEPOHA
ONPEIEIIINCH KOHIICHTPALIUU aHAPOCTEHANOIIA, TECTOCTEPOHA "
JUTHIPOTECTOCTEPOHA B CHIBOPOTKE KPOBH, OLUEHUBAIUCH MX COOTHOLIEHUS.
PesynbpTaThel mpoObl XapaKTepU30BaIUCh MTyOepTaTHBIM BEIOPOCOM TECTOCTEPOHA
y BCEX MalMEHTOB, COOTHOIIECHHWE aHAPOCTEHIUOJ / TECTOCTEpOH ObLIo < 1, a
COOTHOILIEHHE TECTOCTEpOH / murujaporectoctepon < 20. Takum oOpaszowm,
yOeIUTEeNbHBIX JaHHBIX 32 Hamuuue (HepMEHTATUBHBIX Je(hEKTOB OMOCHHTE3a
TECTOCTEPOHA U IUTUAPOTECTOCTEPOHA HE ObLIO MOJIYYEHO.

B mnpouecce panpHeiero HaOMIOACHUS MaJbYMKOB C THUIOCIAIUEH
MpU3HaKW Havyana mybepraTa 3aduKCHpoBaHbl B Bo3pacte 12,3+1,1 ner, To ecTh
WHULMAIMs Tyoeprara OTCTaBajia OT 3J0poBeIX geted Ha 1 — 1,5 ropa.
CylIeCTBEHHBIX pa3IMYMil MEXAy TpyHnaMyd MalMeHTOB CO CTBOJIOBOM U
MOILIOHOYHOW THUrocnaauer He oOHapyxeHo. I[lomamistomniee OOJIBIIMHCTBO
MajgbuuKoB (95%) umenu cpeaHue MoKa3aTead pocTa U COOTBETCTBYIOIIHE
3HAUEHUs MHJEKca Macchl Tena. KIIMHW4YecKue MaHHbIe, XapaKTEPHU3YIOIIHE

Havajo my0epraTa, mpeACcTaBleHbI B Ta0auIe 28.
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Tabmuma 28 XapakTepucTHKa MOJIOBOTO Pa3BUTHS MAIBUUKOB C

rHIoCHaanel B IepHo MHULMAIMHU myoepraTa, (ctaaus G2 mo Tanner),

M=o / Me [Q1; Q3]

[Tokazarenn CrtBonoBas MouonouHas KonTponbhas p
runocnaaus (CI') | runmocnagus (MI) rpyrra
n=20 n=20 n =60
Bo3spact Hauana 12,4+1,03 12,7+1,1 11,3+0,8 0,02
nybepraTa
Bospact 13,5+0,8 13,0 £1,1 12,340,7 0,04
mybapxe
O0ObeM rouaj, 5,0 6,0 5,6 0,1
MIT [4,0; 7,0] [4,5; 8,0] [5,2; 6,0]
O0BeM rosag 3,4 4.2 3,9 0,08
(Y3U1), M [2,0; 3,8] [3,3; 8,0] [3.6; 4,6]
JlIuHAa 1oJI0BOI0 4.2 3,0 5,7 0,01
neHa, M [4,0; 5,0] [2,5; 3,5] [4,7;6,7]
PSV, cm/cex 2,7 3,0 6,3 0,003
[2,5; 3,9] [2,8; 3,8] [4,2; 7,1]
Vm, cMm/cex 1,8 2,3 3,8 0,01
[1,6; 2,5] [1,9; 2,6] [3,2; 6,1]
Pl 0,9 1,0 11 0,05
[0,8; 1,0] [0,9;1,2] [0,9; 1,3]
Ri 0,7 0,6 0,6 0,06
[0,6; 0,8] [0,6; 0,7] [0,5; 0,65]
JIT', ME/n 1,2 1,6 15 0,5
[0,7;1,4] [0,5; 2,0] [1,3; 1,7]
OCT', ME/n 2,0 4,0 2,0 0,03
[1,2; 3,4] [2,9; 4,2] [1,5; 2,6]
TecrocTepoH, 48 6,2 6,8 0,3
—— [3,9; 7,5] [3,5; 7,2] [4,7; 73]
WNurubun b, 89 53 1255 0,0001
S [70; 115] [45; 62] [120; 134]

p — BeposTHOCTH paznnuuil rpynn CI', MI' n koHTponbHOM no kputeputo Kpackena-Yonuca




137

[Ipu oOcnenoBaHUM MaJbYMKOB CO CTBOJIOBOM (HDOpMOHM THUIOCHAINH
(rpynna |) B mepuon Haudanma myOeprara 00OBEM TOHAJ HE OTIWYAICA OT
300poBBIX JneTedl.  Ilpu 3TOM [IMHA TOJIOBOTO WI€HAa COOTBETCTBOBAJA
JOMyOepTaTHBIM 3HaYeHUsIM. TKaHeBbI KPOBOTOK T'OHAJ| ONpPEACIISICS B BUJC
CAMHUYHBIX JIOKYCOB CJIa00il HMHTEHCHUBHOCTH, JIMOO OBUT HIDKE TOpora
YyBCTBUTEIBHOCTH amnmapara. Kak BWAHO #3 Tabmumbl 28, 0OTMEYaIOCh
CHIDKECHHE CKOPOCTH TECTHUKYJSPHOTO KpoBoToka (PSV M VM) wu moBkiicHHE
uHIeKca nepudepudeckoro cocyaucroro conporusienus (RI) mo cpaBHeHHIO ¢
TPYIIONA KOHTPOJIS.

KnvHuueckue maHHble HMHHUIMAIMK TyOepTaTa OBUIM TMOJTBEPKIICHBI
pe3yabTaTaMu TOPMOHAJBHBIX HCCile0oBaHuM (Tabauna 28).

Kak BumHo w3 Tabnumbsl 28  CHIBOPOTOYHBIE  KOHIICHTpAILUU
TOHAJIOTPONUHOB CYIIECTBEHHO HE OTJIMYAJIUCh OT 3J0POBBIX JETEH, JHIIb Y
nBoux (10%) ManmbyuKOB CO CTBOJOBOM (hOpMOM THUIMOCHAIUA OTMEUYEHO
MOBBIIICHUE YPOBHS (DOJUTHKYJIOCTUMYIUPYIOIIEro ropmona 10 7 MME/mi u 12
MME/mn. KoHiueHTpaiusi TeCTOCTEpOHa COOTBETCTBOBAJIA Havally myOeprara u
HE OTJIMYajach OT KOHTPOJIbHBIX TMoKazaTeneil. OmHako oOparianio Ha cebs
BHHUMaHHE JOCTOBEPHOE CHIDKEHHME KOHIECHTpanmuu  uHruomHa b y 40%
MaJbYMKOB | TpyIIITEL.

[Tpu oOcienoBaHMM MalbYMKOB C MOIIOHOYHOW rumocnaguer (rpymma 1)
o0BeM ToHaa Takke cooTBeTcTBoBan cragmu G2 mo Tanner. OoOpamanm
BHUMAHUE MaJIbIE pa3Mepbl MOJOBOr0 WieHa Mo cpaBHeHUto ¢ rpynnoit CI' u
KOHTpOJIbHOW. MukponeHuss (JyiiHa TMOJOBOrO ujeHa MeHee 3,7 cM)
3apukcupoBana y 10 (50%) manueHTOoB. TeCTUKYJISAPHBIA KPOBOTOK
IPAKTUYECKA HE OMNpenessuicsa. ['OpMOHAIbHBIE U3MEHEHHUSI y JETeN JaHHOU
TPYNIB UMENIA aHAJIOTUYHYI0 HANPABJICHHOCTh, HO OOJIBIIYIO CTATUCTUYECKYIO
3Ha4YUMOCTh. [loBbIllIeHHE YpPOBHSA (DOITUKYJIOCTUMYIHPYIOMIETO TOPMOHA
oTMeueHO y 4-x mamueHToB (20%). Huzkue 3HaueHnst MHTHOWHA UMENH 8 neTei
(40%), npu >TOM MeauaHa UHTUOWHA b OblIa HUYKE KOHTPOJBHBIX 3HAUYCHUU B

2,3 pa3za. [lokazarenu JII' u TecTocTepoHa COOTBETCTBOBAIM CTa/INH ITyOepTaTa.
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AHanu3upys MoTydeHHBIC TaHHBIC, OBLIO OTMEYEHO, YTO CO CTOPOHBI OCH
JI' — TecToCTEepOH, XapakTepHU3ylolleld myOepTaTHOE CO3pEBAHME KIIETOK
Jletingura, He OBLIIO OOHAPY)KEHO TMATOJIOTMUECKHX WM3MeHeHui. KoHmeHTpamnus
uHruouHa b Obuta cHwkeHa y 25% MalbuMKOB CO CTBOJIOBOM (hopmoii
TUMOCTIa MM ¥ uMena jaonyoepratHele 3HaueHus y 40% mnamueHToB ¢
MOIIOHOYHOM (POPMOM, YTO CBUJIETEIILCTBOBAJIO O MATOJIOTMYECKOM Pa3BUTUU
kierok CepToiiu, HapylieHun ux npoiudepanuu. ['opMoHaIbHbIE U3MEHEHUS,
XapakTepusyronme PyHKIMOHAIBHOE CTAHOBJIECHUE TOHAM, OBLIIM OTMEUEHBI yKe
Ha JTane WHUOUANMU myOeprara. OTO TOCIYXUJIO OCHOBaHUEM IS
nanbHeiero HabMI0IeHUsT U MPULIETFHON OLIEHKH OpPraHOB PENpOAYKTHUBHOMN
CUCTEMBL.

B mnporecce nanmpHEHIIEro MOHUTOPHMHTA IOJOBOTO Pa3BUTHA ObLIO
yCTaHOBJIEHO: ITyOapxe B Bo3pacte 13,1+0,8 net, «ckadok» pocta - B 13,9+1,1
netr. WuBepTtupoBaHHBI nyOeprar HaOmopancs y 17,2% mnaiueHToB.
['mHexomacTus Ha (hoHE MOJIOBOTO pa3BUTHs oOHapykeHa y 13,7% MallbuuKoB C
TUIIOCTIa[ e, B TO BpeMsl KaK y 3J0pPOBBIX JeTed HaOmonanack B 2,6 %
cinyyaeB. KoCTHBIN BO3pacT COOTBETCTBOBAJI MAcoOpTHOMY y 85 % Malb4yuKOB,
OTCTaBaHUE KOCTHOTO Bo3pacTta He Oosiee yem Ha 1,5 roma umenu 15%
oOcnenoBaHHbIX nanueHToB. K 14 rogam B rpynme maiueHTOB ¢ MOIIOHOYHOM
runocnaguei craauro mojaoBoro passutus G, umenn 20% nereit, Gs — 40 %, G,
- 40% MabYMKOB; B TPYIIIE MAIMEHTOB CO CTBOJIOBOM THmocmaaueii craauto Gy
umenu 33 %, Gz — 47 %, G, - 20 % manpunkoB. B xoHTponpHOM rpyme 59%
ManbuukoB K 14 romam ummenn G, — Gs craguio myOepratra mo TaHHepy.
CpaBHUTEIBLHOE pAacHpeAC/iCHHE MaJlbYMKOB O00€UX Tpynn 1o CTaausM
MOJIOBOTO pa3BUTHS B Bo3pacte 14 mer mpeacrtaBieHo Ha Pucynok 25.
Pacnipenenenne mareHTOB ¢ pa3jiMdHBIMUA (POpPMaMU THUTIOCTIAJNH TIO0 CTAIASAM

IIOJIOBOT'O pa3BUTHSA B Bo3pacte 14 ner.



139

uG2
mG3

uG4

G5

1 - MomonoyHast runocnaausi;  2- CTBOJIOBas THIIOCITIAAUS

3 - KouTponbHas rpynmna

Pucynok 25. Pacnipenenenne naiueHToB ¢ pa3iMiHbIMUA (HOpMaMH THIIOCTIAINH

I10 CTaaUuAM ITOJIOBOI'O Pa3BUTHA B BO3PACTC 14 ner

Takum 00pa3oM, MOSIBICHUE TPU3HAKOB MOJOBOTO PA3BUTUS Y MAJIbUUKOB
C TUNOCHaAued OTCTaBajo OT 3JI0POBBIX A€Ted B cpenHeMm Ha 1,2 ropa. Ilpu
COXpPAaHHOM aHAPOTEHIPOAYLUUPYIOMeH (YHKIIMU TECTUKYJI, JIJIMHA IOJOBOTO
yjeHa Yy TMAalMeHTOB o0eux rpynmn ObUla JOCTOBEPHO MEHBIIE 30POBBIX
MaaburKkoB. KoHmeHTpanus narubuna b He cOOTBETCTBOBAA CTAUU TTOJIOBOTO
pa3BUTHUSIT W HaxXOoAWiach 3a IMpeJejaMyd HIDKHEH TrpaHullbl pedepeHCHOro
MHTEpBaJa y 25% manueHToB cO CTBOJIOBOM runocnaguei u 'y 40% manbuukoB
C MOILIOHOYHOM (hOPMOH.

[TonHoe oOcienoBaHue pPENPOAYKTUBHOM CHUCTEMBI MAIlUEHTOB OBLIO
MIPOBENICHO MPU AOCTHXKEHUU UMU G4 CTaauM MOJIOBOTO pa3BUTHUs o Tanner. B
KaueCTBE KOHTPOJILHON BHIOOPKH ObLIM MCIOJIH30BAHBI KIIMHUKO-TOPMOHATBHBIE
nokazarenu 60 3I0pOBBIX MalbUMKOB C aHAJIOTWYHOM CTaauel TMOJIOBOTO
pa3BUTHSL.

[IpoBenena oleHKa pe3yJbTaTOB 00CIIEIOBAHUS MAJIBUUKOB CO CTBOJIOBOM
dbopmoii runocmanuu. CpeaHuii BO3pacT MAIbUYUKOB HA MOMEHT OOCIIeIOBAHUS

coctraBui 14,3+1,2 ner (tabauna 29).
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Tabnuna 29. XapaktepucTuka penpoayKTUBHON CUCTEMbI MAJTbUUKOB C

rurocnaauein B Bo3pacte 14 — 16 ner

(cramus G4 o Tanner), Me [Q1; Q3]

IToka3arens CrBoJs0Bas MomoHnoyHas KoHntponbnas p
TUIIOCIIA IS TUIIOCIIA IS rpyrra
(CID) (M)
n= 20 n=20 n =80
O0BeM roHas, M 15 17 18,0 0,8
[13,7; 18] [13; 20] [15; 20]
O0BeM roHasg 16 17,4 17,5 0,8
(Y31), mn [12,2; 18] [13,2; 19,5] [15; 19,6]
JlnrHa moJI0BOTO 6,5 45 8,0 0,01
YJIeHa, CM [6,0; 7,3] [3,5; 5,4] [6,2; 9,8]
PSV, cm/cex 4,2 3,9 9,2 0,001
[3,6; 8,4] [3,3; 5,5] [7.,3; 10,7]
Vm, cM/cek 3,2 2,8 5,96 0,001
[2,2;5,1] [1,9; 5,3] [5.4;7.2]
Pl 1,2 1,1 1,0 0,003
[1,1;1,3] [0,9; 1,4] [0,9; 1,02]
Ri 0,78 0,75 0,6 0,01
[0,7;0,8] [0,6; 0,8] [0,5; 0,65]
O0BeM 10,3 6,8 13,8 0,0002
MPEACTaTEIbHOM [6,1; 12] [5,8; 8,0] [11,2; 16,3]
KENE3BI, CM°
JT, 2,8 2,7 3,4 0,09
MME/mna [2,3; 4,1] [2,0; 3,2] [2,6; 3,9]
OCI', MME/Mn 5,8 6,0 1,3 0,004
[3,4; 6,6] [3,6; 8,0] [0,8; 1,6]
TecrocrepoH, 23 22 27 0,5
HMOJTB/TT [19; 36] [14; 38] [18; 32]
Nurnous b 185 146 230 0,0003
[120; 212] [73; 157] [198; 250]

P — nocroBeprocTh paznuunii Mexay rpynnamu CI', MI™ 1 KOHTpOIbHON IO KPUTEPUIO

Kpackena-¥Yomnuca
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OO0beM TOHAJI COOTBETCTBOBAJ CTAJAWHM IIOJIOBOTO pAa3BUTHS H HE
OTIMYaJICST OT 3J0POBBIX MOJAPOCTKOB.  JliMHAa TOJI0OBOTO ujieHa Obuia
JIOCTOBEPHO MEHBINIE, YeM B TPYMIE KOHTPOJISI, HO YKJIQJbIBAJIaCh B JHUAIMA30H
[0; -2] SDy 90 % nereit, numb y asoux (10 %) nammentoB Ha G, cTaguu
MOJIOBOTO Pa3BUTHUSl YCTaHOBJIEHa MuUKponeHus. I[IpoBeneHue nomiepoMeTpuu
TECTUKYJ TIOKa3aJi0 3HAYWTEIbHOE CHIKeHHe nuHewHou (PSV) wu cpemneit
(Vm) ckopocTH TKaHEBOTO KPOBOTOKA IO CPABHCHHIO C KOHTPOJIBHOM TpyIIOi
U yBEIMYCHUE MEPUPEPUUYECKOTO COCYAMCTOrO compoTuBieHus y 60%
MAIMEHTOB CO CTBOJIOBOM rumocnaauei (tadnmma 29).

[Ipu  ynbTpa3ByKOBOM CKaHUPOBAHMHM TOHAJlI OOBEM TECTHKYJISAPHON
TKAaHU HE WMEN pa3Induidl ¢ TPYNIOW 370POBBIX MAJIbYUKOB,  OJHAKO
CTPYKTYpPHBbIE  U3MEHEHHS  TECTUKYJSPHBIX  MPUAATKOB,  HApYIICHHE
mudepeHIUupoBKH MPOTOKOB ObUTM BbIsABICHBI y 7 w3 20 mereit (35%) co
CTBOJIOBOM rumnocnagueil. Yactora u xapakrep Mop(}OIOrH4ecKux U3MEHEHUN
TECTUKYJ U MPUJATKOB MOKa3aHbl B Ta0uie 30.

Tabmuma 30 YacToTra CTPYKTYPHBIX HM3MEHCHUW TECTHKYJT W TPUAATKOB Y

MaJIbuuKOB ¢ Turocnanueii 14 — 16 aer (cragus G4 mo Tanner), Me [Q1; Q3]

[Ipu3nak CrtBonoBas MomonoyHas
THITOCTIa TS THITOCTIa TUS
n=20 n=20
Abec. % Abec. %
YmioTHeHue 060104eK nUKa - - 2 10
H
apymenue auddepeHIupoBKH 1 5 3 15
CTPYKTYp IpUJaTKa
CknepoTHyecKkre N3MEHEHHS TOJIOBKU 3 15 4 20
npuaTka
K
MCTa TOJIOBKU IpUIaTKa 4 20 4 20
H
apyuenue AuQppepeHInpoOBKU 3 15 5 30
IPOTOKOB
O0111ee KOJIMYECTBO MAI[UEHTOB C
HapyLIEHHEM CTPYKTYpPbI TECTHKYa/ 7 35 13 65%
npugaTka
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Tabnuma 31. YacTora CTpyKTypHBIX U3MEHEHUH MpEACTaTeIbHON JKENe3bl y

MaJIbuuKoB ¢ Tunocnaaueii 14 — 16 aer (crangus G4 mo Tanner), Me [Q1; Q3]

[Tokazarens CrBosnoBas MomonoyHas
TUITOCTIA M THITOCTIA U
n=20 n=20
AGc. % A6c. %
['unorpodus u HapymeHue
3 15 4 20
i depeHIIMPOBKU JOTCH
CkiiepoTHUYeCKIe N3MEHEHMUS
- - 2 10
HapEeHXHUMBI
['unotpousi CeMEHHBIX MTy3BIPHKOB 3 15 ) 25
CysxeHue U HapylIeHue
4 20 6 30
nuddepeHITMPOBKU TPOTOKOB
Jepuuut napeHXxuMaTo3HOro KpoBOTOKa - 4 20
OO011ee KOJIMYECTBO HNAlCHTOB,
UMEIOUINX CTPYKTYPHBIE U3MEHEHHUS 4 20 14 70
IIPEJCTATEIIbHOM HKele3bl

[Ipy BBINOTHEHWH TPAHCPEKTAIBHOTO YJIBTPa3BYKOBOTO CKAHUPOBAHUS
00BEM TMpeACTaTeNIbHOM JKele3bl y MaJlbYMKOB CO CTBOJIOBOM (opmoi
runocrnaauu cocrasun 10,3 [6,1; 12] oM’ YeTBepo manueHTOB UMETH 00beM
Mpe/ICTaTeILHOM KeJe3bl MeHee S5 Mil, 4To 1o gaHHeiM ML.U. IleikoBa, 1999 r
HaxOJIWJIOCh 3a TMpeJenaMd HIKHEW TpaHMIbl JAuana3oHa CUTMaJbHBIX
OTKJIOHEHUH. (CeMEHHbIE MY3bIPbKU HMEIHU BHUJ TSAXKEH, CEMSIBBIHOCSIIUE
NPOTOKH BU3YaJIM3UPOBAIUCH Kak JHMHEHbIe oOpa3oBaHus 0e€3 4YeTKOM
muddepenmmpoBkn  (tabmuma  31).  Takas  ynbpTpasBykoBas — KapTHHA
COOTBETCTBOBaJIa JIOMyOepTaTHOM »HXOorpauueckol aHATOMHUM U  OblIa
paciieHeHa HaMM Kak Tunotpodus npeactraresibHou xene3nl y 20% MalburuKoB
co CT.

OYHKIMOHAIBHOE  COCTOSIHUE  IOJIOBBIX  JKEJ€3  XapaKTepU30BaAIU
pe3yJbTaThl TOPMOHANBHBIX HccienaoBaHuid. Kak BugHo u3 Ttabmuubl 29,
nokasarenu JII' u TectocTepoHa y MajgbYMKOB CO CTBOJIOBOM THMIIOCHAINEH

COOTBETCTBOBAJIA TIOKA3aTENSIM 3JI0POBBIX JETEH, aHAPOTreHIPOIYLUPYIOIIAs
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bynkius Tectukyn He HapymeHa. [Ipu omenke ocu OCIT — Murubun b,
BBISIBIICHO CHW)KEHHE YPOBHA WHTHOMHA b B codyeTaHuM C  TMOBBILICHHEM
KOHIIEHTpAuu (HOJLTUKYIOCTUMYIUPYIOIIETO TOPMOHA B CBIBOPOTKE KPOBU Y
25% MaJbuuMKOB  JAaHHOW rpymnmbel. Menuadel 3THX TOPMOHOB U
MHTEPKBAPTWIBHBIN pa3Max JaHHBIX IOKa3aTejei JOCTOBEPHO OTIUYAIHCH OT
rpymibl KoHTpois (Z =-2,3 p = 0,04).

Ha pucynke 26 mokasaHo M3MEHEHHE KOHIIEHTpanuu uHruOuHa b B
CBIBOPOTKE KPOBM MAaJlbYUKOB CO CTBOJIOBOM THUIIOCHaJuWEH IO Mepe

IIPOrPECCUPOBAHUHUS ITyOEpTAaTa B COOTHOLIEHUH € (DOJUIUKYIOCTUMYIIUPYIOIIUM

TOPMOHOM.
8 — - 250
1 5
5 ¢ | - 2002
E c ®CI, MME/mn
< - 150 £
3 4 S
5 L 100; @fmm /IHMMOWH,
g 2 - o £ nr/mn
0 0
G1 G2 G3 G4
Cragua nybeptaTa
A) IlanueHTHI CO CTBOJIOBOM TUMOCHaUEH
8 - - 250
= - 200 S
s ] - 150 c
s 4 X
— - 1003 ®Cr, MME/mn
(@] 2 - E
-4 - 50 § @sguo N\ Hrn6uH, Nr/mn
0 0

Gl G2 G3 G4
Cragusa ny6epraTta

b) I'pynna 310pOBBIX MaIbUNKOB

Pucynok 26. lunamrika Murubuna b u ®CI" B 3aBUCUMOCTH OT CTaAuU
MIOJIOBOTO Pa3BUTHS Y MAIIMEHTOB CO CTBOJIOBOM TMIIOCTIAUEN U Y 3I0POBBIX

MaJIbYUKOB
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W3 pucyHka BHAHO, YTO B TpyMNE 3J0POBBIX MaJbYMKOB OTMEYAIOCh
yBenuuenue koHueHntpauu OCI Ha ctaguu G, C IOCTETIEHHBIM €€ CHUKEHUEM
K 3aBEpIICHUIO MOJOBOro pa3Butus. llpu 3TOM HabM0IaI0Ch MPOrPECCUBHOE
yYBEJIMYEHHE KOHIICHTPALIMM MHTMOMHA 0 MAKCUMAJIbHBIX 3HAYCHUN HA CTaJUU
Gy,

B rpynne wmanpunkoB ¢ CI' konmentpaumss OCIT mnpesblimana
KOHTpPOJIbHBIE TMOKa3aTenu Ha crtagun G, W mpojaospkalia HapacTaTh MO Mepe
nporpeccupoBanus nyoeprara. Hapsay ¢ OCI', yBennunBanach KOHIEHTPALIMS
UHTUOWMHA, HO HE JOCTHIJa KOHTPOJBHBIX 3HAYCHHWH M UMeJa OOJNBIIYIO
aucrnepcuro. YpoBeHb uHruOumHa Ha crtaaun G, B rpynme CIT Obul Huke
KOHTposibHOTO B 1,24 pasza. IlomyuyeHHBIe AaHHBIE HA CTaAUH 3aBEPIICHUS
nyOepTrara sSBISIOTCS NIPU3HAKOM HEJOCTaTOUYHOTO HAKOIUJIEHUs KieTok CepTonu
U / 1100 HapyIICHUS UX CIIEPMATOTEHHON (DYHKIIUH.

[To aHamoru4HOMY aNTOPUTMY MPOBEACH aHAIHU3 PE3YIbTATOB 00CIEIOBAHUS
B IpyIIE MaJb4MKOB C MOIIOHOYHON (popmoii runocnaguu. CpenHuil Bo3pact
NAIMEHTOB MPH 00CJIeIOBaHUH HA CTaIuH 1mMojoBoro pa3sutusi G, mo Tanuepy
coctaBui 15,2+0,9 et

OO0beM roHaja COOTBETCTBOBAJ KIMHUYECKOW CTAIUU IOJIOBOTO Pa3BUTHSL.
OmHako Ha TMPOTSKEHUE BCEro Imnepuoga nydeprara oOpamaiio Ha ceds
BHHUMaHUE HEJOCTATOYHOE YBEJIUYECHHUE JJIUHBI MOJIOBOTO 4WieHa. MUKpONEHHUs
IpH JUIMHE T0JI0BOrO wieHa MeHee (— 2 SD) ycranoBieHa y 50 % manueHToB,
BTOpasi TMOJIOBUHA MAJbUYMKOB C MOIIOHOYHOW THUMOCMATUEH HMeNu UIMHY
MOJIOBOTO YiieHa B auana3oHne [-1; -2] cranaapTHbIX oTKiIoOHeHU# (Tadmura 29).
[Tpu mpoBeseHNH yIBTPa3ByKOBOTO WCCIECIOBAHUS TECTHKYJ, MAaTOJOTUYECKUE
CTPYKTYpHBIE U3MEHEHHsI onpezesieHbl y 65 % ManueHToB B BUJE HapyIICHUS
nuhGepeHIUPOBKH CTPYKTYP MPHUAATKA, CKICPOTUYECKUX U3MEHEHUN TOJIOBKH
npujaaTka, KUACT, HapylieHus IudQepeHIupoBKH MPOTOKOB (00bEM TOHAL
COOTBETCTBOBAJl CTaJMM TOJOBOTO PA3BUTHUA M HE OTIUYAICS OT 3J0POBBIX
MOJIPOCTKOB. [IJIMHA TIOJIOBOTO 4YjeHa Oblla TOCTOBEPHO MEHBIIE, YeM B TPYIIIe

KOHTPOJIS, HO yKjajabiBasiach B amamnason [0; -2] sd y 90 % nereit, numib y
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nBoux (10 %) mamumeHToB Ha Q4 CcTaauu MOJOBOIO Pa3BUTHUSL YCTAHOBJIEHA
MUKpOIEHUS. MPOBEACHHUE JIOTUIEPOMETPUM TECTHKYJ MOKA3aJI0 3HAUYUTEIHHOE
CHWKEHME JIMHEHHOM (PSV) U cpeaHeid (VM) CKOPOCTH TKAHEBOTO KPOBOTOKA IO
CPaBHEHHUIO C KOHTPOJBHOM TpyHmol U yBEIMYEHHE NepudepudecKkoro
COCYIUCTOro comnpoTuBiieHus y 60% maiueHToB CO CTBOJIOBOM THIIOCHAAHEH
(Tabmuna 29).

Opu yIbTPa3ByKOBOM CKAHMPOBAHUHU FOHAJl 00bEM TECTUKYJISIPHON TKaHU
HE MMEJN Pa3fiMuui C TPYMNION 370POBBIX MAJIbUMKOB, OJHAKO CTPYKTYpPHbIC
W3MEHEHUSI TECTUKYJSAPHBIX TMPUIATKOB, HapylieHue AauddepeHIupoBKU
MPOTOKOB ObLIH BhIsIBIIEHBI y 7 U3 20 nereit (35%) co CTBOJIOBOI TUIIOCTIATUEH.
4acToTa M XapakTep MOpP(OJOrMYeCKUX H3MEHEHUW TECTUKYJI U MPHUIATKOB
rmokasassl B Taoimie 30.
tabnuia 30). MccnenoBanue TECTUKYIISIPHOTO KPOBOTOKA, KaK M B IIPEIbLAYIIECH
rpyIne, MoKa3aao CyIIECTBEHHOE yMeHbIlIeHne auHennon — 3,9 [3,3; 5,5] m/c u
cpennerr 2,8 [1,9; 5,3] m/c cKOpocTH KpPOBOTOKA TECTHKYJISIPHOM apTepuUu
OTHOCHUTEJIbHO KOHTPOJILHOM TPYIIIIbI, MOBBIIMICHUE MYJIHLCAIIMOHHOTO UHACKCA U
nepudepruIecKkoro CoCyaucToro compotuBienus (tabmuma 29). Jledwuuur
TECTUKYJISIPHOTO KPOBOTOKA ompeseneH y 13 (65 %) Manp4imKkoB ¢ MOITOHOYHOM
dbopmoil runocnaanm.

[Ipu BBIMOTHEHUU TPAHCPEKTAIBLHOTO YIBTPa3BYKOBOTO CKaHUPOBAHUS B
rpyrnmne MaibuukoB ¢ MI' 00BEM mpeacTaTebHOM kene3bl coctaBuia 6,8 [5,8;
8,0] mu u mocToBepHO oTaM4ajcs oT rpymmbl CI' u koHTposbHOM (Tabmuia 29).
Bce wManpunku C MOIIOHOYHOM THUIIOCIIAJIUCH HMEIU THUIOTPOPHIO
MpeACTaTeILHON KeJe3bl MPU HOPMAJIbHOM 00bEME TECTHUKYJ U 3aBEpIIAOIICH
CTaJWM TIOJIOBOTO pa3BUTUSA. [pyOble CTPYKTypHBIC W3MEHEHUS, TaKUE Kak
OTCYTCTBUE YeTKoW au(GdEepeHITMPOBKU J0JIel, TUMOTPOdUS CEMEHHBIX
My3bIPHKOB, CY)KE€HHE U HapylieHue qudQpepeHIIMPOBKH TPOTOKOB OINpPE/IeICHBI
y 14 (70 %) nauuenTos (Tabiuma 31).

Kak w B mpempimymiedt rpymnme, Mbl OLECHWIM COOTHOILICHHE

roHaJJOTPOIIMHOB MW TCCTUKYJIPHBIX TOPMOHOB B TIpYyIIC MaJIbYUKOB C
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MomoHoyHorM  runocnaauerd.  Konuentpamum  JIIT  wm Tecrocrepona
COOTBETCTBOBAJIA pehEePEHCHBIM 3HAUCHUSIM U CBUACTEIbCTBOBAIIA O COXPAHHOU
¢ynkuun xinerok Jleimura. [lpu stom mennana marubuaa b — 146 [73; 157]
nr/mia ObUTa 3HAYUTENIBHO CHUXKEHa 1Mo cpaBHeHuto c¢ rpymmnoid CIT u pesko
OTIMYaliach OT rpymmbl kKoHTpous (Z =- 3,6, p = 0,0002). OxHOBpEeMEHHO CO
CHIDKGHHEM UWHrHuOMHa oOpamano Ha ce0d BHHMMAaHHE MOBBILIICHHUE
bomukynocTumyupyroiiero ropmona — 6,0 [3,6; 8,01 MME/Ma no npuHIMITY
orpuuareiabHoil oopatHoi cBs3u. OCI' OBLI 3HAYMTEIBHO BBILIE JHANA30HA
3HaYeHUH KOHTpodpHOU Tpymmel (Z =3,7, p = 0,0001). Huzkoe coaepxanue
MHTUOMHA B CBHIBOPOTKE KPOBU B COYETAaHMM C NOBbIIIEHHEM YpoBHSI DCIT
nmenn 80% manbunkos ¢ MI'.

Ha pucynke 27 noka3zano usmeHenue KoHIeHTpanuu uaruonna b u ©CI
B CBIBOPOTKE KPOBM MAJBYMKOB C MOLIOHOYHOW THIOCHAIUENd IO MeEpe
nporpeccupoBanus nyOeprata. Kak BUAHO W3 pUCYHKA, Yy MalbYUKOB C
MOILIOHOYHOMW THUIIOCTIaiuel yXe B Hauaje myOeptara, Ha ctaauu G, ypoBeHb
(G OJUTMKYJIOCTUMYIUPYIOIIET0 TOPMOHA CYIIECTBEHHO IPEBBIIIAT MOKa3aTeln
3IOpPOBBIX MAaJbUYMKOB, a KOHIIEHTpalsi MHIMOMHA Obla JOCTOBEPHO HUXKE
KOHTPOJIbHBIX 3HaueHui. Ilo Mepe mporpeccupoBanus mybepraTa OTMEYaIOCh
YBEIMYEHHE KOHLIEHTpAaUuU (HOJUTMKYJIOCTUMYJIMPYIOIIEr0 TOPMOHA, YTO
IPOTUBOPEUMIIO (PU3HOIOTHUECKUM ITyOepTaTHBIM U3MeHeHUsIM. KoHleHTpatust
WHTUOWHA HE IOCTUIJIA IIEJIEBBIX 3HAYeHM U Ha ctagun G, MeauaHa WHTHOWHA
B rpynne MI' Obula HHke KOHTposibHOW B 1,6 paza. llosydeHHble JaHHBIE

XapaKTepU30BaIN HapylIeHHe GyHKIIUU KIeToK CepToiu.
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b) I'pynna 310poBbIX MaJIbYNKOB
Pucynok 27 Jlunamuka Marn6una b u ®CI" B 3aBUCHMOCTH OT CTaJIUH
MOJIOBOTO Pa3BUTHS y MAIMEHTOB C MOIIOHOYHOM TMIMOCTaANEH U Y 3J0POBBIX
MAaJTbYHUKOB

Knunanueckoe HabmoaeHnE 6

[Tatment C., npu poxkACHUU OOHAPYKEHA MOIIOHOYHAs THUIIOCTIAIus,
TOHa/Ibl MAJTBIUPOBATUCH B MOIIOHKE. C pOXICHHUS 110 2-X JieT HabJromancs
ypOJIOTOM TI0 MECTY XHUTeNbcTBa. [IpoBeneHo kapuotunupoBanue — 46, XY. B 2
rojia BBHINOJIHEHA IUJIACTUKA IIOJIOBOIO YJE€HAa, B 5 JIeT- ypeTpoIliacTHKa.
BrniepBrie o0cienoBan SHAOKPUHOIOTOM B Bo3pacte 12 ser, umen poct 143 cwm,
SDS pocra= - 1,7, maccy 34,5 xr, UMT= 16,9 xr/kB. m, SDS UMT= -0,74
CocrosiHMEe TOHAJ JOMyOepTaTHOE: 00BEM TECTUKYJI 2 cM®, IUMHA TI0JIOBOTO

yiena 3 cm ( < - 2 SD), mukponenus. Dopmyna nonoBoro pazputust G1P;
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B mpomecce manmpHelimero HaOMIOIEHUS TIEpBBIE NpHU3HAKM TyOepTaTa
3adUKCHPOBaHBL B Bo3pacTe 13,5 ;neT mpH o6beMe roHax 8 CM° W YpOBHE
TectocTepoHa 7,8 amons/n. [lo Mepe mporpeccupoBanus mybepraTta OTMEUascs
aZCKBaTHBII POCT TECTUKYJ, YBEJIMYEHUE CKOPOCTH POCTa, MOSBICHUE
J00KOBOrO OBOJIOoceHus ¢ 14 ner. JlJiMHa MOJIOBOTO 4WieHAa HE COOTBETCTBOBAJA
CTaJIMH ITOJIOBOTO Pa3BUTHS, HaXOAWJIach B quamna3one [-2; -1] SD u k 15 rogam
coctaBmia 5 cMm Pesynbrarhl ropmoHansHOTO OoOcienoBanusi [lanmenta C. B
3aBHCHMOCTH OT BO3pacTa U CTauu MyOepTaTa NpeCcTaBlIeHbl B Tabuuie 32:
Tabmuma 32 JlnHaMuKa KIMHUKO-TOPMOHATBHBIX TTOKazaTenel mamuenta C. mo

CTaausM ITIOJIOBOI'O pa3BUTHA

[Tpuznak Bospacrt, roast
Cragus nojaoBoro pa3Butus no Tanner
12, G; 13, G, 15, G3 16, G4
O0ObeM rosaj, 2 8 12 15
oM’
JIT', MME/Mn 1.4 11 2,0 2,3
[PU] [1,4-3,2] [2,7-51] [1,1-3,5]
OCTI', MMe/mi 2,1 4.0 48 5,9
[PU] [2,3-4,3] [0,7-2,1] [0,8 —2,0]
TecTtoctepon, 2,0 7,8 225 31
HMOIIB/TT [3,2—-12,5] [15,8 —24] [17,3 -34,8]
[PH]
Nuarnbun b, 8,3 60,2 127 169
T/ MJT [120 - 142] [186 - 250]
[PH]

Ha pucynke 28 mnokazanbsl pe3yibTaThl YJIbTPa3BYKOBOTO HCCIIEIOBAHMUS

ronan nanueHta C. B Bo3pacte 15 JeT: CTpyKTypa TECTHKYJ HE U3MEHEHa,

TKAHEBBIN KPOBOTOK 3HAYUTCIIbHO CHUIKCH.




#1069 14.0cm MI 0.8 [10-13-2010 el #663 140cm MI 0.8 [10-13-2010
Vascular L5-12IM | Gen Tls 0.2 |09:54:05 am [ """ Vascular L5-12IM | Gen Tis 0.2 |09:29:20 am
; [2D] G56 } 92dB [PW] G50 [2D] G56 { 92dB
F1{4.00 kHz | Y FAZ ] P90 F1 £4.00 kHz | = = FA2 { P90
Depth 17 Depth 10
Size  1.00 [C] G50/ 3.50 kHz Size  1.00 [C] G50 {3.50 kHz
Angle 25 FAZIF1]15 Angle 0 FA2 {F1{15

-25
-20
-15
-10

-5
y fi y [Volume Flow] mis 1 P [Volume Flow] mis

PSY 3.36cmfs PSY -6.80cm/s

EDV 0.7Bcmfs EDY -0.70cm{s b
VYmean 2.38cmfs 10 Vmean-3.43cmfs 10
Gmean 0.00mmHg Gmean 0.01mmHg 5
Gpeak 0.00mmHg 2¢ Gpeak 0.02mmHg 20
S/D 4.31 /D 9.71

RI 0.77 RI 0.90 25
Bl 1.08 po Pl 1.78

Pucynok 28 Pe3ynbTaTsl yIbTpa3ByKOBOM JOMIIEPOMETPUN TECTHKYJ MAIlHEHTa

C. ¢ MO1IOHOYHOM (HOPMOY THUIOCTIA TN

Ha pucynok 29 mnokaszansl pe3ynpTaThl TPY3W mnpeacrarenbHON Kene3bl
o 3
namueHTa C. OOBeM mpeacTaTeIbHOM JKelle3bl cocTaBuil 4,8 cM™, 4YTO
CBUJICTCIILCTBYET O €€ TurnoTpoduu, CEeMIBBHIOPACHIBAIOIINE MPOTOKH
MPEACTaBICHbBl B BUJIC JUHEHUHBIX CTPYKTYp, KPOBOTOK B BHJI€ EIUHUYHBIX
JIOKYCOB.
#127 /10.0ecmMI 0.1 |10-13-2010
Urology EC48ES! Gen Tis 0.0 |09:37:22 am

[2D] G55 /105dB [2D] G55 /105dB
FA2 { P100 FA2 | P10D

sr xD 2.29cm
- f ¥ #D 1.70cm
+D 2.34cm @ +V 4.77cm®

Pucynox 29. Pesynsratel TPY3U npeacrarensHol xenessl nauuenta C.
Taxum obOpazom, Ha (oHe mporpeccupoBaHus mTyOepTaTa, MPU YBEIUUCHHUH
o0beMa TOHAJ U COOTBETCTBYIOIIMX MOKAa3aTeNsiX TECTOCTEPOHA, OTMEYaNOCh
HEJOCTATOYHOE YBEJIIMYEHUE JUJIMHBI TOJIOBOTO 4jleHa U  TUnoTpodus
npeacrarenbHoi Jkenespl. Konnentparus wHruOvHa b He cooTBeTCTBOBaia

CTaau¥ TOJOBOro pa3ButHs. I[Ipo Mepe mnporpeccupoBanus mybOeprarta
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OTMEYAJIOCh ~ YBEJIMYEHHWE  KOHLEHTpAUUd  (OJUIHMKYIOCTUMYIUPYIOIIETO
TOPMOHA, YTO MPOTUBOPEUUT MyOEPTaTHBIM U3MEHEHUSM 3/I0POBBIX MAJIbYUKOB.

HUrak, mnpu o0O0CIeIoOBaHMM TNALUMEHTOB C THUIIOCHAJAWEH HaMH
YCTaHOBJIEHBI: MAJIbIE pa3Mephl MOJOBOTO WIEHA, TUIIOTPO(US MPEeACTaTENbHON
Kenesbl, HapyleHue AUu(pPepeHIupOBKH TECTUKYJSPHBIX MPUIATKOB U
IIPOTOKOB, CHUXEHUE TECTUKYJSIPHOIO KpOBOTOKa. OOBEM SHMYEK U YPOBEHb
TECTOCTEPOHA HE OTIMYAINCH OT 340pPOBBIX JHeTel. OnpenerncH HU3Kui ypOBEHb
uHruOuHa b npu noselieHnd (HOUIMKYIOCTUMYJIUPYIOIIEro ropMoHa. B urore,
Ha OCHOBAHHH IPOBEICHHOIO HCCIIEIOBAHMS, BBISBICHO HAPYIUICHHUE Pa3BUTHSA
aHJAPOTECH3aBUCHMBIX OpPraHOB PENPOAYKTHUBHOM CHUCTEMBI IPU HOPMAIBHOM
o0beME TECTHKYJl M COXPAaHHOM aHJPOTEHIPOAYyLUpPYIOWEH (YyHKINH;
NaTOJIOTUSl pa3BUTUS U HapyleHue (yHKuuu kietok Cepronu. Yka3aHHbIE
U3MEHEHUS OIpPEACIBUINCh y IMAMEHTOB C MOIIOHOYHOM rumocnaguei B 3,2

pasa yaiie, 4eM IpH CTBOJIOBOU (opMme.

4.4 KIWHUKO-TOPMOHAJIbHASI XapaKTePUCTHKA My0epTara y aeTei ¢

HapyuweHueMm GopMupOBaHUS 1101

BHumaHue crnenuamucToB K MNalMEHTaM C  HEONPEAECJICHHOW I0JIOBOMU
MPUHAJIEKHOCTBI0  MAaKCUMAJIBHO  COCPEIOTOYEHO HA  HOBOPOXKICHHBIX.
OueBugHO, uTo Bee opmbl HDII momkHbl OBITH TUATHOCTUPOBAHBI B PaHHEM
MOCTHATAJILHOM TIEpHoJie MO0 BHYTpUYTpOOHO. OHAKO 0 CUX TMOp HEPEAKH
ciyyaud Tmo3aHed pauarHocTuku. HawmbGosee wacteiMu npusHakamu HOIT B
MTOAPOCTKOBOM BO3pACTE ABJSAIOTCS: Y I€BOYEK - IMAXOBas I'PblXKa, BUPWIN3ALIMS,
MEepBUYHAs aMEHOpEs; Yy MAaJbUUKOB — 3aJep’KKa TOJIOBOTO pPa3BUTHS,
nBycTopoHHsst ruHekoMacTust [Lee A et al., 2006]. TToMmumo 3TOr0, MaIUeHTHI C
HapylieHueM (OopMHUPOBaHUS 1M0Ja, BEpUPHUIIUPOBAHHBIC B PaHHEM BO3pacTe U
MPOLIEAIINE CBOCBPEMEHHOE XUPYPrUUECKOE JICYEHUE, HYXKIATCS B

KBATM(UITUPOBAHHON TIOMOIIU B TiepuoJl myoeptata. OCHOBHBIMHU BOIIPOCAMH,
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TpeOYIOMUMH perieHUs] TPU HAOIIOIEHUN TTOAPOCTKOB M B3POCIBIX MAIUEHTOB
c H®II, sBnstorcs 3amecTUTENbHAas TOpPMOHalbHAs Tepamusi, Yrposa
MaJUTHHU3AIMd  TOHAJ, TMPOBEACHUE PEKOHCTPYKTHBHBIX  IIJIACTUYCCKUX
orepanui, odecredyeHre MNCUxoJIOrMuecKorl U COIMaIbHOM afanTaiu, MoMOIlb
B peanmsanuu (eprumnbHocTr [Berra M et al.,, 2010]. Kpome Toro, anamu3
CBEJeHWH 00 ajanTtanmue TOAPOCTKOB U  B3POCHBIX C HapylIeHUEM
dbopMHpoBaHUS T1OJa MMEET OrPOMHOE 3HAYCHHE i arnpoOUpOBaHUS
c(hOpMYITMPOBAHHBIX MPUHIIUIIOB BEICHUS HOBOPOKICHHBIX.

Hamu oOciemoBaHbl M Haxo4ATCs IIoA HaOmMoaeHueM 15 mamueHToB C
HapymieHueM GopMHUpOBaHUA Tosia B Bo3pacTe oT 14 mo 19 ner. Kapuortum 45,
X | 46, XY wumeer onHa mnamueHTKa, 46, XX TECTHKYISAPHOE HapyIICHHUC
dbopmupoBaHus 1moJa - oAuH pedeHok. OcTaabHble MAIMEHTHl UMEIOT KapUOTHIT
46, XY. B MyXcCKOM TIOJIe QJIanTHPOBaHbI 7 IMAIlMEHTOB, B JKEHCKOM — 8.
Hapymenune ¢opmupoBanust mona ObUIO YCTAaHOBJIEHO B PaHHEM JIETCKOM
Bo3zpacte y 10 u3 15 manueHToB, MPOU3BEACHBI XUPYPTUUYECKUE OTEpAlMU Ha
TOHA/aX W HAPYXHBIX IMOJOBBIX opraHax. OcCTalbHBIE TATEPO, HMEIOIIHE
kapuotun 46, XY u KEHCKUI 10 BOCIIUTAHUS BIIEPBbIE OOPATHIIUCh B BO3pACTe
15 — 17 ner mO TOBOAY OTCYTCTBHS BTOPHYHBIX IIOJIOBBIX TPU3HAKOB,
ameHopen. [1o JaHHBIM PHIOKPUHOJIOTHYECKUX OOCIIEIOBAHHM, MPOBOIUMBIX B
pas3nuYHbIe TIEPHOJIbI KU3HHU IMAIMEHTOB W HANPABJICHHBIX HAa BEepUDPHUKAIINIO

JIMarHo3a, ObUIH yCTaHOBJIEHBI cienytouue BapuanTel HOIL:

Y CTaHOBJICHHBIN IUATHO3 KonunyecTBo nanueHToB
Hucrenesust roHan npu kapuoturne 46, XY 7
Jlucrenesust roHaj mpu kapuoturne 45, X [ 46, XY 1
46, XX TeCTUKyIsIpHOE HapyleHne (OpMUpPOBAHUS 1
noJia
CHHJIpOM PE3UCTEeHTHOCTHU K aHJpOoreHaM (CUMHAPOM 1

TECTUKYJISIPHOU (DEMUHUBUIINN)

HNedurut S-anbda-penykrassl || 1
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Y 4 nanuentoB, umeroumx 46, XY TECTUKYISIpPHOE HapyLIEHUE
dbopMHpoBaHUS 10J1a, OKOHYATEIBHBIA MOJIEKYJISIPHBIN AUArHo3 10 HACTOSIETO
BPEMEHU HE YCTAHOBJICH.

JIisi KJIMHUYECKOM XapaKTepUCTUKH MAIlMEeHTOB B MEPUOJ] MOJOBOTO
pa3BUTHSl MAIMEHTHl ObUIM BBIJEICHBI 2 MOArpynmnbel. B mepByro moarpymiy
BOIITU TIAIIMEHTHI ¢ JUcreHe3neld ToHaa (N = 8), BO BTOPYIO — MAIUEHTHI ¢ 46,
XY TecTUKyJISIpHBIM HapyineHueM popmupoBanus moia (N = 6). [amuent c 46,
XX TeCTUKYISpPHBIM HapylieHueM (popMUpOBaHHS TI0JIa HE BKIIOYEH B
yKa3aHHbIC MOATPYIIIIHI.

[TpoBeeHa olieHKa MOATPYIIIBI TOIPOCTKOB ¢ JAucreHe3uei ronan (N = 8). B
YKEHCKOM T10JIe ObUIA aJaliTUPOBAHBI 5, U3 HUX YETBEPO UMEJIA BapUAHT MOJHOMN
JUCTeHEe3UM U ObUIM JMArHOCTUPOBAHBI B TOJPOCTKOBOM BO3pacTe IIpH
OTCYTCTBHH MPHU3HAKOB MyOepTaTa. ¥ OJHOM MAaIMCHTKH ¢ KapruoTumnom 45, X /
46, XY mMen MecTO BapWaHT YaCTHUYHOW JWCTEHE3WH, JUArHO3 IOCTaBJCH HA
MEpBOM TOAYy JKM3HHM, TMPOBEICHA TOHAAIKTOMHUA. B MyxcKoM moie
aIaNTHPOBAHbI TPOE MANMEHTOB ¢ KapuoTuroM 46, XY, U3 KOTOPBIX OJHH UMEI
CMEIIAHHYIO JUCTEHE3UI0 TOHA/l, Y ABOMX YCTAHOBJIEHA YaCTUYHAS JUCTEHE3Us

roHan.

Bce mammenTtku ¢ kapuotunom 46,XY U MOJHBIM BapUAHTOM JIUCTEHE3UH
roHan (N = 4) umenu npaBUIbHOE (PEMHHHOE CTPOCHHE HAPY>KHBIX TOJOBBIX
OopraHoB. BTopuuHble MOJOBBIE MNPU3HAKA NPHU JOCTUKEHUU IyOEpPTaTHOIO
BO3pacTa OTCYTCTBOBAJIM, BHUPWJIM3ALMM HE OTMEYAJIOCh, Y TPOUX JI€BOYEK
3adukcupoBaHo aapeHapxe. IIpu ynpTpa3BykoBOM 0OCI€I0BAHUM MAIIUEHTOK B
MOJIOCTU MaJloro Ta3a Oblla oOHapyKeHa TUIIOIUIa3MpOBaHHAs MaTKa,
TonorpaduYecKoe pacroyoKeHne MaTku mpaBuibHoe. ['oHanel mpu Y3U He
BU3YyalM3UpoBaHbl. [Ipyu mpoBeAeHUM JanapoOCKONUKM OWJIaTEpalibHO B COCTABE
KPYIJIOH CBSI3KM MAaTKd ObulM  OOHApyXEHbl CTpPeKOBble TOHaAbl. [lpu
TOPMOHAJIBHOM o0cnenoBaHUU NAIUEHTOK, BBITIOJTHEHHOM hi ()

Janapockonuueckoro ynanenus ronan, meauana OCIT cocrasuma 70 MME/mi,
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JI' — 18,5 MME/mn, Ttectoctepona — 1,8 HMoOnb/n YCTaHOBJICH MEPBUYHBIN
TUIIEPTOHAIOTPONHBIM TUnoroHaau3M. Cpasy mociie Bepu(HUKalUKM JuarHo3a
OblJIa BBINMOJHEHA TOHAJPKTOMHUS. Bce MalueHTKH XOpoulIo aJanTUPOBAHbLI B
YKEHCKOM T10JI¢ Ha ()OHE 3aMECTUTEILHON TOPMOHAJILHON Te€paIiu CTPOTCHAMMU.

[TaieHTHI ¢ YaCTUYHOW JUCTEHE3WEH TOHAJ, UMEIOIIME MYMXCKOW I0JI
BocrTanuss (N = 3), OblTM  OOCneZoBaHBI  TOCJIE  MPOBEICHUS
PEKOHCTPYKTHUBHBIX  OMEpaliidi  HAa  HAPYXXHBIX  IIOJIOBBIX  OpraHax.
OmHOCTOpPOHHSAS OpXHOmNekcus Obula BbIIONIHEHA JBoMM. Ha crTopone
OPXUONEKCUU COXpPAHEHBbl TECTUKYJSIpHbIE ToHaAbl. BceM wManpunMkam B
npenyoepTaTHOM BO3pacTe IMPOU3BEJACHO Y/aJeHHE IUCTCHETHUYHBIX T'OHAA H
MiosuiepoBbIx MIPOU3BO/IHBIX; MaCKYyJIMHU3UPYIOIIAs IIJIaCTUKA u
ypeTporiactuka. HecMoTpsi Ha Hauyue HU3BEICHHBIX TECTUKYJISIPHBIX TOHAJ,
MIPU3HAKOB CaMOCTOSITEILHOIO IyOepTaTa He OBLJIO HHM y OJIHOTO TaIlUCHTA.
OOpamana Ha ce0s1 BHUMaHue MuKponenus 1,5 — 3,2 cm. I[Ipu ropMmoHansHOM
oociaemoBannn  Meauana OCI' cocraBuna 23 MME/mn, JII' — 12 m ME/mi,
TecTocTepoHa - 3,4 HMoub/lT1 HecMOoTps Ha pasznuuuss MeXay NOKa3aTelsIMH
TOHAJOTPONIMHOB M TECTOCTEPOHA Yy TAIMEHTOB C TIOJHOW W YaCTUYHOU
JIUCTCHE3UEH TOHAJ, MPUHIUMIIHAIBHOIO KIMHUYECKOTO 3HAYEHUS JIaHHBIE
paznuuusi He wuMenu. llanueHTsl 00euX MOATPYNIT MMETU TMEPBUYHBIN
TUTIEPTrOHAIOTPONHBIA  THUIOTOHAAU3M W HYXIAJIUCh B  3aMECTUTEIbHOU
ropMOHaJIbHOW  Tepanuu. Ha goHe 3amecTUTenbHOM TOPMOHAIBLHON Teparnuu
TECTOCTEPOHOM MAIMEHTHI BTOPOH MOATPYMIbI OBLIN aJallTUPOBAHBI B MYKCKOM
MacrnopTHOM  TIOJIE. buonoruueckyro ¥ COIMAJbHYIO  aJanTalluio
00CIeJOBAaHHBIX MAIIMEHTOB CJI0XHO OOOOIIUTH CTATHCTUYECKHMH METOIaMH,
YYUTHIBASE ~ PA3IMUHYI0  MOJIGKYJISIPHYIO  TPUPOLYy  3a00JieBaHUN U
WHJVBUAYAJIbHBIA ~ aHaMHE3, TMO3TOMY  MPUMEPbl  KAaTaMHECTUYECKOIO

Ha6JIIOJIGHI/I$I MBI IIPUBOJHUM B OITMCAHHUHN KIIMHUYCCKUX CIIYUacB.
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Kimmanueckoe Habmronenue 7

[Tanmentka Y. oOparwiack BHOepBble B Bo3pacte 16 JeT K JETCKOMY
TUHEKOJIOTY B CBSI3U C OTCYTCTBHEM MPHU3HAKOB MOJIOBOI'O Pa3BUTHs, aMEHOPEH.
[Ipu ocMoOTpe JEBOYKH MOPOKOB pPa3BUTHUSI OPraHOB IIOJOBOM CHCTEMBbI HE
oOHapy>keHO, ObLIO PEKOMEHJIOBaHO JWHaMuueckoe Habmonenue. I[lpu
MOBTOPHOM OCMOTpPE 4Yepe3 ToJi KIMHUYECKass KapTUHA HE HM3MEHWIACh, JJIS
oOciefoBaHUsl ¥ BBISICHEHUS TPUYMHBI TUIIOTOHAJM3Ma JIeBOYKa ObLIa
HalmpaBjeHa B DHJOKpUHOJIOTMYeckoe otnaeneHue OOJacTHOM  JETCKOM
OOJILHUIIBI.

[Tpu oOBexkTUBHOM 00CIIeIOBaHUHU B Bo3pacte 17 JeT:

Poct — 156 cm, SDS pocra = -1,5; Poct cuna-79 cm, Jlimaa Horu- 77 cwm,
cootHomenne BC/HC = 1,03. Pazmax pyk — 163 cm.

Macca — 37 kr, UMT =154 kr/m%, SDS UMT = - 3,3

dusnyeckoe pa3BUTUE COOTBETCTBYET 13 romam, umeercs AeUIIUT MACChI Tea.
OOpamaer Ha ce0si BHMUMaHWE HapylIeHUE MPOIOPIMM Tela, HapylleHUe
OCaHKH, CKOIM03. HapyHble MOJ0BBIE Opranbl c(hOPMUPOBAHBI IPABUIBHO 11O
YKEHCKOMY THIY, UMEIOTCSI OTBEPCTHS Biaraiuina u yperpsl. [lpu nampnanuu
OONBIINX TOJOBBIX Ty0 M TAxXOBOW OO0JaCTH TOHAJLI HE OIPEACNIIIOTCS.
dopmyia monoBoro passutus: MalP2 Mel (Tanner 1)

[Ipu o6cnenoBanuu ycranoBieH kapuotun 46 XVY. Ilpu mnpoBeaeHuu
yJIBTPA3BYKOBOTO HCCIICIOBAHUSI BHU3yaJlUM3MpOBaHA pPYyJMMEHTapHas Marka,
MaTOYHbIE TPYObI, TOHABI HE BU3YAJIU3UPOBAHBI.

Koctabiii Bo3pact no arnacy I'peitnuxa- Ilaiina coorBerctBoBan 11,5 romam.
IIpu wuccnenoBaHMM MHUHEPAIBHOM IIJIOTHOCTA KOCTHOW TKaHU METOJIOM
yIIbTPa3ByKOBOM JeHcuToMeTpun Z-Score: -2,7 — (-2,8) SD

[Ipu ropmonambHOM 0O0CIEIOBAaHUU OOHAPYKEHBI M3MEHEHHsI, XapaKTePHbIE
JUI. TUIEproHagoTponHoro runoronanusma: JII'= 91 mMME/mn, ®CI'= 32
MME/Mmn, tectoctepon — 1,8 umons/n. Hanumare MrotepoBbIX POU3BOIHBIX

IIPpU KapUuOTHUIIC XY n THIIOI'OHaJOTPOIIHOM I'HIIOITOHAAN3ME CBUACTCIILCTBOBAJIO
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O JUCTeHe3Uuu ToHajA. B KiMHUKe JeTCKOW XHpYpruM JeBOYKe Obliia MPOBEACHA
JanapoCKOIKs, B XOJ€ KOTOPOW BHU3YyallbHO IOJITBEPXKACHO HAJIMYME MATKU U
damtonueBbIx TPyO, HA MAaTOYHBIX TPyOax ¢ 00X CTOPOH BU3YyATM3UPOBAHBI
CTpeKkoBble ToHaAbl. IIpoBeneHa Jamapockonuyeckass ToHagdKToMud. llpum
MUKPOCKOIIUM  TUCTOJOTMYECKas CTpPyKTypa TOHajJ Oblia IpencTaBicHa
¢ubpo3oM C oyaramMd THAJIMHO33a; EAUHUYHBIE CTPYKTYPHBIC JJIEMEHTHI
COOTBETCTBOBAJIN HeuPPepeHIPOBAHHOMY AIUTEIHIO KAaHAJIBLIEB.
Mukponpenapatbl MATOYHOW TPyObI M TOHAIbI NAMEHTKH Y. mpeacTaBiIeHbl Ha

pucynke 30 .

Mukpockonudeckasi KapTHHA MukpocKonnyeckas KapTHHA CTPEK-
MAaTOYHOM TPYOBI TOHAIBI
(I'em.+203uH,%250) (I'em.+2031H,%250)

Pucynox 30 MuxkpomnpenapaTbl MATOYHOU TPYOBI ¥ TOHAIBI TAITUEHTKH Y.

[Tocne mpoBeaeHuss MOPQOJIOTHYECKUX HCCIAETOBAHUM B Bo3pacTe 17 et
JIEBOYKE OBLI YCTAHOBJIEH OKOHYaTelIbHBIM auarHo3: 46, XY Hapymenue
dbopmupoBanus nona. [lonnas OunatepanbHas nucreHes3usi roHan. Hasnauena
3aMECTHTENIbHAas TOPMOHAJIbHAs Tepamus 3cTporeHamu. [Ipm oOcimemoBaHuM
JIEBOYKM 4Yepe3 TrojJi oTMedajach AuHamuka pocta — 163,5 cm, SDS — 0,25;
yBennueHue maccel tena — 44 kr, UMT — 16,5 kr/mM’, SDS UMT (- 2,5).
Pa3zButne rpyaHbIX Kene3 COOTBETCTBOBAIO craauu Bs mo Tanmnepy. Ilo
naHHeiM - Y3U  oTMedanoch yBeTMYEHHE pPa3MEpPOB MATKH, BU3YyaTU3aIHs

SHJOMETPHUSI.



156

JlanHO€  KIMHWYECKOE HAONIONCHHWE SIBJISETCS MPUMEPOM  TO3JIHEH
JTMAarHOCTUKU  HapyuieHuss (GopmupoBaHus moja. PesynapTaT mo3aHei
JUAarHOCTUKU — HaAPYIICHUE TICUXOJOTUYECKON M COUMAIbHOW ajanTaluu
JIEBOYKM B MOAPOCTKOBOM BO3pacTe, MO3/JHEE HAa3HAYCHHE 3aMECTUTEIhHOM
TOPMOHAJIBHOW Tepanuu M, KaK CIEACTBUE, pealu3alus BCEX MPOSIBICHUIMA
TUIIOTOHAAM3Ma:  33Jiep’KKa  IMOJOBOr0, HAapyLIeHWE NpONOpLMHA  Tena,

HCIOPA3BUTHUC MATKH, HU3Kasl MUHCPAJIbHAA IINIOTHOCTD KOCTEH.

Knunnaeckoe Ha6J'II-OI[€HI/IC 8

[Tamment E, 18 ner. C pan”Hero Bo3pacta HaOmogajics B
SHJOKPUHOJIOTHYECKOM  oTAeneHuu  OOJacTHOW  JETCKOM  KJIMHUYECKOU
OonpHUIBI ¢ auarHo3oM: CMemanHas JucreHe3ust roHajn. M3 anamuesa
M3BECTHO, 4YTO PEOCHOK pOAWICS C JBOMCTBEHHBIM CTPOCHHEM HApPYKHBIX
MOJIOBBIX OPraHOB, TOHAAbl MpPU NalbNAUWA HE ONPEACIUINCh, MOIIOHKA
pacuieruieHa, MpoMexHOCTHasi runocnanus. [Ipu oOcnenoBaHWM yCTaHOBJICH
kapuotun 46,XY. Ha ocHOBaHWM BHW3yaJIbHBIX METOJOB HWCCIICIOBAHUS B
MaXOBOM KaHaJIe cjieBa OBLJI0O OOHAPYXKEHO SIMYKO, CIpaBa B TMOJIOCTH MAaJoro
Taza — Maro4yHas TpPyObl M CTpeKoBas ToHajaa. BwiOpaH MyKCKOW 1O
BocnuTanus. B Bo3pacTe 3-X J€T ManbUMKy MPOBEACHA OPXUONEKCHUsS CIICBa,
3aTeM JByX3TalHas ypeTporuiactika. B Bo3pacte 14 neT B cBsI3U C OTCYTCTBUEM
BTOPUYHBIX  TOJIOBBIX TPU3HAKOB OblJJa Ha3HAUYCHA  3aMECTUTEJIbHas
TOPMOHAJIBHAST TEpaIusi TECTOCTEPOHOM, KOTOPYIO MOJYy4aeT B HEMPEPHIBHOM
pEKUME 0 HACTOAIIETO BpeMeHH. B 16 neT mpoBeieHo 3HA0NPOTE3UPOBAHHUE.
[Ipn ocMoTpe: MalueHT Kajod HE MPEIbABISICT, aJalTUPOBAH B MYKCKOM
1oJIe, YOBJIETBOPEH PE3yIbTaTaAMH XUPYPTrUUE€CKOTO JICUEHUSI.

Poct 174 cM, SDS — 0,2; macca — 61,7 kr, UMT — 20,6 kr/m’
Hapy>xHbie nosioBbIe Opranbl chOpMHUPOBaHBI XUpyprudeckum mytem. [Iyoeprar

HMHUIUHUPOBAH HA3HAYCHHUCM IIOJOBBIX CTCPOHUIOB. JIeBoe SUYKO B MOIIIOHKC,
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oobemMoM 4 — 5 mi, o gaHHbIM Y3U — 1,5 M @opmyna monoBoro pa3BUTHS —
G4P4.

Pe3ynpTaTel ropmoHaneHoro oocinenoBanus Ha pone 3I'T tectocreponom: OCIT
- 31,6 MME/Mma, JIT" - 12,1 MMe/mn, TectocTepoH - 13,6 umonw/n [lokazaTtenu
TOHAJOTPOIIMHOB  CBUAETENBCTBYIOT O HAJIM4YMM TUIEPrOHAZOTPOIHOIO
TUIIOTOHaAN3Ma, OOYCIIOBJIEGHHOIO  OCHOBHBIM  3a00J€BaHUEM. Y POBEHb
TECTOCTEPOHA B CBIBOPOTKE KPOBH COOTBETCTBYET BO3PACTHOM HOpPME, YTO
roBopuT 00 afgexkBaTHOCTH 0361 31 T.

Kinuanueckoe HaOMOIEHNE WLTIOCTPUPYET YIOBJIETBOPUTEIBHYIO aJalTallUIo
NAIMEHTa CO CMEIIAHHOM JUCTEHE3UEN TOHAl B YCTAHOBIEHHOM MYKCKOM I10J1€
Ha (OHE CBOEBPEMEHHO BBINOJHEHHOTO XUPYPTHUUECKOrO JIEUYEHUS H
3aMECTUTEJIBHOM TOPMOHAIBHON TEPAIHH.

Knunnueckuit ananu3 noapoctkoB, umeronmx 46, XY TeCTUKYISIpHOE
HapymeHne GopmupoBanus mona (N = 7) mpeacTaBIIsl HAMOOIBIITNE TPYAHOCTH.
Bce naumenTtsl ObUIM 0OCIE€IOBaHBI IOCIE MHOTOKPATHBIX XHUPYPIHUECKUX
orepaluii Ha HapyKHBIX MOJOBBIX opraHax. TpyaHocTu cOopa u 0000IIeHUs
KJIMHUYECKOI0 MaTepHajia BO3HUKAJIM Ha BCEX ATamax M ObUIM CBSI3aHBL: a) C
OTCYTCTBHEM YETKOM MEIUIMHCKOM JOKyMEHTalHuH; O) IMCHUXOJOTUYECKUMHU
npoOjemMaMu MalMeHTOB, KOTOpPbIE MNPUBOJIMIM K TMO3JHEMY OOpAIlECHHUIO,
OTCYTCTBHIO DETYJISPHOIO MEIUIUHCKOTO HaOMIOJEHUS; B) OTCYTCTBHEM
MIPEEMCTBEHHOCTH M KOMIIETEHTHOCTU CIELUUAIUCTOB, HAOIIOJAIOMUX JTaHHBIX
NAlMEHTOB; T) HEJOCTATOYHOW YHUBEPCAIBHOCTBIO HMMYHO(DEPMEHTHBIX
METOJIOB Uil AU(PepeHInanbHON TUAarHOCTUKU HapyLIEHUH CTepouaoreHesa
[Komogkuna A.A., 2011]; 1a) BBICOKOM CTOMMOCTBIO  MOJICKYJISIPHO-
reHeTUYEeCKUX uccienoBanuii. M3 7 manueHToB B KEHCKOM Tojie ObLIU
aJanTHUPOBaHbl TPOE, B MYKCKOM - 4erBepo. Cpenn NauuMeHTOK, MMEKLIUX
KEHCKMIM TIOJ BOCIMTaHUA, y JABOMX B Bo3pacTte | roga mnpousBeaeHa
TOHAJPKTOMUA. Y OJHON M3 3TUX MAalWEHTOK JUArHO3 YCTAaHOBUTH HE YJaJOCh.
[IpoBomutcas  3I'T  acrporeHamu, Ha  (oOHE  KOTOPOM  BBINOJIHEHA

VHTPOUTOIUIACTUKA. Y BTOPOM MAIMEHTKH NIPU IPOBEAECHUH MOJIEKYJISIPHO-
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TeHETUYECKOTO O0CIIeIOBaHMUsI YCTAaHOBJIEH CHHIPOM PE3UCTEHTHOCTH K
annporenam. llocnennsst W3 Tpex MAIMEHTOB, HMMEIOUIMX JKEHCKUHA TMOJ
BOCIHUTaHUA, BepUPUIIUPOBAHA C AUArHO30M JehuuuT S-anbda-pemaykrass |l.

HpI/IBO,ZIHM OIMNCAaHHUC 3THX KIIMHNYCCKUX Ha6JII-OI{eHI/II\/'I.

Kimmanueckoe HaoOmroneHme 9

[Tarmentka I1., 17 ner waOmromaeTcss B KIMHHKE C PAaHHErO BO3pacTa C
nuarHo3om 46, XY Hapymienue gopmupoBanus nona. M3 anaMmHe3a M3BECTHO,
YTO poauiach ¢ (PEMUHHBIM CTPOCHHEM HAPYKHBIX IIOJIOBBIX OpPraHOB,
3aperucTpUpoBaHa B KEHCKOM macnmopTHoM mose. [Ipu ocmorpe memuarpa B
Bo3pacTe 1 roma B OONBIIMX TMOJOBBIX TIy0ax oOHapyxeHbl 00pa3oBaHMUs,
HAaITOMUHAIONINE MYXCKHE TOHAJIbl, YTO TIOCTYXKHUJIO OCHOBAHHEM JIS
KapuoTUNUpOBaHus. B xonme nanpHelimero oOcienoBaHUs MaTKa U TOHAJAbl B
MOJIOCTH MAaJjoro Ta3a He  OOHapyXeHbl, B «OOJBIIHUX IMOJOBBIX TIyOax»
onpeeneHsl  TeCTUKYJbl. C IEeNbl0 UCKIIOUYEHUS BPOXKICHHOW AUCHYHKIUU
KOpPBbl HAJIIMIOYEUYHUKOB TPOBEACHBI KOHTPOJIb AapTEPUAIBLHOTO JIABJICHHS,
UCCIICIOBAaHNE KPOBHU HA DJICKTPOJUTHI, KOPTHU30Jd. JlaHHBIX 3a MaTOJOTHIO
HAJINIOYEYHUKOB HE BBIBIEHO. [lo pe3ynbraram KIWHUKO-TOPMOHAJIBHOTO
oOcnea0BaHus TAHHOE COCTOSIHUE OTIpE/IETIEHO KaK CUHAPOM
HEYYBCTBUTEIBPHOCTH K aHJIPOTe€HaM, PEKOMEHJ/IOBAHO BOCTMTAHHE B JKEHCKOM
nacrnoptHoM moiie. B Bo3pacrte 1 roga npoBeeHa rOHaIIKTOMHUS.
3a BpeMs HaOJIOAeHUsT oOpaliaio Ha ce0si BHUMaHUE YCKOpPEHHOE (DU3UYECKOoe
paszsutre, Kk 10 romam mmena poct 153 cm (SDS +2,25), kocTHBI BO3pacT
coorBercTBOBasl 11 romam. B wurone 2009 rogma ¢ 1enbl0 OKOHYATENIBHOMU
Bepu(UKAIMU JUarHo3a peOeHKY TMPOBEICHO MOJICKYIIPHO-TEHETHICCKOE
oOcnenoBanne. Ha ©0Ga3ze nabopaTopuu  OTAENEHHS  HACIEICTBEHHBIX
saaokpunonatuii ®I'bY OHI[ PAMH (3aB. nabGopatopueil AOKT. Mei. Hayk,
npodeccop A.H. TrombmakoB) metomom I[IIIP u mocneayroomero mnpsmoro

MPSMOTO CEKBEHUPOBAHUS IIPOBENICH aHaln3 HYKJICOTUHOU
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MOCJIEA0BATEILHOCTU SK30HOB 1-8 M MPUMBIKAIOMIMX YYACTKOB MHTPOHOB I'€HA
AR. BbisiBneHa remusurotHas mytanus G324S, 4TO MOATBEPAUIIO HAUIMYHUE
CUHApPOMa HEYYBCTBUTEIBHOCTH K aHAaporeHaM. [[uarnos: 46, XY Hapyuenue
dbopmupoBanus mosa. CUAPOM PE3UCTEHTHOCTH K aHaporeHam. [lepBUuHBIIM
TUIIOTOHAIA3M.

C 12,5 net HaXOIUTCS HA 3aMECTUTEILHON ropMoHanbHOM Tepanuu. [lomydana
MOHOTEPANUI0 KOHBIOTUPOBAHHBIMU ICTPOT€HAMH B TeueHue 1,5 neT, 3arem
nepeBe/ieHa Ha KOMOMHHMpPOBAaHHBII MOHO(A3HBIA 3CTPOreH-TeCTareHHbIN
npenapaT. Ha ¢oHe naHHOro JieueHus: HaOII0aJI0Ch pa3BUTHE TPYIHBIX JKele3
U TosiBJIeHHE JI0OKoBOro oBosioceHus. [Ipu oGcnenoBanuu B Bo3pacte 14 yer
KOCTHBIM BO3pacT COOTBETCTBOBad Bo3pacTty.  [lomoBoe pazButue B3Pj
PesynbraTel TopMoHansHOro obcnmemoBanus: JIIT — 26,2 men/n; ®CI' — 51,9
Men/n; actpaauon — 114 nr/mi; tecroctepon — 0,2 aMonw/a Tlpu mucTockonuu
O]l HAPKO30M BHU3YIIM3UPOBAHO BJIATAININE JJIUHOM 35 MM, tuameTrpoM 10 Mm
C mwmenbt0 TporpeccMpoBaHus MmyOepTara 3aMeCTUTENIbHAs TOPMOHAJIbHAs
MpOJOKAETCA MOHO(A3HBIM  KOMOMHUPOBAHHBIM  ACTPOT€H-TECTareHHbIM
npenaparoM. [Tomumo 3Toro, ObljIa Ha3HAYEHA MECTHAsI TEpamus dCTPOTCHAMH,
Ha (OHE KOTOPOM MPOBOAMIIACH KOJBIIOAJIOHTANMs. B HacTosiee BpeMs: UMeeT
pocT 178 cMm, 3aBepiieHHbIN myOepTar. AJanTUpPOBaHa B KEHCKOM MacIOPTHOM

ITIO0JIC.

Kimanueckoe nadmrogenue 10

[Tanimentka J[. mocTynuia B KJIMHHUKY B Bo3pacte 15 jer c xamobamu Ha
OTCYTCTBUE MEHCTPYaLIHMA.
Co cnoB Mambl M3BECTHO, YTO MPU POXKACHUU HAPYKHBIC T€HUTAIMU UMEIU
dbeMHUHHOE CTPOCHHE C YMEPCHHBIM YBEIWYCHHEM KIWUTOpA, TOHAABl HE
MaJbIIUPOBAINCH, 3aPETUCTPUPOBAHA B KEHCKOM MOJIE€, KAPUOTUIIMPOBAHUE HE
npoBouiIoCh. [lociie BBIMUCKKM W3 POAMIBHOTO JOoMa Mama OOHapyXWia y
JIEBOYKHU TPHUITYXJIOCTh B TPABOM MaxOBOW 00JIaCTH, 0OpaTUIIaCh K JETCKOMY

XUPYpry, oOpa3oBaHuEe OBLJIO PACHEHEHO KaK KHUCTa KPYIJIOM CBA3KA MAaTKH,
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HCCEYEHO, HMeeTcd BBIIHCKAa OT wuroHd 1997 roma. I'mcromormueckoe
uccienoBanue He mnpoBoguiock. C 12 jger Mama OTMEYaeT y JEBOYKH
YBEIIMYEHUE CKOPOCTU POCTa, MPUOABKY MAcChl TeJa, MOSABICHUE YIPEBOUN ChINH
Ha Juie, runeprpuxo3. B 15 ner Mamy crtano OECOKOUTH OTCYTCTBHE Y
JIEBOYKM MEHCTpYalllii, B CBSI3U C 4yeM O0paTwiach K JETCKOMY TMHEKOJIOTY,
OBIJIO PEKOMEHJIOBAHO NWHAMHUYECKoe HaOmoaeHue. Uepe3 mBa mecsiia mocie
oOpalieHusi K TMHEKOJIOTY MalMeHTKa Obllla AKCTPEHHO TOCHUTAIM3UPOBAHA C
OCTPHIM OOJICBBIM CHHAPOMOM B JIEBOM ITaxXOBOM 00JIaCTH, MUAarHOCTHPOBAHA
JIEBOCTOPOHHSISI TaxoBas TpbIXka, MPOU3BEJCHA PEBU3USL JIEBOTO MaxXOBOTO
KaHalla, B X0JI¢ KOTOpOi 0OHAPYKEHbI TECTUKYJI, TPUIATOK, CEMEHHON KaHATHUK.
[Ipu nuTOreHeTUYECKOM UCCIeA0BaHUH - Kapuotun 46, XY

OO0nexTuBHEIC manHble: PocT 168 cMm, macca 77 kr
Koxxa cmyrmas, acnae vulgaris wa muie, miee; THHOEPTPUXO3 MPEAIIICUHA,
Kpectia, rojieHed. lloakoxHO-XUpoBasi KieTyaTka pa3BUTa  U30BITOYHO,
pacmpeseneHa  paBHOMepHO. bapudonus. DeHOTHUNUYECKOE  CTPOCHUE
Hapy>KHBIX MOJIOBBIX OpraHoB HE COOTBETCTBYET KapUOTHUITY:
Ja0MOCKPOTAIbHBIC CKIIAJKU TOJTHOCTBIO PACHICIUICHBI, B JIEBOM CKJIAJIKe
onpenensiercs Tectukyn. Kmurepodamioc miuHON 2,5 ¢M, KaBEpHO3HBIE Tela
MJI0X0 pa3BUTHL.. OTBEPCTHE YPETPhl OTKPHIBACTCS HA MPOMEKHOCTU. Majbie
MOJIOBBIE TYObI OTCYTCTBYIOT. Mackymunuzaiusi cootBerctByeT Il cTtagum mo
[Ipanepy. @opmyina nmoaoBoro pazsutus B,P3

[Ipyu BBIMONHEHUU YIBTPA3BYKOBOI'O HCCIEIOBAHMS HAa TpaHUIIC HUXKHEU
TPETHU JIEBOrO NAXOBOTO KaHajda BHU3yaIM3UPOBAHA TECTUKYJSIpHAs TKaHb
00bEeMOM /10 7 MJI, TOJIOBKA MpUIAaTKa, TKaHb KaHATHUKA; JIEBbIN CEMSIBBIHOCSIITUN
MpOTOK. B mpaBoM I1axoBOM KaHale TECTUKYJISIPHOW TKaHu Her. [lpu
CKAaHUPOBAHUU OPraHOB OPraHOB MajiOr0 Ta3a MaTKa HE BU3yaJu3UpOBaHa. 3a
MOYEBBIM ITy3bIpEM ONpEIe/ICHA JKeJIe3ucTas TKaHb KarieBUaIHou Gopmel 3,6 X
2,89 cM, MpearnoNoKUTEIIbHO MpeACcTaTeNbHasA Kene3a. B ycnoBUSX AETCKOro
YPOJIOTHYECKOTO OT/ICJICHUS BBHITIOJTHEHA [IUCTOBAarMHOCKOIHS

BU3YAJIM3UPOBAHBI OTACJIBHO MCATYC YpPCTPbl M BXOJ BO BJIaraJIMIIC. HpI/I
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BarvHOCKONMY BU3YaJM3HPOBAHO CJIENO 3aKaHYMBAIOIIEECS BIAraIuIile JITUHOU
Scm.

Pesynbratel ropmonansHoro obcnenoBanus: JII' — 9,2 men/n, ®CI — 23 men/n,
ACTpaauoJ — 46 nr/mii, TeCTOCTEpoH -17,20 HMOJIB/JI, AUTHAPOTECTOCTEPOH-896
nr/mi (3 amonw/n), T/AT'T=5,7

Bricokre mokasaresd TOHaJOTPONMHOB CHIBOPOTKH KPOBH IPU 3HAYUTEIHHOM
YPOBHE TECTOCTEPOHA U JIUTHUAPOTECTOCTEPOHA CBUICTEIHCTBOBAIM O HAJTUUYHUU
(GYHKIIMOHUPYIOLIEH TECTUKYISIPHOM TKaHM B maxoBoMm Kanane. Crabas
BUpPWIM3allUd MpPU BBICOKOM YPOBHE TECTOCTEPOHA XapakTepHa  JUIs
nepudepruuecKux BapUAHTOB HapyIIeHUS (OPMUPOBAHUS TI0JIA: TATOJOTUU
MeTabonu3ma TecTocTepoHa (neduuura S5 anbda peaykrazpl 2) 1100
HapylIeHus nepudepruueckoro JeHCTBUS aHApOreHoB. [lis OoKoHYaTeNnbHOMN
BepU(pUKALMU  JMarHo3a  HEOOXOAMMO  IPOBEIEHUE  MOJEKYJSPHO-
reHeruueckoro obOcnenoBanus. JIHK-muarnoctuka Oblia mpoBeicHa B
JabopaTtopuu HACJIEICTBEHHbIX SHJIOKPUHOTIATUH OI'bY
OHpokpuHosornueckuii Hayunslii 1eHTp PAMH (3aB. maGoparopueit A.H.
TronbnakoB) JlaHHbIE TOPMOHAJIBHOTO OOCIIEIOBaHUS, TOKA3aBIINE TOCTATOUYHO
BBICOKHI YpOBEHb JUTHIPOTECTOCTEPOHA, COOTHOIIIEHUE
TE€CTOCTEPOH/IUTHIPOTECTOCTEPOH MeHee 25, HE TMO3BOJMIN HCKIIOYHTh
HENOJIHBIA BapuaHT CUHJpPOMA PE3UCTEHTHOCTH K aHAPOTeHaM, B CBS3U C YEM
JIEBOYKE OBLIO MPOBEJIEHO MOJIEKYJISIpPHO-TEHETUYECKOe nccaegoBanue rena AR.
[Ipu uccnemoBanuu 1 — 10 SK30HOB M TIpuUiIeKAIMX K HUM (parMeHTOB
WHTPOHOB METOJIOM MPSIMOT0 CEeKBEHHUPOBaHUsS MyTanuu reHa AR y manueHnTku
He 0O0HapykeHo. Hanboiiee BEpOSATHBIM B 3TOM Cily4yae MpeacTaBsics 1eGUimT
S5-anpa pesykrasel 2, oOyciaBnuBaronuii (EMHUHHOE CTPOCHHE HaPY>KHBIX
TCHUTAINNA TIPU POXKACHUM WM aHJPOTEHU3AIMI0 B Tepuon mybeprara. [lpu
ananuze TeHa SRDSA2 MerogomM TpsSIMOTO CEKBEHUPOBAHHUS OIpejeieHa
myTamus p.L55P.

VYcraHoBneH oOkoHuUarenbHBIM auarnos: 46, XY Hapymenue ¢gopmupoBanus

nona. Jepurmur S-ambda pemykraser 2. JledeHue manMeHTKA BKIIOYano: 1)
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MPOBEJECHUE TOHANPKTOMUHU, 2) HA3HAUYEHHUE 3aMECTUTEIIbHOW TOpMOHAIBHOU
Tepanuu npernapaTaMu 3CTPOreHOB; 3) KOJIbIOAJIOHTaluio BaruHbl Ha (one 31°T.
JlaHHO€ KIIMHUYECKOE HAOJIIOJICHHUE SIBIISIETCA TPUMEPOM MO3AHEN TUAarHOCTHKU
nedunura S-anpda penykrazsl 2. [IpobmeMbl agantaldd B KEHCKOM TIOJIE,
TaKhe KaK YBEJIIMYEHUE KIUTOpa, TUPCYTU3M, Oapu(pOHUs, Pa3BUTHE MBIIICYHOMI
MacChl CBSI3aHBI C aHAPOTCHHM3AIlMEH B TEpHoJ MyOepTaTa, BEpOsITHEE BCETO
00yCJIOBJIEHHON TyOepTaTHOM aKTUBHOCTHIO M30(epMeHTa S-anbda peayKTas3bl
| Tuma. [laHHBIN (GEepMEHT SKCIpPECCUPYETCS MPEUMYIIECTBEHHO B BOJIOCSHBIX
dbomMKynax, calbHBIX Kejle3ax, BbI3bIBas MOBBIIICHUE TUTHIPOTECTOCTEPOHA B
CBIBOPOTKE KPOBU U (PEHOTUITUYECKYIO MACKYJIMHU3AIIHIO.

UerBepo mnamueHtoB, umeronme 46, XY TECTUKYISIPHOE HapyIICHUE
dbopMHpoBaHUs MOJIa, BOCIUTHIBAINCH B MY KCKOM M0j1e. Bece manueHTs Obuin
oOcre0BaHbl nocJe IPOBEIACHUS OJIHOCTOPOHHEHN OpPXHUOIEKCHUH,
MAaCKyJIMHU3HUPYIOIIEH IJIAaCTUKKW U ypeTpomuacTuku. I[lpu oOcnenoBanuu
MaJb4MKOB B Bo3pacTe 14 1er ObUIM OTMEUYEHBl CpEeAHHE IOKa3aTelu
(bu3nYecKoro pa3sBUTHUA. Kocrabit BO3pacT COOTBETCTBOBAJI
xponosiorndeckomy. KnnHudeckue mpusHaku mybepraTta 0OHApy>KEHBI JIUIIb Y
OJIHOTO MMAaleHTa B BUE yBeanueHus oobema roHam: Vi, = 10 ml, Vige = 6 mi
(mocne mpoBeAeHHOW opxuonekcuu). HecMoTps Ha 3TO, OTMedaiach
mukponerus — 38 mm (mayuHa nosoro wiena meree 2 SD). [To nanusim TPY3U
YCTAHOBJICHA TUIMOIIA3Us MPEACTATEIBHOM Kese3bl, €€ 00beM COCTaBUI 2,8 M,
OTCYTCTBOBaja ueTkas nuddepeHinrpoBKa J10jel, HalIonanach TUIOIIA3Us
CEMEHHBIX MY3BIPHKOB, HapyiieHue auddepeHuupoBk MTPOTOKOoB.  [lpu
ropMoHasibHOM o0OcnenoBanuu nokazarenu JII' — 1,2 MME/mi u Tecroctepona —
11 HMOJIB/JT COTBETCTBOBAIM CTAIMH TOJOBOTO PA3BUTHS, OJTHAKO YCTAHOBJICHA
HU3Kasl KOHIIEHTpalusi uHruonHa b — 37,4 Hr/Ma npu yMepeHHO MOBBIIIICHHOM
ypoBae OCI" — 6,9 MME/mn

OcTanpHbICe MATBUYUKU JIAHHOW MOATPYMIBI UMETH 00beM roHam 2 — 3 M
TECTUKYJIbl PACIOIaraJiich B MOIIIOHKE BBICOKO, TPU Y3 CKaHUPOBAHUU Y TBOUX

MaIMeHTOB OOHAPYKEHBI KAJIBIIMHATHI B MapeHXuMe. Beaynmum KIMHUYECKUM
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CUMIITOMOM [IOCJIE€ PEKOHCTPYKIUU HAPY>KHBIX IOJOBBIX OPraHoOB SIBJISIIACH
MUKpoTeHus. JlmMHa MoJoBOro WieHa coctamisia oT 15 go 28 MM (MeHee 2
SD).

[Ipu ropMoHaIbHOM OOCJIEAOBaHUU ATHUX TanueHToB mokazatenu JII', OCI' u
TECTOCTEPOHA COOTBETCTBOBAIM JIOMYyOEPTATHBIM 3HAUEHHUSAM, BCJIEJICTBUE YETO
BCEM MaJlbuMKaM ObUIA MPOBEACHBI CTUMYJISIIIMOHHBIE TPOOBI ¢ XOPUOHUYECKUM
rOHaJOTPONMHOM. B pe3ynbrare TOpMOHAIBHOrO o0O0CJenoBaHus Ha (oHE
CTUMYJISILIIOHHBIX MPOO MOKa3aTeIN TeCTOCTepoHa cocTaBuiu 9,9+1,2 umons/m,
anapocreranona — 3,6+0,9 HMonw/n, auruaporectocTepoHa 395+87 HMOJIB/II.
[TokazaTenu 0a3adbHOTO YPOBHSI KOPTH30JIa COOTBETCTBOBAJIM HOPME Y BCEX
oOcnetoBaHHbBIX JieTeid. Takum 00pa3om, MpoBEEHHUE CTaHAAPTHOTO KOMILIEKCa
TOPMOHAJIBHBIX HCCIEJOBAaHUN HE TIO3BOJWJIO HaM BBISIBUTH JI€(PEKTHI
CTEpOUIOTEHE3a, 0KAa3aJI0Ch HEJJOCTATOYHBIM JIJIsl BepU(UKAIIUU TUarHO3a.

Huxe nmpuBoauM onucaHue KIMHUYECKOT0 HAOII0IeH s TanuenTa ¢ 46, XX
HapylieHueM (HOpPMHUPOBAHUS T10JIA.

[Tariment I'., 2000 r.p. HaOGIIOMAETCS C MEPBBIX MECSIEB JKU3HHU IO TIOBOIY
HEMPABWIBHOTO CTPOCHUSI HAPYXKHBIX IMOJOBBIX OpraHoB. IIpu poxaeHuun
pebeHKa B paclIeIUIeHHON MOIIOHKE ObUTH OOHAPY>KEHBI SUYKH, TTepUHEATbHAs
runocnaaus, Mukpornenus. [Ipu nmuToreHeTHYECKOM 00CIIeIOBAHUN YCTAHOBIICH
kapuotun 46, XX. IHK nuarnoctuka nokazana Hanuuue rena SRY. BwiOpan
MYXXCKOM  TMOJl ~ BOCOUTaHWs, B  Bo3pacte 3,5 JIeT  MOpOBEICHA
MacCKyJIMHU3HUPYIOIIasl TJIacTUKa M ypeTporuiactuka. llepBble mpu3HAKU
nyoeprata 3adUKCUpOBaHBI  Bo3pacTe 12 neTr B BuAe aapeHapxe, ¢ 12,5
OTMEYEHO yBeiandeHue oowreMa ronan no 4 mi. [lpu ocmorpe B Bo3pacte 13,5
ner umen poct 160 cm, SDS — 0,5; maccy 48 kr, UMT — 18,7 kr/m° ITomosoe
pasBuTHe cooTBeTcTBOBaNO G,P, mo TanHepy, 00beM TOHAJ COOTBETCTBOBAI 5
wut (dexter) wu 6 mur (sinister). KocTHblil Bo3pacT coorBeTcTBOBan 13,5 romam.
Pe3ynpTaThl TOpMOHATBHOTO OOCIENOBAHUS TOKA3ad MyOepTaTHBIM YpOBEHb
tecroctrepoHa — 20,4 wumonws/n, CCCI' -37 HMOJB/I TpU 3HAYUTEITHLHO

noBeIeHHbIX 3HaueHusax JIIT — 11,96 mEn/man u ®©CI' -23,7 MME/Mi1 n
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COOTBETCTBOBAJIM  CYOKIMHMYECKOMY THUIOTOHaaAu3My. Hwuskuii ypoBeHb
uaruonHa b — 70,4 nr/ma ykaspiBal Ha BPOXACHHYIO HECOCTOSITEIBHOCTD

kJ1eTok CepTosiu, MaToJOTHIO yOEepPTATHOTO Pa3BUTHUS TOHA.

Takum oOpa3oM, Ha OCHOBAaHUU OINMUCAHHBIX KIMHUYECKUX HAOIIOICHUIA,
OBLJIO TMOKa3aHO, 4TO I azantauud nogapoctka ¢ HOPII B ycTtaHOBIEHHOM
IPXIAHCKOM I0JIE HEOoOXOJuMa TOYHas MOJIEKYJsIpHAs BepU(pUKALIUS
JMarHo3a, mo3Bosistiomas 1) n3dexars OMMOOK MPU OKa3aHUHM XUPYPrHUECKOH
NOMOILM MalMeHTaM; 2) NpOrHO3UPOBATh T€UEHHUE MyOepTara, MIaHUPOBATh U
LEJICHAIIPaBJICHHO MOJA0MpaTh 3aMECTUTEIbHYI0 TOPMOHAIBHYIO TEpaInuio; 3)
IUIAHUPOBATh ~ MPUMEHEHUE  PENpPOAYKTHBHBIX  TEXHOJOTHH. Cpenu
HaOMoJaeMbpIXx HaMu 1ojapoctkoB ¢ HO®II mume y Tpoux auarHo3 ObLl
BEpU(UIIMPOBAH B paHHEM BO3pacTe U CBOCBPEMEHHO HadaTa 3aMECTUTEJIbHas
Tepanus. JTU MAaUMEHThl ObUIM XOPOIIO aJalNTUPOBaHbl B COLMAIBHOWU cpee,
UMENH CPEeJHUE MOKa3aTean (pU3MUeCcKoro pa3BUTHs, TOKa3zaTenu nydeprara Ha
(GoHE 3aMECTUTENbHOW TOPMOHAJIBHON TEpamuu IMOJHOCTBIO COOTBETCTBOBAIIU
I10JIy BOCIIUTaHUSI.

[lo3nusis  muarHoctuka HO®II  sgBisgeTcss TPUYMHONW — COLMAIIBHOM U
NICUXOJIOTUYECKOM  Jie3aJanTalli  MOAPOCTKOB.  Takue  KIMHUYECKHE
IPOSIBJIICHUS] KaK MHUKPONEHMS, BUPWIIM3ALMS W aHAPOTCHHU3ALUs JIE€BOYEK B
nepuoj nybdeprara, 0apudoHUs SBIAIOTCA Pe3yJbTaTOM MO3JHEH MOCTAaHOBKU

AWarto3a 1 OTCyTCTBUA CBOCBpCMCHHOﬁ ITOMOIIH.
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['JIABA 5. PEITPOJIYKTUBHBIN [TOTEHLIMAJI MAJIBYMKOB C
BPOXJIEHHOU ITATOJIOTMEH ITOJIOBOT'O PABBUTUA

HUtorom myb6epratHoro passutus PC sBisercs craHoBieHue (yHKIUU
cnepmatoreHe3a. KoHconuaanuss HECKONIBKUX (PU3MOIOTMYECKUX MEXaHU3MOB
o0ecreynBaeT  d3TOT  mpouecc. [ umortamamo-runoduszapHas  cuctema
OCYIIECTBIISIET TOPMOHAIBHYIO PETYJISIUI0 CIepMaTOreHHOW (yHKIuu. s
WHUIMALMA U TOJJICpKAHUS HOPMAJIBHOIO CIIEpMATOreHe3a HEeO0OXOAUMbI
onpeneneHHble KoHUeHTpauuu JII', tectocrepona u ®CI' m UX CUHEPTHYHOE
neiicreue [Weinbauer GF, Niehaus M, Nieschlag E, 2004]. MectHbiMH
OHJOKPUHHBIMA U TMapaKpUHHBIMU PETYJSITOPAMHU CIIEpMaTOreHe3a SBISIOTCS
arnporensl [Coviello AD et al., 2005]. CBsi3p TecTocTepoHa C aHIPOTCHOBBHIM
peuenTopoM KieTok Ceproyin SBISETCS HEOOXOIMMBIM YCIOBUEM CO3PEBAHMS
cunepmartornutoB [Chang C, Chen YT, 2004].

[ToMuMO SHIOKPUHHBIX (DAKTOPOB, MOTEHIMAN CIIEPMATOTCHHON (YHKIIUU
TECTUKYJl XapakTepusyeT Mopdosornueckoe U (yHKIHMOHAIBHOE COCTOSHUE
kiaetok Cepromm [Sharpe RM et al.,, 2003; E.E. bparuna, 2014]. Knetku
Ceprosin  MOJTHOCTBIO KOOPAMHUPYIOT NPOLECC CIIEpMAaroreHe3sa — OT
Mopdoiornuecko  audPepeHIupPOBKH  CIIEPMATO30MAOB [0  CO3PEBAHUS
cepMbl U TipeAcTaBisaioT 35 — 40% oObema CrnepMaTOreHHOTO SIUTEIHUS.
OyHKIMS CHepMaroreHe3a 3aBUCUT OT uMciaa kietok Cepromu. VY
penyoepTaTHBIX KUBOTHBIX OHU TPOSIBISIOT HE3HAUYNUTEIBHYI0 MUTOTHYECKYIO
aKTUBHOCTh. AKTHBaIMs WX Tpojudepalui HACcTymaeT B TMEPUOJ aKTUBHOU
CEKpEIMU TOHAJIOTPONMHOB U JOCTUTaeT MakcumyMa K 15 romam [Luetjens CM
et al., 2005; Hutchison GR, Scott HM, Walker M at al., 2008]. OaaoBpemeHHoO ¢
3TUM, HaOJIOAAeTCs 3KCIpeccusi Crelu(pUuYecKux MPOTEHMHOB - TOPMOHOB U
(bakTOpPOB POCTa, CHHTE3UPYEMBIX B IHTOILIa3Me kietok Cepronu [Brehm R et

al., 2007; Sridharan S et al.,, 2007]. OgHuM U3 MapKepoB CIEPMATOTCHHOM
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aKTUBHOCTH SIBJISIETCA creun(UuyecKuil TIMKONpoTena MHruOuH b, KoTopbIii
HAYMHAET CUHTE3UPOBATHCS 3aJI0JIT0 10 MHUILIMALIUK CIIEpMATOreHe3a, B IEPHO/T
aKTUBHOU mposmdepanuu U co3peBanus kinetok Cepromm. Pons marn6omna b
3aKJII0YAeTCs B OCYLIECTBICHUUM TOPMO3HOTO BIMSHHUS Ha TOHATOTPOQBI
runodusa u oOecrieueHun ONTUMAJIbHOU KOHIIEHTpaIuu
(G OITMKYTOCTUMYIHUPYIOIIETO  TOPMOHA - OCHOBHOTO  3HJIOKPMHHOIO
perynsropa criepmarorennoi ¢pyukiuu [Boepple PA at al., 2008].

OCHOBHBIM  HCCJEIOBAaHHEM, TO3BOJSIONIMM  OLIEHUTH (DEPTHILHOCTH
MYKYUHBI, OMNPENCIUTh TOKa3aHUsI K MNPUMEHEHHUIO PENpOTyKTUBHBIX
TEXHOJOTHM, O CUX MOP OCTACTCSI MUKPOCKOIMMYECKHUM, MOP(OIOrHUecKuil u
OMOXMMHYECKUM  aHalmu3  dKyiasITa —  cnepmorpamma.  [IpoBenenue
CIEPMATOJIOTUYECKOIO MCCIEOBAaHUS B MOJAPOCTKOBOM BO3PACTE OIPAaHUYEHO
(U3HOTOTUYECKUMH, TCUXOJIOTMUYECKUMU W ATHYECKUMHU acrektamu. Kpome
TOT0, HOPMaTUBHBIE MOKA3aTEIU CIEPMOIrpaMbl JJI1 MAUEHTOB MOJIPOCTKOBOIO
BO3pacTa OTCYTCTBYIOT. M3yueHne B3auMOCBsI3U MeX 1y ypoBHEM MHTrHOuHa b u
MOKa3aTeJIIMA CIIEPMOTPAaMMBbI POBOAMIIOCH B PA3IMYHBIX KOTOPTaX B3POCIIBIX
MYX4YMH — Yy TAUUEHTOB C KPUITOPXU3MOM, BapPUKOIENE, THUIOCHaAUEH,
onurocriepmueii [Pierik FH, Vreeburg JT, Stijnen T, 1998; Kumanov P,
Nandipati K, Tomova A, 2006; T.O. Cenuanos, 2008; Bomnoasko E.A., JI.M.
I'anaosa, bposun J[.H., 2011]. Bce uccienoBanust 0OHAPYKHIIA CUIBHYIO CBS3b
uHruouHa b ¢ mokazarensimu cnepmorpammbl. B pesynbrare, uHruOuH b ObL1
NPU3HAH MapKepOM, XapaKTEepPU3YIOIIUM CIEPMATOT€HHYIO (DYHKIUIO MY>KUYHUH.
[lepBrie wuccrneaoBanus uHruOMHa b y moapocTkoB, mpeajararoiue
UCIIOJIb30BaTh JIaHHBIM MOKa3aTedb IS MPOTHO3a (EePTHIIBHOCTU, MOSIBUIUCH
HemaBHO, B mocineaHee aecstmierue [Muttukrishna S, Yussoff H, Naidu M,
2007; Belva F et al., 2010; Valeri C, Schteingart HF, Rey RA, 2013].
Onpenenenne uHruOMHa b OBLIO MPUMEHEHO JUIsl OLUEHKU (YHKUUU KIIETOK
Cepronu y 60mbHBIX ¢ runoronaausmom [Grinspon RP, Loreti N, Braslavsky D
et al. 2012], coxpaHHOCTH CIIEPMATOICHHOI'O JIUTEIHS Y MOAPOCTKOB C

Bapukoriesie [Romeo C, Arrigo T, Impellizzeri P et al., 2007]. Pe3ysnbrarsr
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IPOBEJCHHBIX UCCIIEOBAHUN MOKA3aJId, YTO UHTHOUH b siBisieTcs aOCoOTHBIM
MapkepoM  (QyHkiuu  ki1eTtok CepToiM U KOCBEHHBIM  MPEIUKTOPOM
CIIEpMAaTOreHe3a.

B npenpinymmx riaBax ObUIM  BBISIBJICHBI OCOOCHHOCTH IOJIOBOTO
pPa3BUTHUS U TPOLECC CTAHOBJIEHUS PENPOIYKTHUBHON CHUCTEMBI MAaJIbUUKOB C
BIIIIP Ha sTane munu-myOepTara u myoeprata. BoigeneHsl rpymibl NaleHToB,
MMEIOIIMX 3aJICPAKKY IOJOBOTO Pa3BUTHUSA, U ONpeAeseHa €€ CTpyKTypa. Y
MQJIBYMKOB C Pa3JIMYHOM MATOJIOTMEW PENPOAYKTHBHOM CHUCTEMBI ONPEAECICH
ypoBeHb wuHruomHa b.  OOpamanu Ha ce0si BHUMaHUE CTaTUCTUYECKHU
JIOCTOBEPHBIE PA3JIMUYMs JTAaHHOTO II0Ka3aTesisl Yy MAalWeHTOB C Pa3IMYHbIMU
¢opmamu BIIIIP. Tak, Hu3Kasg KOHUEHTpalus UHrMOMHA b B mepuon MuHU-
nyOeprara OblIa BBISBIEHA Y MAJIbUUKOB C a0JOMUHAIBHBIM KPUIITOPXU3MOM U
IPAKTUYECKU COOTBETCTBOBAJIA PEPEPEHCHBIM 3HAUEHUSIM IIPU Max0oBOH opMe.
[Ipu obcnenoBanuu B epuo/] myoeprarta HapyleHue GyHKIUU kieTok CepTonu
umenu 80% MallbYMKOB ¢ a0JJOMUHAIBHBIM KPUIITOPXU3MOM U Jullb 23,5%
JIeTel ¢ MaxoBOW peTeHIMel. Y MalueHTOB C HU3KOM KOHIIEHTpalMe MHruonHa
b Ob1H BBIABIIEHBI MOP(OJIOTHUECKHE U3MEHEHUSI CTPYKTYPbI TOHA/ 110 TaHHBIM
sxorpaduuecKoro 00ciIe10BaHus.

Oco0bIi1 HHTEPEC MPEACTABISIN PE3YbTaThl, KOTIa MOKa3aTesini UHTruOuHa b
XapaKTEPU30BAIM HU3KUKA NOTEHIMAN KIETOK CepToiau W HE COOTBETCTBOBAJIM
CTaJuM MoJoBoro passutus. IlyGepratHblii ypoBeHb MHIHOMHAa b KpoBU ObLI
CHIKEH y 25% MallbYuKOB CO CTBOJIOBOM rumnocnagueid u'y 80% maap4uKoB ¢
MOILIOHOYHOU (OpMOIl TaHHOTO 3a00JIEBaHUS MPHU HOPMAJBHBIX KIMHUYECKUX
nokasarenax myoeprara. IlomydeHHbIE pe3yJbTaThl MOCIYKWJIM OCHOBAaHUEM
Ui (OPMYJUPOBKH CIEAYIOMIMX 3aJady HAIlero HCCIeIOBAaHUS: OMpPEIeIUTh
CBSI3b MHIMOMHAa b ¢ KIMHMYECKMMM MOKa3aTeIsIMU IOJOBOIO Pa3BUTHS U
BBIJICJIUTh [IOKa3aTeNId, 3HAUYUMble B MPOTHO3UPOBAHUU PENPOAYKTHBHOM
¢bynkiun. OLEHUTH BIMSHUE CPOKOB M XapakTepa MPOBOJUMOTrO JEUEHHUs Ha
nyOepTaTHeIi ypoBeHb HHruOMHa b u dopmupoBaHue penpoayKTUBHOIO

MOTEHIIMAIA MaJIbYAKOB C KPHUIITOPXU3MOM. Pa3paboTarth CTaTHCTHYECKYIO
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MOJIeJb TPOTHO3UPOBaHUS (EPTUIBHOCTH y MAJbUYUKOB B MEPHOJ MOJIOBOTO

Pa3BUTHA.

5.1 PeHPOIlyKTI/IBHbIﬁ MoTEHNHUAJ MAJBIUKOB ¢ KPUIITOPXHU3MOM

Wrak, kak mokazaiau pe3yJbTaThl HAIIETO HcciieqoBaHus (pa3aen 4.2 riaBbl
4), myOepTaTHBIN ypoBeHb HHTHOMHA b OblT cHIDKeH y 80% ManbunkoB ¢ AK u
y 23,5% namuentoB ¢ IIK. Octansnbie 20% aereir ¢ AK u 76,5% nereit ¢ I1K
npu  goctwxkeHun G, CcTaaum TOJOBOTO Pa3BUTHUS HWMEITH HOPMAaJbHBIC
nokasaTesii MHruouHa b.

Jlist  ompeneneHuss  B3aMMOCBSI3M  KIMHUYECKUX UM TOPMOHAIBHBIX
MoKaszaTelied  IMOJIOBOIO  Pa3BUTHSL  MEXAy coOOM  ObUT  IpPUMEHEH
KOPPEISLUOHHBIN aHAN3.

Tabmuma 33. Pe3yiapTaThl KOPPEISAIMOHHOTO aHATN3a KIMHUYECKUX U

TOPMOHAJIbHBIX MoKazaTeJiei IOJIOBOTO pasBUTHUA ITAHUCHTOB C KPUIITOPXU3MOM

Vil Vi2 Scl PSV Vm Vp Jr T OCI’
Vil 1
Vt2 0,62 1
Scl -0,03 | -0,15 1

PSV 0,44 0,48 -0,34 1

vVm 0,43 0,54 -0,46 0,89 1

Vp 0,56 0,7 -0,08 0,44 0,43 1
JIT -0,03 | -0,04 0,20 -0,32 | -0,30 | -0,13 1
T 0,76 0,69 0,03 0,24 0,32 0,66 | -0,04 1

oCr -0,22 | -0,42 0,18 -001 | -004 | -0,32 | 0,31 | -0,12 1

WNuruoun b | 0,50 0,66 -0,17 0,66 0,48 056 | -0,31 | 0,36 -0,6

P =0,0046

B koppensmmonnyto wmatpuily (Tabmmma 33) BKIIOYEHBI  CIICTYIOIIHNE
nokasarenu: 00beM momoHouHOro simuka (Vil); o0beM HH3BEIEHHOTO SHYKa

(Vt2); cknepoTHyeckre HM3MEHEHUs CTPYKTypbl Tectukyna (Scl); nunHeliHas
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ckopocTh kpoBoToka (PSV); cpemusisti ckopocTs kpoBoToka (VM); obbem
npeacrarenbHo skene3bl (VP); CHIBOPOTOYHAS KOHIIEHTpAlMs TECTOCTEPOHA
(T); cpiBOpoTOYHAsT KOHUEHTpALMs JOTeHnHH3upyomero ropMmona (JII);
CBIBOPOTOYHAsI KOHIIEHTpaIus (HoITMKyIocTUMYyIupyroiero ropmona (OCI).

B  pesynpraTe  NpOBENEHHOrO  aHajiW3a  YCTAHOBJIEHBl  CUJIbHBIC
MOJIOKUTENIbHBIE KOPPEISIUU YPOBHS TECTOCTEPOHA ¢ 00BEMOM MOLIOHOYHOIO
Y HU3BEJICHHOTO SIMYKa, 00bEMOM MPEICTATEIHHOM KeJIe3bl, UTO COOTBETCTBYET
dusznonornueckuM  MyOepTaTHBIM  U3MEHeHusM.  Hapsany ¢ oTuwm,
KOPPEJSIIIMOHHBIA ~ aHajdW3 TOKa3aj, uYTO CHIBOPOTOYHAS KOHIICHTpAIUS
uHruOuHa b nMena moJOKUTENbHYIO KOPPEISILIMIO CPEAHEH CUiIbl C 00bEMOM
HU3BEJICHHOTO SIMYKA, BEIWYMHONW TECTUKYJISAPHOTO KPOBOTOKA M 0OBEMOM
IOpEJCTaTeIbHOM  JKeJe3bl.  YCTaHOBJIEHA  OTpUIATeNIbHAs  B3aUMOCBS3b
uHruOuHa b ¢ ypoBHEM (DOILTHKYIOCTUMYTUPYOIEro TopMona (Tabnuma 33).

C menbio BhIENCHUS HanOoJiee 3HAUMMBIX KIMHUYECKUX U TOPMOHAIBHBIX
(GakTOpoB, MO3BOJIAIOLIMX MPOTHO3UPOBATH COCTOsIHUE KieTok Cepronu B
NEPUO TOJIOBOTO Pa3BUTHA, ObUI BBHIMOJIHEH PErpecCHOHHBIA aHamu3. [lpu
IOCTPOCHUU PErPECCUOHHOIO YpaBHEHUs] MHTMOMH b, ypoBeHb KOTOpOro
OTpa)kaeT (PYHKIMOHAIbHOE co3peBaHue KIeToK CepToiu, SBISUICS 3aBUCUMOM
nepeMeHHO. B kauecTBe HE3aBUCUMBIX TIEPEMEHHBIX OBLITH B3AThI KIIMHUYECKUE
¥ TOPMOHAJIbHBIE MTOKA3aTeNH, XapaKTEePHU3YIOIIKUE COCTOSIHUE TOHAJ B EPUOJ
MIOJIOBOTO Pa3BUTHS, - 00bEM MOIIOHOYHOTO sinuka (Vi;), 00bEM HU3BEAEHHOTO
auuka (Vty), CKIepoTHYEeCKuE U3MEHEHHSI CTPYKTYPbl HU3BEIEHHOTO TECTUKYJa
(Scl), mokazarenu CKOpOCTH TECTHKYJSpHOTO KpoBoToka (PSV u VM), o0bem
npeacrarenbHoil kene3sl (VP), CHIBOPOTOYHBIE KOHLEHTPAIMU TECTOCTEPOHA
(T), mootemnusupytomero (JII'), u dommmkynoctumynupyromiero (OCI)
TOPMOHOB.

VYcTaHOBIEHO HOpPMalbHOE paclpejelieHde Moka3arenass WHruouH b 1o
kputeputo lllanmupo Yunka: 0,96, p = 0,6, To ecTs rUnore3a 0 HOPMaJILHOCTH HE
OTKIIOHsSIETCs. [ 'mcTorpamma pacmpesiesieHus: 4acToT 10 MoKa3aTento HHruouH b

npejcTaBieHa Ha pucyHke 31.
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Pucynox 31. ['uctorpamma pacrpeaenenus 4acToT nmokasareis Muarubun b y

IMallMCHTOB C KPUIITOPXU3MOM

[Ipu BrIOOpE MOKa3aTenel Al NOCTPOCHUS] PErPECCUOHHOTO YPaBHEHUS MBI

YUUTBIBAJIM  PC3YJIbTAThI

KOPpCILIONUOHHOI'O

ananu3a (tabmuma 33).

B

PErpEeCCUOHHYI0 MOJENb OBUIM BKJIIOYEHBI CEMb HECBA3AHHBIX MOKa3aTesei:

Vi1, Vt2, Scl, PSV, JIl', T, ®CT" (tabnuma 34).

Tabmuia 34 Pe3ynpTaThl perpecCHOHHOTO aHaIN3a y MAaIMeHTOB ¢

n =70

Vil
Vt2
Scl

PSV

Jr

oCr

KPUIITOPXU3MOM

Koaddurmentsr CrangaptHas omuoka t-kputepuii | p-value

127,4502
-0,3766
2,3277
-15,534
7,8378
1,3480
-0,5226
-6,8986

27,31316
1,48993
0,97019
4,21076
2,41061
2,44606
0,56756
1,74828

4,66626
-0,25274
2,39927
-3,15409
4,78625
0,55109
-0,92071
-3,94594

0,000149
0,803045
0,026289
0,000707
0,000113
0,587673
0,368176
0,000798
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B rtabnuue 34 mnpencrtaBieHbl pe3yJbTaThl PErPECCHOHHOTO aHaln3a,
NOKa3aHbl PETPECCUOHHBbIE KO3(PPUIMEHTHI Uil KaXAOro0 M3 HE3aBUCHUMBIX
NOoKa3aTesield, COOTBETCTBYIOIIAs KM CTaTUCTUYECKas OIMMOKa M YPOBEHb
sHauumoctu (p-value). Kaxaplii kodddHIMEHT oTpa)kaeT BKJIaa JaHHOTO

IMOKa3aTCJisd B IIPOTHO3UPYCMOC 3HAUCHHUC WHTHOWHA.

Takum 00pa3om, Mbl IOJYYUIIU CIEAYIOLIEE PETPECCUOHHOE YPaBHEHUE:

Wnrubun b = 127,4 -0,37xVtL + 2,3xV12 - 5,5xScl +7,8xPSV +1,3xJIT" - 0,5xT - 6,9 xDCT,
(27.6) (1.9 (0.9) (42) (24 (24) (056) (1,7)

rae koaddunuentsr Vi1, JII', T gBisitoTcs HE3HAYUMBIMH, a KOI(DPUIIUEHTHI
V12, Scl, PSV, ®CT" — 3HaynMBIMH.

PerpeccroHHbIN aHaNM3 TMO3BOJWI BBIJIEIUTh MPOTHOCTHUYECKH 3HAYMUMBIC
nokaszarenu co3peBanuss PC  u  pamwkupoBaTh KIMHUKO-TOPMOHAJIbHBIC
mapamMeTpbl 0 Mepe YBEIWYEHHUS WX BKJIaJla B MPOTHO3UPYEMBIN MMOKA3aTENb
(bepTUIBLHOCTH CHAEAYIONIUM o0pa3oM: 1) o0beM HH3BEACHHOIO SHYKa; 2)
nyoepraTHbii ypoBeHb @CI'; 3) HHTEHCUBHOCTD TECTUKYJISIPHOTO KPOBOTOKA; 4)
CKJICPOTUYECKHE M3MCHECHHMSI TECTUKylIa WM TECTUKYJSPHOTO TIPHIATKA.
VYcraHoBneHa mpsMasi MOJOXKUTEIbHAS 3aBUCHUMOCTh MHTHOMHA b oT oO0Bbema
HU3BeACHHOTO TecTuKya (V12) U CKopocTH TECTUKYISIPHOTO KpoBoTOKa (PSV);
OTpUIlaTe]IbHAsl CBSI3b HWHTHOMHA b CO CKJIEPOTHYECKUMU H3MEHEHUSMU
TECTUKYJISIPHOW TKAaHM M  KOHIIEHTparued  (HOUIUKYIOCTUMYIUPYIOIIETO
ropmoHa. Ha pucynke 32 mokaszaHa JWHEHHAs MOJOKUTEIbHAS CBS3b YPOBHS
uHrnouHa b ¢ oobeMom Hu3BeneHHoro smdka (Vi2) u oTpunaTesibHas CBA3b C
ypoBHeM DCI': 3HaueHHMs] MHTMOMHA BO3pacTaroT Mo Mepe yBenunueHus Vi2 u
yobiBatoT mpu yBenumuenuu DPCI. Ha pucynke 33 mokazaHa JIHHEHHas
MOJIOKUTENIbHAS CBSI3b MHTUOWHA b CO CKOPOCTHIO TECTUKYJIIPHOTO KPOBOTOKA U
oTpunarenbHas cBia3b ¢ DOCI. MaxkcumanpHaple 3HadueHUs wuHruOmHa b
MOJIYYCHBI TIPU BBICOKOW CKOPOCTH TECTUKYJsipHOTO KpoBoToka (PSV) u

HOpMaJIbHBIX IMyOepTaTHbIX nmokazarensx OCI.
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Wuarubun b = 153,7 +2,9 Vt2 - 5,4 ®CI'
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Pucynok 32 I'paduk nuHEHON perpecCHOHHON 3aBUCUMOCTH MHTHOMHA b oT

nokaszareien Vi2 u ¢CI°
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Pucynok 33 I'paduk nuHEHOM perpecCuOHHOM 3aBUCUMOCTHA WHTHOWHA OT

nokazareied PSV u ©CI’
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Wuruoua b = 96 + 3,1 Vt2+ 9,3 PSV
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Pucynok 34 ['paduk auHEHHON perpecCuOHHOM 3aBUCUMOCTH MHTHOMHA OT
nokazareneir V2 u PSV

W3 pucynka 34 BupHa mpsMas JIMHEHHas CBsI3b YpOBHsA HHruOMHA b ¢
00beMOM  Hu3BelneHHOro suuka (Vi2) W CKOPOCTBIO  TECTHUKYJISPHOIO
ckpoBoToka (PSV). MakcumanbHbiM 3HadeHusIM Vi2 u PSV cooTBeTCTBYET
MaKCUMaJIbHBIA YpOBEHb NMHTHOUHA b.

JIJiss OIIEHKH TOCTOBEPHOCTH PETPECCHOHHOTO aHaiM3a BaKHOE 3HAUYCHHE
UMEIOT KO3(pPUIIMEeHTh MHOXECTBEHHOU koppemsiuu (R) u gerepmuHanuu
(R%), xapakTepu3yIoLe npuOIMKEHUE YpaBHEHUST K HaOII0JaeMbIM
3HAYCHUSAM Mpu3HaKa (Tadmuna 35).

Tabmuma 35 Tlokaszarenu JOCTOBEPHOCTH PErPECCUOHHOTO aHAIKM3a B TPYyIIIe
MAIMEHTOB C KPUTITOPXU3MOM

CraTuCTHYeCKHE TTOKa3aTeH | 3HAYCHUS
R 0,88
MHuoxecTBeHHBIN R 0,78
Hopmuposannsiii R kBagpar 0,7
F-kpurepuit 10,1
p-level 0,00002
CrangaprtHas ommoka 21,77163
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Kosdduument nerepmunanuu (R?), pasublii 0,88 CBHIETENBCTBYET O TOM, YTO
MOCTPOCHHAsI PErpecCHOHHAs MOENb IMO3BOJSET MPOTHO3UPOBATH (PYHKIIUIO
kietok Cepronu Ha 88%. MHoxecTBeHHas koppesiuusa R paBnas 0,8 orpaxaer
BBICOKYIO CTEIICHb CBSA3H KIIMHUKO-TOPMOHAJIBHBIX MTOKa3aTesied ¢

uHruouHoM. F-xpurepuit dumepa, pauwiii 10,1 npu p=0,00002 noxassiBaeT
BBICOKYIO  CTaTUCTMYECKYI0  JOCTOBEPHOCTh  IOJYYEHHOTO  ypaBHEHUS
perpeccun. Takum 00pazoMm, B pe3yibTaTe PETPECCHOHHOTO aHaIM3a, OBLIH
BbIJIETICHBl HanOoJyiee 3HAYMMbIE TOKa3aTelld, TaKhue Kak 00beM HU3BEIEHHOTO
AWYKa, CKJICPOTHYECKHE W3MEHEHHUs TECTHKyJa | TMpUAaTKa, CKOPOCTh
TECTUKYJIIPHOTO KpoBOTOKa, ypoBeHb PCI', mo3Bossitomine NnporHo3upoBaTh
(GYHKIIMOHATBFHOE COCTOSIHUE KIETOK CepToin y MalbYMKOB C KPUIITOPXHU3MOM.
[TocTpoeHHass HaMH perpeccCHOHHasi MOIEIb HalpaBiieHa HAa paHHEE BbISBICHUE
PENpPOAYKTUBHBIX HapyILIEHUH y MalbUMKOB C KpunropxuzMom. KimnHuueckoe
NPUMEHEHHE MOJENH TO3BOJUT CPOPMHUPOBATH TPYIIy PHUCKA MAIHEHTOB,
YIPOKAEMBIX [0 PAa3BUTUI0 HMH(PEPTHUIBHOCTH, aHAJIU3UPOBATh PE3YJIbTATHI
MOHHTOPHUHTA TOJIOBOTO DPAa3BUTHS, CBOCBPEMEHHO ITPOBECTH MEPOTIPUSITHS,

HaIlpaBJICHHbIE HA YIIYYLICHUE PEMPOAYKTUBHOIO OTEHIIMAIA MAIIbYUKOB.

Ha ¢opmupoBanue penpoayKTUBHOM CHUCTEMBI OKAa3bIBalOT BIIMSHUE
MHOTOYHCJICHHbIE TE€HETUYECKUE, aHTEHaTalbHblE U HK30I€HHbIE (DAKTOPBHI.
Hameit 3amaueil sBWJIOCH OINpEAENIUTh BIMSHUE (DAKTOPOB MPOBOAUMOIO
nedyeHus Ha ¢QyHKIMoHaNbHBIN moTeHnan PC. C »Toil menpio Hamu ObLI
nmpoBeeH MHOTO(MaKTOpHBIN aucniepcuonnbit anamm3 (MA). B xone MJIA
OTpENIeSICHO BIMsHUE cleayromux (akTopoB: 1) Bo3pacT MpPOBEICHHOU
OpPXHOTIEKCUU; 2) BUJl OTICPATUBHOTO JICYCHUS (OPXUOMEKCHS / OPXUOIKTOMHUS);
3) Tepamus XopuOHWYECKMM ToHanotponuHoMm (XI) B mpemyOepraTHOM
nepuojie, Ha mNyOepTaTHbI  ypoBeHb HMHruOMHa b,  oTpaxaronuii
(GYHKIIMOHAJIBHOE CO3PEBAHUE CIIEPMATOT€HHOTO IUTEIHS.

Cob6monens! ycnoBus MJIA: a) ycTaHOBIEHO HOpPMAaJIbHOE paclpeiiesieHHe

npusnaka Marnbun b o kputeputo [lanupo-Ywunka (d = 0,91);
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0) [IpoBeneH KOPPETAINMOHHBIN aHAN3 MEXKIY H3y4aeMbIMHU (PaKTOpamu.
Pe3ynpTaThl ~ KOppEISLMOHHOTO  aHalIM3a  MPEACTABICHbl B BUJE
KOPPEIALMOHHOW MAaTPUILbI (tabmuma  36). Kak BugHO wu3 TaOIUIHI,
KO3 PUIIMEHT KOPPENALNN MKy M3y4aeMbIMU (PaKTOpaMH HE MPEBBIIIAET 110
Moayito 0,34, 4To MOATBEPKAAET OTCYTCTBUE UX B3aUMOCBSI3H.

Tabmuma 36  Koppensunonnsiit ananus (akTopoB, BKIIOUYEHHBIX B MJIA

®dakTopbl Bo3spact oneparuu Bua oneparuu Jleuenue XI' Murubun b
Bo3zpact onepamumn 1,00 0,21 0,05 -0,34
Bun oneparuun 0,21 1,00 0,28 0,20
Jleuenne XI' 0,05 0,28 1,00 0,15
Nurubus b -0,34 0,20 0,15 1,00

[Tpu mposenennn MJIA o codetanuto GpaxkTopoB: 1) Bo3pact onepaTuBHOTO
Je4eHus, 2) BUJ Olepanuu, 3) JIeUeHWE XOPUOTOHMHOM BEJIMYMHA ONIMOKHU
cocraBmia 57,2 mpu ypoBHe BeposTtHOCTH P= 0,8, TO e€cTh JOCTOBEpPHBIX
pEe3yNbTaTOB HE TOJNy4eHOo. B CBI3W C 9TUM, HaMu OBIT TNPOBEIEH
nByx(hakTopHbId aucniepcuoHHbii anamu3 (IJIA) mo mapam ¢aktopos: 1)
BO3pacT W BHJI omeparuu; 2) Bo3pacT U jedeHue XI['; 3) Bum omepanuu u
neuenre XI. Pesymbrarel ABYX(AKTOPHOTO AMCIEPCHOHHOTO AaHAJIN3a,
npeacTaBieHHble B TaOimuuax 38, 39, 40, oTpaxkaroT BIMSHHUE YKa3aHHBIX
(GbakTOpOB OTACIBHO M B COBOKYITHOCTH Ha MMyOepTaTHBIA YpOBEeHb MHTUOWHA b.
Hns otoopaxkenus: >pdexktoB JIJIA B Tabnuiax HUCIOIL30BaHbI CIEAYIOIINE
o0o3HaueHus: SS — cymma kBaapatroB; CTemeHb CBOOOIBI — YHCIO CTENeHEeH
cB00061; MS — cpennmii kBaapat, MS = SS / Cr.cB.; F- kpurepuit — kputepuii
Odumepa. BausHue (akTopoB Ha mMokaszareslb MHTUOMHA b MOXHO cuuTaTh
CYIIIECTBEHHBIM TIPU 3HAYEHUSX F-kputepus 3Haummo Ooibiie 1 U ypoBHE

craTucTrueckoi 3Haunmoctr P < 0,05
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Tabnuma 37. 3aBucumocTts MHrHOMHA b OT Bo3pacTta u Buaa onepaTuBHOTO

nedyenus (pesyabratsl J1J1A)

D} dekThl AMCIEPCHOHHOTO aHATN3a

DakTopbl
SS Cr.ce| MS F P
Intercept 79,03165 1 [79,03165 44,1 |0,000000
Bospact onepanuu 12,44191| 2 [6,22096 | 3,5 0,041437
Bun oneparnym 4,01189 1 4,01189 @ 2,24 |0,142936
Bo3spact u Bux onepamnuun 2,62388 | 2 /1,31194 | 0,73 |0,487493
Error 66,25833 | 37 |1,79077

Tabnuna 38. 3aBucuMocTs HHTHOMHA b OT BO3pacTa onepaTuBHOTO JICUCHUS U

Ha3HA4YEHUs XOpuoroHuHa (pe3ynbrathl JJIA)

DddeKTs TUCTIEPCHOHHOTO aHAIHA3a

dakTopsl SS  CrceB.| MS F p
Intercept 136,8019 1 136,8019 | 72,1 0,000001
Bo3zpact onepamuun 14,3831 2 7,1916 3,8 0,031792
Jleuenune XTI 0,0694 1 0,0694 @ 0,03 |0,849334
Bospact onepanuu u neuenune XI° 5,2335 2 2,6167 1,38 10,264382
Error 70,1910 | 37 1,8971

Tabnuma 39. 3aBucumocTs HHTHOUHA b OT BHUa ONEPaTUBHOTO JICUCHUS U

Ha3HauYeHUs XopuoronuHa (pesynbratsl JIJ1A)

D¢ eKTsl TUCTIEPCHOHHOTO aHAN3a
®daxTopsl

Cr.cB.| SS MS F p
Intercept 1 69,07307 69,07307 | 31,03 |0,000002
Bun omeparimn 1 2,84210 | 2,84210 1,28 0,265375
Jleuenne XTI 1 0,15811 0,15811 | 0,07 0,791240
Bun onepanuu, neuenue XI' 1 0,01254 | 0,01254 | 0,006 |0,940540
Error 39 86,80439 | 2,22575

Kak BuHO U3 TIpeACTaBICHHBIX TaOHIl, ABYX(AKTOPHBINA aHAJIN3 C BHICOKOM
CTETICHBIO JOCTOBEPHOCTH TOKA3aJl, YTO yPOBEHb MHTHOMHA b HEe 3aBUCHUT OT

BUJA MPOBEACHHON omnepanuu (Tadmuipl 37, 39) ¥ Ha3HAYEHUS XOPHUOTOHWHA
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(tabmumer 38, 39), HO 3aBUCHT OT BO3pacTa ONEPATUBHOIO JICUCHUS (TAOIHIIBI
37, 38).

Crnenytomum maroMm B npoBeaeHud MJIA, K u3ydaeMbiM (akTopam Oblia
nobasneHa ¢opma 3aboneBaHus. To ecTb, pacCMOTPEHO BIMSHHE BO3pPACTa,
BHJIa OIEPATHBHOIO JICYEHWS M HA3HAYCHUS XOPHOTOHMHA IIPU Pa3Iu4HbIX
BapUaHTaX KPUNTOPXU3MA: OJHOCTOPOHHEM MAXOBOM, JBYCTOPOHHEM IaXOBOM
Y OJTHOCTOPOHHEM a0JJOMUHAJIbHOM KPUIITOPXU3ME.

Tabnuma 40 3aBucumocTs HHrHOMHA b OT popmMBI KpUTNITOPXHU3MA U BO3pacTa

ornepaTUBHOTO JieueHus (pe3yabTathl JIJ1A)

DddeKThl TUCIEPCHOHHOTO aHATN3a
SS CrcB, MS F p
Intercept 2934440 1 313444,0 30,3 | 0,00003

@akTopsl

dopma KpUIITOPXU3Ma 1,46906 | 1 1,469063| 1,93 |0,173305
Bo3spact oneparumn 0,00757 | 1 |0,007566 | 0,01 1|0,921109

®dopma u Bo3pact 12,23472| 3 |4,078241| 5,4 0,003811
Error 26,61190, 35 |0,760340

Tabnuua 41 3aBucumocTs uHrHOMHA b OT hopMBI KpUTITOPXU3MA U BUIA

ornepaTtuBHOrO JeveHus (pe3ynbrarsl J1J1A)

S dexter MIA
dakTopsl
SS  Degr.of MS F p
Intercept 313444,0 1 313444,0 39,4 0,000000
®dopwma kpunropxuzma | 3187,9 1 3187,9 | 3,6 |0,063627
Bun omepartiumn 1570,9 1 1570,9 | 1,8 |0,187690
®opma u Buj oneparuu | 3988,1 1 3988,1 4,6 |0,039129
Omunbka 32260,9 37 871,9

N3 tabmumer 40 criemyeT, 4YTO OTAETBHO B3sAThIE (akTOphl «hopma
KPUIITOPXU3Ma» M «BO3PACT ONEPATUBHOTO JICUCHUS» HE UMEIOT CTATHCTHYCCKH
3HAYMMOT'O BIUSHUSA Ha YPOBEHb MHTHOWHA. [[MCTIEpCHOHHBIN aHANU3 BBISIBUI

BJIIMSIHAE COBOKyMHOCTH JTHX (akrtopoB (F kputepuit = 54, p = 0,004).
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3aBucUMOCT, MHTMOMHA b OT Bo3pacta omepanuu OpU Pa3IUYHOM YpPOBHE
3aJIep’)KKM  sIMYKa HarJIigHO IpejacTaBiieHa Ha pucyHke 35. Kak BuJIHO H3
pPUCYHKA, OYEBMJHAS 3aBHUCHUMOCTh HWHTHMOMHA OT BO3pacTa MPOBEACHHOMN
oIepalyy MpOoCIEKUBAECTCA NPU OJHOCTOPOHHEM IaxXOBOM U abJOMHHAIBHOM
KPUNITOPXU3ME. Y NALKUEHTOB C JBYCTOPOHHUM KPHUIITOPXHU3MOM 3aBUCUMOCTHU
uHruonHa b ot Bo3pacta npoBeIEeHHOM ONepaly HE BBISBIEHO.

Current effect: F(3, 35)=5,4675, p=,00345
Means; 0,95 confidence intervals

260
240
220
200
180
160
140
120
100
80
60
40
20
0

WHrmowuH B, nr/mn

1 2 3

BospacT onepauuu:
1)2 -3 roga; 2) 4 - 6 net; 3) cTapwe 6
net

—— OpHocTopoHHUI K
—=— [1BycTOpOHHMI K
—— OpHocTopoHHM AK

Pucynok 35 3aBucuMocCTh ypoBHs HHTHOWHA b 0T Bo3pacTa nmpoBeneHHOM

onepauuu U (OpMbl KPUIITOPXU3MA

N3 tabmunel 41 cnenyet, yto couetanue GakTopoB «hopma KPUITOPXUIMA»
U «BUJl ONEPATHUBHOTO JICYCHHUS» HWMEET BJIMSIHUE Ha MyOEpTAaTHBIA YPOBEHD
uaruouna b (F xputepuii = 4,6, p = 0,04). 3aBucMMOCT, MHTHOUHA OT BHUAA
MIPOBEJICHHON OMepaluu NpU Pa3IMuHOM YPOBHE 3aJepKKHU sSUYKa HarJISIIHO
npeacraBieHa Ha pucyHke 36. M3 pucynka BuaHo, yto y mamueHToB ¢ OAK,
MEPEHECIINX OPXUOIMEKCHUI0, OTMEYAIUCh HU3KHUE MOoKazaTeau MHruomHa b mo

CPAaBHCHHIO C IMIAaOMCHTaAMH, KOTOPBIM Obl1a BBINOJIHEHA OPXHUO3KTOMHU:A. B
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rpynne nanueHToB ¢ IIK nocTtoBepHOUM 3aBHCHMMOCTH OT BHAA ONEPATUBHOIO

JICUCHUA HC Ha6J'IIOI[aJ'IOCI>.

dopma kpunTopxumama*Bug onepaumm
Current effect: F(1, 37)=4,5740, p=,03913
CpegHee; 0,95 goBepuTenbHbLIN NHTEpBan
260

240
220
200
180 E\<

160 {
140

MHrnoun B, nr/mn

120

100
80

60

1 2
Opxuonekcus OpxunoakToMus

—— OHOCTOPOHHWUI NaxoBbIi KPUNTOPXMU3M
—o— OAHOCTOPOHHUIN abAOMMHANbHbBIN KPUNTOPXN3M

Pucynok 36 3aBucumocTth ypoBHs nHrnOuHa b y maruentos ¢ OK ot Buna

OIICPATUBHOI'O JICUCHHUA IIPH PA3JINYHOM YPOBHC 3aACPKKHU ANYKA

AHanu3upys B COBOKYITHOCTH pe3yJIbTaThl NBYX(haKTOPHOTO
JUCIIEPCUOHHOTO  aHalii3a, MOXHO CleJlaThb  3aKJIIOYEHHE, 4YTO IpHU
OJIHOCTOPOHHEM TaXOBOM KPUMNTOPXU3ME OJHUM U3 (PAKTOPOB, BIMSIOIIUM Ha
nyoepTaTHBIM ypOBEHb MHTMOWHA, SIBJISIETCS BO3PACT OINEPATUBHOTO JICUCHUS.
[TocTpoenne TUHEHHON perpeccuy TMoKaszalo OOpaTHYH 3aBUCUMOCTH YPOBHS
uHruOmHa b ot Bo3pacra mnpoBeneHHou omepanuu (pucynok 37). Ilpwu
OJIHOCTOPOHHEM a0JIOMUHATILHOM KPUNTOPXU3ME Ha YPOBEHb MHTUOWHA BIUSIOT
BO3pACT U BHJI MMPOBOJIMMOTO OMEPATHBHOTO JieueHus. M3 rpadukoB muHEHHOM
perpeccuu, mpeACTaBICHHBIX HA pUCYyHKe 38, BUHA 0OpaTHas 3aBUCUMOCTh OT
BO3pacTa ONEpaluyd TMpU TPOBEACHUU OJHOCTOPOHHEH OPXHMOIKTOMUH.
Haubonee BwicOkme mokazatenu wuHrnOmHa b mMvemnm mnammentel ¢ OAK,
KOTOPBHIM ObljIa BBIIIOJIHEHA OJHOCTOPOHHSSI OPXUOAKTOMUS B Bo3pacTe oT 0 10

2-x mer. Bcee mammentsl ¢ OAK, kKOTOpbIM Obla BBIMOJIHEHA OPXHOIICKCHS
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MMEJTU HU3KHUE TToKa3aTein nHruornHa b, He3aBUCHMO OT BO3pacTa MpOBEICHHOM
onepaluH.

WUHrmbun B, nr/mn = 201 - 4,96 x BospacT onepauuu

240

220

200

180

WHrMbuH B, nr/imn

160

140

120
BospacT onepauuu, net

Pucynox 37 3aBucumocTh ypoBHS HHTHOWHA b OT BO3pacTa ormepaTuBHOTO

JICUCHHUA Y ITAIMCHTOB C OAHOCTOPOHHHUM ITaXOBBIM KPUIITOPXU3MOM

Opxvonekcus: UHrmnbumH b, nr/mn = 156,8 - 19,7 x BospacT onepauum
Opxunoaktomus: UMHrmbun b, nr/mn = 202,1 - 4,0 x Bo3spacT onepauuu

220
200
180 | °*
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Opxnonekcus OpxnoakTomMns
Bospact npoBoanMOro onepaTtmBHOrNO nNeYvyeHust

Pucynox 38 3aBucumocts ypoBHs mHTHOMHA b OT BO3pacTa u Buaa
OTIEPATUBHOTO JICYCHHS Y TIAIIUEHTOB C OJJHOCTOPOHHUM a0 IOMUHATBHBIM

KPUNTOPXU3MOM
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Taxum o6pa3zoM, Ha popMupoBaHue (HYHKIIMOHATHLHOTO MOTEHIIMANA KIETOK
Cepromu y ManbuukoB ¢ OIIK oka3piBaeT BIMSIHUE BO3pAcT IPOBEAECHHOM
opxuonekcuu, y ManbunkoB ¢ OAK - Bo3pacT v BHI ONEPAaTUBHOTO JICUCHHUS.
Haubonbmve 3HaueHuss uHrubuHa b nmenn namuentsl ¢ OAK, nepenecuine
OJHOCTOPOHHIOIO OpXHMO’KTOMHIO B Bozpacte 0 — 2 jer. Tepamus
XOPHUOHUYECKUM TOHAJOTPOMUHOM, MPOBOANMAs B MpenyOepTaTaHOM MEpPHO/IE,

HC BJIMAJIa Ha HY6€pTaTHLIe IToOKa3aTesiM MHruouHa b.

5.2 PenpoayKTUBHBIN MOTEHUHAJ MAJIBYUKOB ¢ rUIIOCHa el

Pe3ynbrarsl 1a00paTOPHOrO TOPMOHAIBHOTO OOCJENOBAaHUS MAIMEHTOB C
TUIIOCTIAIUEN MOKa3ajiu, YTO MyOepTaTHbI ypOBEHb HHTMOMHA b OB CHUXKEH Y
80% MaJabYyuKOB C MOIIOHOYHOM runocnaguer u y 25% mnanmueHToB CcO
cTBOJIOBOM (hopmoii 3aboneBanus. OcranbHbie 20% aeteit ¢ MI™ u 75% nereit co
CI' mpu noctmwxkenun G, cTaguy TMOJOBOTO Pa3BUTHS HMMETU HOPMAaJIbHBIC
nokasarenu naruouna b (pazgen 4.3 rnasa 4).

JUiss  u3ydeHHs XapakTepa B3aMMOCBSI3U MEXIYy KIMHUYECKUMH U
TOPMOHAQJIBHBIMU IIOKA3aTEISIMU [IOJIOBOIO PA3BUTUS U HX KOPPEISILHH C
UHTUOMHOM b ObUT TpUMEHEH KOPPENSAIMOHHBIA aHanmu3. Pe3ynbraTs
KOPPESILIMOHHOTO aHaJIu3a MPEJCTABIEHbl B BHUJIE KOPPEISALUMOHHON MaTpPUIbI
(tabmuria 42), B KOTOPYIO BKIIFOYCHBI CJCAYIOIINE MMOKA3aTENIN: CPEAHUN 00beM
sudek 1o naHHbIM opxuometpuu (Vt); nmuHeiHas ckopocTh kpoBoToka (PSV);
CpenHsAsl CKOpocTh KpoBoToka (VM); mmmHa moioBoro uieHa (L); oObem
npeacTaTeabHor kene3bl (VP); ChIBOPOTOYHAS KOHIIEHTpAIUsi TECTOCTEPOHA
(T); chiBopoTOUHAsi KOHUEHTpalMs JoTenHusupyromero ropMmona (JII);
CBIBOPOTOYHASI KOHIIEHTpaIus (GoJuTMKyIocTuMyaupytomero ropmona (OCI).

[Ipu oneHke pe3yiabTaTOB KOPPENSALIMOHHOTO aHalu3a o0pallaja BHUMaHUE
Koppessiuus cpenner (I = 0,59) cunbl ypoBHs uHruouHa b ¢ o6bemom roHaj.

Takast 3aBUCHMOCTh XapakTepHa sl myoOeptatHoro mnepuona. OTcyTcTBHE
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CHJIBHOW KOPPEJNSIIMK MOXXHO PACICHUTh KaK HapymieHue (HU3UOIOTHUYECKUX
myOepTaTHBIX B3aMMOCBS3€M y MAIlMEHTOB ¢ Tumocnaguen. [numHa mosioBoro
YJIE€HA HE KOPPEIUMPOBAJIIA HU C OJHUM H3 KIMHUYECKUX W TOPMOHAJIBHBIX
MoKa3aTeJeH.

Ta6nuna 42. Pe3ynbTaThl KOPPEIAIMOHHOTO aHAIN3a KIMHUYECKUX U

TOPMOHAJIbHBIX MoKazaTteJiei I0JIOBOTO Pa3BUTHA IMTAOVCHTOB C mnocnanneﬁ

Vit L PSV |Vm Vvp JII' | T ' &®CI
Vit 1
L 0,13 1
PSV 0,51 0,23 1
Vm 0,47 017 1093 1
Vp 0,43 0,24 056 055 1
JIT -0,04 -0,02 |-0,37 -0,38 -0,22 | 1
T 0,61 0,15 /039 045 052 016 1
oCr -0,41 -0,19 |-0,65 -0,60 -0,68 0,50 -0,28 1

Nurnbun b 0,59 0,28 083 0,77 087 -037 0,40 -0,84

[[BeToM MapKUpOBaHBI 3HAYMMBIE Koppesnuu, P < 0,05

BaxkHo oTMeTUTh, YTO B pe3yjbTaTe KOPPEJSIIIMOHHOTO aHajdu3a ObUIM
YCTAaHOBJICHBl ~CUJIBHBIC TIOJIOKHUTENbHBIC KOppeisiuu uHruomHa b c
MOKa3aTeNs MU TECTUKYJSIPHOTO KPOBOTOKA M O00BEMOM MPEACTATEIIHHOM
JKeJe3bl U OTPUIIATEIbHBIE KOPPENSIU (HOJUTUKYIOCTUMYJIUPYIONIETO TOPMOHA
C OTHMH K€ KIIMHUYCCKUMU Tokasareasmu -PSV, Vm u Vp (tabauma 42). Eme
pa3 TOATBEpPKJCHA CHUJIbHAS OTpHUIIATENIbHAS KOPPEJSIMOHHAS B3aUMOCBSI3b
uHrnouHa b u gomukynoctumyupyromiero ropmona (r = - 0,84).

C nenpio BBIJICTICHUSI HAMOO0JIEe 3HAYMMBIX KIMHUYECKUX U TOPMOHAIIBHBIX
(GhaKTOpPOB, TO3BOJISIFOIIUX OIICHUTHh PETPONYKTHBHBIA MOTECHIIMAT MaJbYHUKOB C
rUrocnaauend, ObUT BBHITIOJIHEH pErpecCHOoHHbI aHanmm3. [Ipu moctpoeHunu
perpeccCMOHHOTO  ypaBHEHHMsS  TOKa3arelb HWMHrubun b, kak Mapkep

nponudepanuu 1 (yHKIIMOHATHHOTO CO3peBaHUs KiIeTOK Ceproyu, SBISICS
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3aBUCUMOI  NEPEMEHHOM. YCTAHOBJIIEHa HOPMAJIBHOCTh  PpacCHpeAeIICHHUS
nokasarens MHruouH b, mo kpureputo lllamupo Ywunka: 0,98, p = 0,3, uro
ABJIAETCSI HEOOXOJIMMBIM YCIIOBUEM MPOBEIAECHUS PErPECCUMOHHOIO aHaJIH3a.
['ucrorpamma  pacrpefeneHuss  4acToT,  OTpakarolas  HOpMajbHOE

pacrpeenieHue, peicTaBlieHa Ha pucyHke 39.

Dependent variable: UHrm6uu B, nr/mn
— Expected Normal

Yucno HabnogeHumn
N

80 100 120 140 160 180 200 220 240 260

NHmMbuH B, nr/mn

Pucynox 39. ['uctorpamma pacripeiesieHust 4acToT rmoka3aresiss HHruouH b y
MMAIIMEHTOB C TUIIOCHAaIuEH
HeszaBuUCUMBIMU MEPEMEHHBIMUA TIPU MOCTPOCHUU PETPECCUOHHOTO ypaBHEHUS
ABJSUTUCh KIIMHUYECKME W TOPMOHAJbHBIE TIOKa3aTeNd, XapaKTEPHU3YIOIIHE
cranoBienne PC B mepuoj mosjoBoro pa3BuTusi. He3zaBucHMBbIE NEepeMEHHBIE
OB BBHIOPAHBI C YYETOM PE3yJIbTaTOB KOPPEISAIIMOHHOTO aHaiu3a, TO €CTh, B
PErpecCUOHHYI0 MOJIENb ObLIM BKIIFOUEHBI T€ MOKA3aTENH, MEXAY KOTOPHIMU HE
OBUIO CHJIBHBIX KOPPEISIMOHHBIX B3auMOCBsi3ei: o0beM TecTukyn (Vi),
CKOPOCTh TECTHKYJISIpHOTO KpoBoTOKa (PSV), o0beM mpencraTebHON Keae3bl
(Vp), ceiBopoTOUHbIC KOHIIeHTpanuu TectocTepona, JII' u ®CI'. Pesynbrathl
PErpecCHOHHOTO aHaIM3a MAIMEHTOB C TUIIOCTAUEH MPEeCTaBICHBI B TaOIUIIE
43. W3 Tabnuipl ClIEayeT, 4YTO TMOKa3aTeH «CKOPOCTh TECTUKYJSPHOTO

kpoBoToka» (PSV), «oObeM mpencraTenbHOHM JKENe3b» W «yPOBCHB
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(G OJUTUKYJIOCTUMYTUPYIOIIETO TOPMOHA» HWMEIOT CTATHUCTHYECKH 3HAYMMBIC
perpeccuoHHble  KOAd(PPUIMEHTHI,  CJIEA0BATEIbHO, COBOKYIMHOCTh  JTHUX
MoKa3aTesied MOYKHO MCIIOJIb30BaTh JUIsl OIICHKH (DYHKITMOHAILHOTO MOTEHITHAA
kJeToK CepToyiv U MPOTHO3UPOBAHUS PENPOAYKTUBHON (QYHKIIUU.

Ta6nuna 43 Pe3ynbTaThl perpeCCHOHHOTO aHaIM3a MAIlMeHTOB C TUITOCTIaINCH

Koy¢puunentnr Crangapraas ommoka t-kpurepuii  p-value

Intercept 124,8815 18,92094 6,60017 0,000005
Vit 0,4640 1,13784 0,40782 0,688495

L 0,9838 1,52214 0,64634 0,526687
PSV 3,7286 1,64214 2,27059  0,036462
Vp 3,4587 1,35120 2,55974  0,020299
JI 0,7134 2,47650 0,28807 0,776774

T -0,2374 0,39005 -0,60860 0,550836
oCr -4,0990 1,17075 -3,50115 0,002737

B pPE3YJIbTaTc IIPOBCACHHOI'O aHaJIM3a MBI IMOJIYy4YHJIN CIICOYIOIICC

PErp€CCUOHHOC YPABHCHUC!

Wnru6un b =124,9 +0,46xVt +0,98xL + 3,7xPSV + 3,3xVp + 0,7xJIT+ 0,2xT — 4xdCT,
189 @) (15 1 (@3%) 25 04 12

rae koadpdunuentel Vi, L, JII', T aBnstoTcss HE3HAYUMBIMU, a KOI(PPUIIMEHTHI
PSV, Vp, ®CI" — 3HaUNMBIMHU.

WNrtak, Ha OCHOBaHMM TPOBEJECHHOTO PETPECCHOHHOIO aHaln3a, ObLIN
BBIJICJICHBI T10KA3aTeNH, MO3BOJSIONIME MPOTHO3UPOBATH (DYHKIMIO KIETOK
Cepronu y mnauueHtoB c runocnaauei. CorjacHO  ypaBHEHHIO JIMHEWHOW
perpeccun, UHTMOMH b nMen mpsmyo monoxuTensHyo cBsi3b ¢ PSV u Vp u
OTPULATEIBHYIO CBS3b C (POJUTMKYJIOCTUMYIHPYIOIIUM TopMOHOM. Ha pucyHnke
40 BumHa TIpsMas JWHEWHAas CBsI3b ypoBHS wuHrHOMHa b ¢ oO0bemom
npeacTaTeNbHOM JKese3nl (VP) U CKOPOCTHIO TECTUKYIIAPHOTo KpoBoToKa (PSV).
HauGonpmuMm 3Hauenusim VP u PSV cooTBeTCTByeT MakCUMalbHBI YPOBEHb

naruovxa b.
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WHrmbwmH B, nr/imn = 86,8 + 5,2 xVp + 5,3 x PSV
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Pucynox 40. I'paduk TMHEHHON perpecCHOHHON 3aBUCUMOCTH MHTHOWHA b oT

nokazareneit Vp u PSV

WHrMbuH b, nr/mn = 143,7632-4,6579*x+5,0536*y
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Pucynok 41. I'paduk 1MHEHHON perpecCMOHHON 3aBUCUMOCTH MHTMOWHA OT

nokazareneid Vp u OCI’
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Ha pucynke 41 nokaszana mpsiMas MOJIOKUTENIbHAS CBsI3b MHTHOMHA b C
00BEMOM  MpEACTAaTENbHOW  Kejie3bl W OTpUllaTelbHass  CBA3b  C
GOMIUKYTOCTUMYIUPYIOIIUM ~ TOPMOHOM.  MakcHUMallbHbIE — TOKa3aTelu
uHruOMHa b onpenensitoTcss mpu HAaUOOJBIINX 3HAYEHUSX VP U MUHUMAJIbHOM
ypoBHe OCT".

B tabmume 44 mpencraBieHbl CTaTUCTUYECKHUE BEIIMYUHBI PErPECCHOHHOTO
ananuza. Koagdunuent nerepmuHaniu (RZ) paBHbIi 0,93 CBUAECTEIBCTBYET O
BBICOKOM  MPOTHOCTUYECKOM  3HAYUMOCTH  PErPECCHOHHOM  MOJENH.
MHuoxectBeHHas koppensaiusa R paBHas 0,9 oTpakaeT BBICOKYIO CTENEHb CBSI3U
KJINHUKO-TOPMOHAJIBHBIX napameTpoB mybeprata (PSV, Vp, @OCI') c
uarnounom b. F-xpurepwuii, pasusiii 24,1, p = 0,00001, mo3Bomsier caenaTh
BBIBOJl O BBICOKOW CTaTUCTUYECKOHN JIOCTOBEPHOCTU MOJIYYEHHOTO YpaBHEHUS

perpeccum.

Tabnuua 44. [TokazaTenu JOCTOBEPHOCTH PErPECCHOHHOTO aHAIN3a B TPYIIIE

MAIMEHTOB C TUIIOCHaIuEH

CraTucTHUYECKHE T0KA3aTENH 3HAYECHUS
R? 0,93
MHoxecTBEeHHBIH R 0,9

Hopmupoannsriii R kBagpar | 0,87

F-kpurepuit 24,1
p-level 0,00001
CrangapTtHas omuoka 12,7

Takum 00pazoM, B pe3yibTaTe PErpecCUOHHOTO aHalU3a, ObLUTN BBIICICHBI
HauOoJiee 3HAYMMBbIC TTOKa3aTen: 1) CKOPOCTh TECTHUKYJIIPHOTO KPOBOTOKA, 2)
o0BeM MpeACcTaTeIbHON KEJIe3bl, 3) myOepTaTHBIH «YpPOBEHb
(G OUTMKYIOCTUMYJIMPYIOIIETO TOPMOHA, Xapaktepusyoliue coctossHue PC y
MaJIBYMKOB C runocnaguen. [IpumeHenune noasy4eHHOu perpecCuOHHON MOAEIN
JTA€T BO3MOKHOCTh TPOTHO3UPOBATH (YHKIHIO KJIeTOK CepToiii Ha OCHOBAHHH

COBOKYIIHOCTH  KIIMHHUYCCKHUX  JAaHHBIX, BBIACIIUTH rpyniy  IHIaloucHTOB,
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YIPOXKAEMBIX MO PA3BUTUIO HMH(EPTHIBHOCTH, AaHAJIMW3UPOBATh PE3YJIbTAThI
MOHUTOPHHIA II0JIOBOI'O DPa3BUTHUS, CBOEBPEMEHHO IIPOBECTH MEPOIPUATHS,
HAIIpABJICHHBIE HA YJIY4YIICHUE PENPOAYKTMBHOIO IOTEHIHMANIA MAJIBYUKOB C

TUIIOCTIaTUCH.

5.3 IIporuo3 ¢pepTHIBHOCTH NALMEHTOB ¢ BPOXKACHHON MATOJI0Tr el
MOJIOBOT0 Pa3BUTHS 10 YPOBHIO MHruOuHa b B mepuona mosioBoro

pa3BuUTHSsA

UrtoroBoit  menvto  HaOmojeHuss wmanbuukoB ¢ BIIIP  gBusercs
MPOTHO3UpOBaHUE GEPTHIIHLHOCTU U YIIYUILIEHHE PENPOyKTUBHOIO MOTEHIMANIA.
[enbrit psinm uccleoBaHWM MoOKazai, 4To HUHTUOUH b sBisercss Xopoumm
MapKepoM CIepMaToreHe3a, KoppeaupyeT ¢ 00beMOM TOHAJl U KOJIMYECTBOM
cnepmaro3onsioB B 3sikyisare [Jensen TK, Andersson AM, Hjollund NH et al.,
1997; Pierik FH, Vreeburg JT, Stijnen T et al., 1998, Bohring C, Krause W,
1999; Frydelund-Larsen L, Krausz C, Leffers H et al., 2002; Andersson AM,
Petersson JH, Jorgensen N et al.,, 2004; Tapacoa MH c¢ coast., 2008].
Pedepencubie 3Hauenus wuHruOMHaA b  WCMONB3yIOTCS  aBTOpaMu IS
nuarHoctuku runoronaausma [Grinspon RP, Loreti N, Braslavsky D et al.,
2012], oueHkH penpoAYKTHBHOIO IMOTeHIMada moapoctkoB [F.Belva,
M.Bonduelle, R.C. Painter et al., 2010]. Ognako npu aHaaK3e JIATEPATYPHI, HAM
HE yAaJIOCh HAWTH TyOepTaTHBIC IMOKAa3aTeid MHTHMOWHA, YKa3blBalOIIME Ha
HapylleHUe cliepMaroreHe3a b0, HAMpPOTHB, HA BO3MOXKHOCTh peaM3alluu
penpoaykTuBHON QyHkimu. OJXHOW W3 3a/7a4 HAIIETO MCCICIOBAHMS SBHIIOCH
pazpaboTrarh Ccroco0 MPOrHO3UPOBaHUS (HEPTUILHOCTH y ManbunkoB ¢ BIIIIP
10 YPOBHIO HHTHOWHA b B Iepro/1 mosioBoro pa3BuTHs.

B cooTBeTcTBUUM C nM3aliHOM HMCCIEAOBaHUS, CIIEPMATOJIOTHUYECKUN aHAIU3
Obu1 mpoBeneH y 30 HaOMOAaEMbIX HaMH MAIIMEHTOB MPHU JOCTHXKEHUH HUMH

BO3pacTa 18 ner. (DepTI/IJ'IBHBIMI/I CUHUTAJIMCH INAaIUCHTBI, MMCIOIIINEC HOPMAJIbHBIC



188

MoKa3aTem criepMorpammel, 1o kputepusm BO3 2010 ¢ [WHO: Laboratory
manual for the examination and processing of human semen 5" ed. Geneva.
Switzerland, 2010]. Hedeprunsubimu CUUTAINCH MMAIIEHTHI c
MaTO300CIIEPMHUEH.

PesynpTaThl  cmepMorpaMm  ObUIM  HUCIIOJIB30BaHbl 11  COCTABJICHUS
IIPOTHOCTHYECKOMN MOJENN, TO3BOJAIOIIEM PACCUATATh  BEPOSTHOCTH
dbeprunsHocTu nanueHTa ¢ BIITP o ypoBHio nuarubuna b B nepuo;i mojsioBoro
pa3BuTHs. C 3TOW LENIbIO0 IPUMEHEH METO/I IOTUCTUYECKON PErPECCUM.

Ilepen Hauvanom aHanu3a ObLIa MPOBEJECHA OLICHKA MMEIOIIMXCS JTaHHBIX.
TecT HA HOPMAJILHOCTH TIO TIOKA3aTeN0 «MHTUOMH by mpoBeaeH Mo KpUTEpUro
Konmoroposa-Cmupnosa: d = 0,1, p >0,2, To ecTh THIIOTe3a 0 HOPMAJILHOCTH HE
oTkJoHeHa. [‘mcrorpamma, TmpeAcCTaBiIeHHass Ha puUCyHKe 42, Takke
COOTBETCTBYET HOPMAJIBHOMY PAaCIpPENEIICHUIO, TO €CTh OTPAXKAET PAaBHOMEPHOE
pacripe/iejieHue 3Ha4eHU MHIMOMHA U HE POTUBOPEUYUT YCIOBUSIM MPOBEICHUS
perpeccuonHoro aHanusza. Ha pucynke 43 otoOpakeHa auarpamma paccesHus,
U3 KOTOPOW BHUAHO, YTO YHUCIO (PEPTHWIbHBIX U HEPEPTUIHHBIX MAI[UEHTOB
comoctaBumo. J[Ba oOiaka TOYEeK Ha JUarpaMMme pacCesHUs CO3JAl0T
BU3YaJIbHYIO KapTUHY Pa3IUYHOrO0 YPOBHS WMHTHOMHA b st (pepTUIbHBIX H
He(epTUIIbHBIX MAIUEHTOB.

B kauecTtBe 3aBHCMMOW NIEPEMEHHOM MPU ITOCTPOCHHUU JIOTUCTUYECKOMU
perpeccuoHHOM Mojenu ObUT MCIOJIb30BaH KaueCTBEHHBIM OMHAPHBIN MPU3HAK
depTriibHOCTH ManueHnTta: nanueHT ¢eptuied (1) nubo nedeprunen (0). B
KauecTBe MPEAUKTOpa, Ompeaessomero (epTUIbHOCTh TalMeHTa, Oblia
UCIIOJIb30BaHA KOHLIEHTpalusi UHruonHa b, onpenenseMas B CBIBOPOTKE KPOBU
nainreHTa.  Pe3ynbTaThl ~ JOTMCTHYECKOTO  PETPECCHMOHHOIO  aHaIu3a
npeacTaBiieHbl B Ta0nuie 45. OneHka CTaTUCTUIECKUX TTapaMeTPOB: xz =51,p<
0,0000001 moka3piBaeT, 4TO MOKa3aTeIM MHTMOMHA b CyIieCTBEHHO BIMSIOT HA

IIPOTHO3 (hePTUIHLHOCTH.



189

Mmctorpamma: WHrmbwmH, nr/mn

TecT Konmoropoea-CmupHoea d=,10277, p> .20;
14
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Pucynok 42 T'ucrorpamma pacripezaenenus nokazarens Marudun b
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nmokasareiaro Maruoud b
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Tabmuia 45 Pe3ynbTaThl JOTUCTUYECKOTO PETPECCHOHHOTO aHAIA3a

Const.BO Koaddunuent
[TapameTpsl -33,6932 ' 0,1905925
OtHorrenue maacos | 0,0000 1,2099

v’ =51, p < 0,0000001

PCBYJILTaTI)I JOTUCTHUYCCKOI'O PCrpCCCHOHHOI0 aHaJln3a MOKHO IIPCACTABUTL B
BUAC MAaTEMATHYCCKOI'O BbIPAKCHUA, oTpaxxaromero BCPOATHOCTD

(bepTI/IJII)HOCTI/I B 3aBUCHUMOCTH OT YPOBHA nHruOMHa b:

exp (-33,689+ 0,19 X)
1+ exp (-33,689+ 0,19 X)

rae Y — BepOsSTHOCTh (PEPTHIIBHOCTH MAIUCHTA;
X — 3Hauenue Uurnouna b
[Tpumep 1.
B kauecTBe mpuMepa BBIYHCIUM BEPOSTHOCTh (PEPTHIIBHOCTH MAaIlUCHTAa TPH

ypoBHe uarnomaa b - 200 nr/mn na nansoro ypasuenust X = 200, Torna
exp (-33,689+ 0,19 x 200)
D I =0,97,
1+ exp (-33,689+ 0,19 x 200)
TO ecThb npu ypoBHe HHruOmHa b 200 mnr/ma BeposATHOCTh (HEPTHUIBHOCTH
nanueHTa cocrasiseT 97%.
[Ipumep 2.
Paccuntaem BepoITHOCTh PepTUIBLHOCTH TIpH 3HAaUeHUH MHrnbuna 6 152 nr/mi,
TO ecThb X = 152, Torma
exp (-33,689+ 0,19 x 152)
Y S mcemeemccmmemcemccmcemoceocceoseeo- = 0,003
1+ exp (-33,689+ 0,19 x 152)
[TonmyueHHBINH pe3ynbTaT O3HAYaeT, YTO BEPOSITHOCTh (EPTUIBLHOCTH MalMEHTa

pyu ypoBHE MHTHOMHA 152 nir/mut Gir3Ka K HYJIIO.
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[Tpumep 3.
OmnpenennuM BepOSATHOCTh PepTUIIbHOCTU Ipy 3HaYeHUH MHruouna b 180 nr/mi,

10 ectb X = 180, Torma
exp (-33,689+ 0,19 x 180)
Y = e =0,43,
1+ exp (-33,689+ 0,19 x 180)
OTO O03HadaeT, 4YTO BEPOSTHOCTh (DEPTHILHOCTH MAlMEHTa MNpPH 3HAYCHHUH
narnonna b 180 nr/mia cocraBut 43%.

IkBYHBTaFH JIOTUCTUYECCKOM pCFPGCCHOHHOﬁ MOJACIIN HAITLIAHO IIPCACTABJICHBI

Ha rpaduke (pucyHok 44).

Model: Logistic regression (logit)
y=exp(-33,689+(,190567)*x)/(1+exp(-33,689+(,190567)*x))
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Pucynok 44 Jloructuueckas perpecCuOHHas MOJIEb: BEPOSATHOCTh

(GbepTHUIBHOCTH B 3aBUCUMOCTH OT ypOBHS MHTHOWHA b

Kak BumHo u3 pucyHka 44, npu 3HaueHusx uHrubmHa b < 160 nr/mu,
BEPOATHOCTh (HEPTUIBLHOCTH MAllMEHTOB Onm3Kka K Hymo. [Ipu mokasarensix
uHrubuna > 190 nr/min BeposATHOCTH (EPTWIBHOCTH TpeBbimaeT 95%.

3navenus uHruOwHa b or 160 mo 190 nr/mi 3aHMMAarOT MNPOMEKYTOUHOE
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nosioxxeHnue. [Iporno3 deprunpbHOCTH JUIsi MAaHHBIX 3HAYeHW WHTHOWHA b
cocTaBisieT oT 5 10 95%. MeTtonoM urepanuu Mol mogo0panu 3HaueHue X, npu
KOTOPOM BEPOSITHOCTh (DePTUIBHOCTH cocTaBisieT 95% u Oosee. DTo 3HaUYECHHE
COOTBETCTBYET YpOBHIO MHTHMOMHA b B ChIBOpOTKE KpoBM paBHOMY 192 mr/mi
st JIEMOHCTpalUU KIIMHUYECKOTO 3HAYCHUS PErpecCUuoOHHOTO,
JUCIIEPCUOHHOTO aHAJIU30B U MOJIYYEHHON pEerpecCCHOHHON MOJENU, IPUBOIUM
ONMKCAaHNE KIMHUYECKUX HAOIIOCHUM.

Knununueckoe nabmoaenue 11

[Tauuent U. obpatuncs B Bo3pacte 12,5 meT ¢ xanobaMu Ha OTCYTCTBHE
pocTa JIEBOro sIM4Ka, aCUMMETpHIO simuek. M3 aHamHe3a u3BeCTHO, 4TO ¢ 6
MECSIIEB MAalbYUK HAONIOMaeTCs JETCKUM XUPYProM IO TOMy OTCYTCTBUS
JICBOTO SIMYKA B MOIIIOHKE, MIPHU MPOBEJACHUH YIbTPAa3BYKOBOI'O MCCIIEIOBAHUS B
naxoBoil oO0jacTH SMYKO HE OOHapyXeHo,  MIoIepoBbl TMPOU3BOJIHBIE
OoTCyTCTBOBajiu. B Bo3pacte 2-x JjieT Oblia MpOBEIEHA PEBU3US OPIOIIHOM
MOJIOCTU U TIEPBBIN dTall OPXUOMEKCUHU MO TOBOJY a0JOMUHAIBHONU PETCHIIMU
neBoro sinuka. I[locne omepanuu NpoBeNEH Kype JIEUEHHS XOPHOHUYECKHUM
roHagoTponuHOM. B 3 To/a BBHINIOJIHEH BTOPOW ATal OPXHOINEKCHH, SIMYKO
3a()UKCUPOBAHO B MOIIIOHKE.

[Tpu ocmotpe B Bo3pacte 12,5 net manpurk umen poct 164 cm (SDS 1,8) u
maccy 50 kr (MMT — 18,6 xr/m°). ITonoBoe pasBHTHE COOTBETCTBOBAIO CTAIHH
G3 P2 mo Tanner. OGbeM IPaBOro SMYKa COOTBETCTBOBAT 15 CM° 10 JaHHBIM
opxuometpuu (13,8 cM® o manHbM V3H). O6beM IeBOro SHUKa He MPEBBIIIA
2-x cM°. KocTHblit BopacT cooTBercTBOBaN 13,5 rogam.

[Ipy mnpoBeneHMH JOMOJHUTENBHOTO OOCIEeNOBaHUS ObUIM  OOHAPYXKEHBI
CJIEIyIOLME U3MEHEHHSL:

- TKAaHEBBI KPOBOTOK B MpaBoM siuke ObUT cHibKeH (PSV — 4, 29 m/cek.; Vm —
3,05 M/cex), He COOTBETCTBOBAJ MMEIOIICHCS CTaJMK TOJIOBOTO Pa3BUTHS, U, B
COYETaHWUH C TMOBBIICHHEM Mepudepuueckoro comportusienus (Ri -0,8),
XapaKTepU30Bal CHIDKEHUE MHUKPOIUPKYJISAINN, TUIIOTPOPHUIO MPABOTO SUUYKA.

KpoBoTok neBoro simuka He ynaioch 3aduxcupoBath. [lpu Y3U Obum
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OOHapy>XKEHbI CTPYKTYPHbIE U3MEHEHUS MapEHXUMbI JI€BOTO TECTHKYJA — OYaru
arpouu, ckieposa, pyOIIoBbIE JIEMEHTHI IO XOAY CEMSBBIHOCAIIETO MPOTOKA;

- 00BeM MpeACTATENbHOH skete3sl (3,4 cM°) oTpaxkan HELOCTATOYHOE &
pa3ButHe Ha ¢oHe myOeprata. OOparmiana Ha ceOd BHUMaHHE aCUMMETPUYHAS
mudQepeHMpoBKa MPEACTATEIbHON JKeNe3bl: JIydlllee pa3BUTUE JOJeH U
CEMEHHBIX ITy3bIPbKOB CIpPaBa, TUMOTPO(Us CEMEHHBIX My3bIPHKOB CJICBA; JIeBast
amITyJia ¥ JIEBbIA CEMSIBBIHOCAIIMH MPOTOK HEe A pepeHnpOBaHbI;

- ypoBenb OCI" ObL1 BhIIIE IUaNa3oHa pePepeHCHbIX 3HaueHui — 4,9 MMe/mi,
ypoBeHb MHTMOWH b 3HaunTenpHO cHkeH — 78 nr/mn Ilokasaremu JII' — 2,0
MMe/mn u TecroctepoHa — 12,6 HMOJIB/T COOTBETCTBOBAIM CTaJUH IOJIOBOTO
pa3Butus. Jlnarnos nanuenTa: JIeBoCTOpoHHUI a0AOMHUHAIBHBINA KPUIITOPXU3M.
CocrossHue  mocne  opxuonekcuum — cieBa.  Ckiepo3  HU3BEIEHHOTO
a0JIOMMHAJIBHOTO SIMUKA.

Y4uuThIBask TUMIOTPOPHUIO M CKICPOTUUECKHE U3MEHEHUS apEHXUMBI JIEBOTO
TECTHKYJIa; MaTOJIOIMYECKOe pPa3BUTHE OPraHOB PENPOTYKTUBHOM CUCTEMBI —
CHIDKEHHE TECTHKYJISIPHOTO KPOBOTOKA CIIpaBa, TUIMOTPODUIO U ACUMMETPUIHOE
pa3BuUTHE IOPEICTAaTeIbHOM  JKeJle3bl;  IMOBBIIIEHWE  KOHIIEHTpAIUH
(G OIMKYTOCTUMYJIUPYIOIIEr0 TOPMOHA M 3HAYUTENIbHOE CHI)KEeHUE HHruOuHa b
B CHIBOPOTKE KpPOBH, OBUIO MPHUHITO PEIICHHWE O MPOBEACHUH OPXHOIKTOMHH
aeBoro simuka. OpXHMO’KTOMHMSI CiieBa Oblia BBINOJIHEHA MAllMEHTy B BO3pacTe
12,5 ner.

[ToBTOpHOE OOCIEMOBaHME OBUIO TPOBENCHO dYepe3 6 MecsIeB Mocie
opxuosktomun. O0wekTuBHO: Poct 169 cMm. [TonoBoe pazsutue — G4 P3. O6bem
npaBoro suyka — 20 miI, yBeIMYeHHEe CKOPOCTH TKAHEBOTO KPOBOTOKA TECTHKYI.
Pesynbratel ropmonanbHoro oocnenoanus: JII' — 3,5 MmME/mi, Tectoctepon —
26 amons/n, ®CI" — 5,7 — MME/mit; Uarubun b — 151 nr/mn U3 pesynbratoB
KIMHUYECKOTO ¥ TOPMOHAIBHOTO 00CIIEZIOBAaHUS BUAHO, YTO TIOCTIE TPOBEACHUS
OPXMO’KTOMMHM Y MajbuMKa OTMEYaJOCh OBICTpOE MPOrpeccUpOBaHUE
ny0Oeprara, yBelTW4YeHHEe 0O0beMa BHUKApHOTO TECTHKYJA, MOBBIIICHUE YpPOBHS

uHrnOonHa b B 2 pasa 1o CpaBHEHHMIO C TIEPBOHAYAIBHBIMH TOKa3aTEIISIMH.
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OnHako, BBIUMCICHHE MPOTHO3a MO (QOopMyJie JIOTUCTUYECKOM perpeccuu
[I0Ka3aJ10, YTO BEPOSATHOCTh (PEPTUIBHOCTU NPH TAKOM 3HAUYE€HUU MHTrHOuHa b

(151 nr/mum) mo-nipexxHemy Osmska k Hyo (0,6%):
exp (-33,689+ 0,19 X)

1+ exp (-33,689+ 0,19 X)

Crnenyromee oOcienoBaHHe MalMeHTa MPOBeACHO dYepe3 1,5 roma mocne
OpXHOdKTOMHUH, B Bo3pacte 14 mer. OOwbexTuBHO: pocT 175 cm  IlomoBoe
pazButne — G4P4. O6bem mpaBoro simuka — 23 wmun  [lokasarenu
TECTUKYISIPHOTO KPOBOTOKA MMEJH SIBHYIO TOJIOKHUTEIBbHYIO AUHAMHKY: PSV —
8,7 m/cek., Vm — 5,06 m/cek., Ri — 0,54. 3adukcupoBan myOepTaTHbI POCT U
muepeHIMpoBKa MpeAcTaTeabHON kenes3bl, €€ o0beM cocTaBun 14,6 i
Pesynwrarel ropmonansHoro obcnemoBanus: JII' — 3,9 mMe/mn, ®CI' — 6,6
MME/min, Tectoctepon — 22 HMOmb/1. ChIBOPOTOUHASI KOHLIEHTPALUs MHTHOMHA
b yBenuumnace o 176 nr/mi. [lpu TakoM 3HauYeHUM MHTMOMHA b BEpOSTHOCTH
(bepTUIBLHOCTH, pacCYUTAHHAS 10 YPABHEHHUIO JIOTUCTUYECKOW pEerpeccuu,

cocrasiseT 44%

exp (-33,689+ 0,19 X)
Y = oo =0,44
1+ exp (-33,689+ 0,19 X)

Kaxk BHUAHO M3 IMPCACTABIICHHOI'O KIIMHHYCCKOI'O Ha6J'IIOI[€HI/I$I, IIpy HAJIUYHUH
THIIOIIa3UPOBAHHOIO W CTPYKTYPHO HW3MCHCHHOIO SAWYKAa Yy IIalMCHTa C
a6I[0MI/IHaJ'IbHI)IM KPUIITOPXU3MOM, OTMCYHAJIOCH IIATOJOTHYCCKOC PAa3BUTHUC
OPTaHOB PENMPOAYKTUBHOM CHUCTEMBI: CHWKEHUE TKAHEBOTO KpPOBOTOKA U
HapyHaicHHe MHKPOIUPKYIIALNHU MOIIIOHOYHOI'O SUYKa, FI/IHOTpO(l)I/ISI
HpeﬂCTaTeHBHOﬁ JKCJIC3hI. 3HaLII/ITeJ'II)HOC CHW)KCHHUC YPOBHSA I/IHFI/I6I/IHa b B
CBIBOPOTKC KpOBH Ipu MOBBIIIEHHOMN KOHOCHTpalunu
(b OITUKYI0 CTUMYITUPYIOIIETO ropMoHa XapaKTepru30BaJIn HapylIeHue

nyoepratHoro pasBuTusi kietok Cepronu. OTHOCTOPOHHSISI OPXHUOIKTOMHS
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CKJIEPOTUYECKH M3MEHEHHOTO SIMYKa MPUBEJia K MPOTPECCUPOBAHUIO TTyOepTara,
Pa3BUTHIO OPraHOB PEMPOIYKTUBHON CHCTEMBI, YBEIIMUYECHUIO YPOBHS MHTUOMHA

b, ynmy4ieHuero penpoayKTUBHOTO TOTEHIMANIA [TAlUECHTA.

Kimmanueckoe Haomonenue 12

[Tanment C. BoepBble oOcienoBaH B Bo3pacTe 12 JleT ¢ JAMArHO30M:
Mounopxusm. Ilpu cOope aHamHe3a CTajio M3BECTHO, YTO BO3pacte 2,5 JeT
MaJIBuMKy Obla MPOBEICHA OPXUOMEKCHS 110 MOBOAY a0IOMHUHAILHON pEeTEHINH
JIEBOTO SIMYKA, OAHAKO SMYKO IUIOXO 3a()MKCHPOBAIOCH B MOILIOHKE, OTMEYAJIach
CTOVKasl peTpakuys B MAaxXOBBIM KaHAJ, MO JaHHBIM Y3W — rumoruiasus JieBoro
sanyka. Tepanusi XOpPUOHUYECKUM TOHAIOTPOIIMHOM OKa3ajlach Hed(h(PEeKTUBHOMH,
U B BO3pacTe 7 JIeT MajJbduK OBl ONEepHUpoBaH MOBTOpHO. B xone omeparuu
MOCJI€ BU3YAJIbHOM OLIEHKH SIMYKa ObUIO MPUHSATO PEUIEHUE O LEeIeco00pa3HOCTH
opxuoskroMuu. IlpensapurenbHoe HHPOPMHUPOBAHHOE COIIACHE POAUTENEH Ha
BO3MOXKHOCTh IIPOBEJEHUS OPXHOSKTOMUHM OBUIO TMOJY4Y€HO. BBINoMHEHO
yAaJeHue TUIoIIa3uPOBAHHOIO JIEBOTO SIMUKA.

[Ipu ob6cnenoBannu B Bo3pacte 12 ner umen poct 158 cm (SDS 0,89) u
maccy 48 xr. IlomoBoe pazsutme - G2 Pl mo Tanner. KocTHbplli BO3pacT
coorBeTcTBOBaN 12 Tomam. O6bEM eIMHCTBEHHOTrO MPaBOro suuka — 13 cm
(BukapHoe). Ilo panneim Y3UM omnpenensiach KucTa TOJIOBKMA MpUAaTKa,
CTPYKTypa MapeHXUMbI He ObUTa HapylleHa. TeCTHKYISAPHBIA KPOBOTOK: PSV —
5,3 m/cek., Vm- 3,6 m/cek., Ri — 0,7 cooTrBercTBOBaj Hadany Iybeprara.
[Tokazarenu penpoayktuBHbIX TopMmonoB: JII' — 1,3 mMe/mn, ®CI' — 1,2
MME/mn, Tecroctepon - 7,7 mmonb/n, Wuarmbma b — 172 nr/ma —
COOTBETCTBOBAJIM KIIMHUYECKOUN CTA/IUU MTOJIOBOTO PAa3BUTHS.

IIpu o6cnenoBanuu B Bo3pacte 14 net naHHbIM nauumeHt umen poct 170 cm.
KocThbrif Bo3pact cooTBercTBOBai Bo3pacTty. [lomoBoe pazsutune G4 P3, o0bem
€IMHCTBEHHOIO MpaBoro simuka — 25 mu (BukapHas runeptpodusi). KpoBoTok

COOTBCTCTBOBAJI CTaAAWH I1OJIOBOT'O PA3BUTHAL. O0beM HpCI[CTaTeJ]BHOﬁ KCIIC3BI —
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12,3 cM®, ompememsiack  deTKas — CHMMeTpHuHas — IH(QEpeHIMpOBKa
CTPYKTYPHBIX 3JeMeHTOB. [lokazaTenn pempoayKTHBHBIX TOPMOHOB B
ceiBopoTke kpoBu: JII' - 2,1 MME/mn, ®CI" — 1,2 MME/Mmn, Tectoctepon — 19
HMOJIb/1, MUarubun b — 191 nr/mn BeposiTHOCT, (DEpTUIIBHOCTH TPH TaKOM
3HaYeHWW WHTHOWHA b, paccunmTaHHas MO ypPaBHEHUIO JIOTUCTHYECKON

perpeccuu, COCTaBmiA:

exp (-33,689+ 0,19 X)
Y= e =0,93
1+ exp (-33,689+ 0,19 X)

Kak moxa3zamo maHHOe KIMHHYECKOE HaOMIOACHUE, TpH  yAaJCHUU
TUIOIUIA3UPOBAHHOTO a0IOMUHATIBHOTO SIMYKAa B MPEnyOepTaTHOM MEpHUo/IE,
HaO0I0AI0Ch (PU3UOJIOTUYECKOE PA3BUTHE PETIPOTYKTUBHOM CUCTEMBI B TIEPUO]]
MIOJIOBOTO Pa3BUTHS Ha (DOHE BUKAPHOHN THIEPTPOPUH MOIIOHOYHOTO TECTHKYIIA.
BeposTHOCTh (QepTUIBHOCTH, BBIUMCIEHHAS MO pa3padOTaHHOW HAMHU JIOTHUT-
Mojenu, coctaBuna 93%.

[IpencraBieHHble KIMHUYECKUE HAONIONCHUS HAIVISAHO JAEMOHCTPUPYIOT
CB3b HMHruOMHa b ¢ TokazarensiMu TMOJOBOTO  pa3BUTHSA:  O0BEMOM
HU3BEICHHOTO SIMYKA, BEIMYMHOW TECTHKYJIIPHOTO KPOBOTOKA, OOBEMOM
MpeicTaTeIbHOM JKeTe3bl; 3aBUCUMOCTh MHTHMOUHA b OT myGepTaTHoro pa3BuTHS
U CTPYKTYPHBIX HM3MCHCHHMHA HHU3BEICHHOTO SMYKA; HW3MCHEHHE IPOTHO3a
GepTIIIBHOCTH TIpH Pa3IMYHOM ypOBHE HWHTMOMHAa b B mepuom moioBOTO
CO3pEeBaHUS.

HUrtak, B pesynabTaTe CTAaTUCTUUECKOM OOpabOTKH pe3yabTaTOB HaIIero
UCCIIENOBaHMUsT  OBUIO  OMPJACNICHO, YTO KIMHUYECKHUMH  IOKa3aTesIMHU,
MO3BOJISIONIMMA ~ TIPOTHO3UPOBATh  (DYHKIIMOHAIBLHOE COCTOSIHHE  KIJIETOK
CepTon, W ONPEACISIOMUMH PEMPOAYKTUBHBIN TOTCHIMAI Y MaJbYMKOB C
KPUIITOPXU3MOM SIBIISIFOTCSI 00BbEM M CTPYKTYPHBIE M3MEHEHHSI HU3BEACHHOTO
SMYKa, CKOPOCTh TECTUKYJISPHOTO KPOBOTOKA; Y MaJlbYUKOB C THUITOCTIAIUCH —

CKOPOCTh TECTHUKYJSPHOTO KPOBOTOKA W OO0BEM TIPECTATEIHLHOW KEIIe3bl.
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EAvHCTBEHHBIM TOPMOHAJIBHBIM  (DaKTOPOM,  OTPAKAIOIIMM  HapYIICHUE
bynkuun kinetok CepToiu y MalMEHTOB 00€MX HO30JOTUYECKUX TPy,
SIBJISICTCSI TIOBBITIICHUE YPOBHS (DOJUTUKYIOCTUMYJIUPYIOIIETO TOPMOHA.
@opMHUpPOBaHUE PENPOAYKTUBHOIO MOTEeHIMana y wmainbuukoB ¢ OIIK
3aBUCHUT OT BO3pacTa MPOBEACHHON OpXHOIEKcuHu, y mManbuukoB ¢ OAK — ot
BO3pacTa U BHUJIa MPOBEACHHOIO OMNEPATUBHOIO JedeHus. OnTumanbHbIC
3HaueHusa HrubuHa b umenu manpuuku ¢ OIIK, onepupoBanHbie B Bo3zpacte () —
2 net u manbuuku ¢ OAK, nepenecmrie Opxuo3KToMuto B Bo3zpacte 0 — 2 jer.
Utoromoit  3amaueil >HAOKPUHOJIOTMYECKOTO HAOJIOACHUS MAJIbUUKOB C
BIIIIP sBnsieTrcss cocTaBieHWE TMporHo3a (GepTUWILHOCTH. BeposTHOCTh
(GepTUIBLHOCTH MOKHO PacCUuTaTh MPU OMNPEIEICHUU IMyOepTaTHOTO YPOBHS

MHruOMHa b Ha ocHOBaHUM HOCTpOCHHOﬁ HaMM JJOTUT-MOJCIIHN.

exp (-33,689+ 0,19 X)
1+ exp (-33,689+ 0,19 X) |
rae Y — BEpOsTHOCTh (DePTHIIBHOCTH MAlIUEHTA;
X —3Hauenue Murubuna b.
YpoBenb unHrubOmHa b, mpu KOTOpOM BEPOATHOCTH (epTHiIbHOCTH > 95%
cocraBisier 192 nr/mn YpoBeHb MHrMOMHa b, mpu KOTOpOM BEpOSTHOCTH

dbeptunsHOCcTH < 5% cocrapiser 160 mr/mi
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SAKJIIOYEHUE

BpoxknenHas maTosiorusi penpoayKTUBHON CUCTEMbl OObEIUHSET OOJBIIYIO
rpynmny 3a0o0JieBaHHM, OOIIMM MPOSBICHUEM KOTOPBIX SIBISIETCS HEMPaBUIbLHOE
dbopMHUpOBaHUE HAPYXKHBIX IOJIOBBIX OPTraHOB M /WIJIM TATOJIOTHS TIOJOBOTO
pa3Butus. YacTtoTa HENPABUIBHOIO Pa3BUTHA HAPYKHBIX ITOJIOBBIX OpPraHOB
cpeau HOBOPOXKIEHHBIX cocTtaBisieTr 1: 300, mpum 3TOM € HEONpeneNeHHOU
TIOJIOBOW MPUHAIIICKHOCTBIO pokaaeTcs 1 Ha 5000 HoBOpokaeHHBIX [Thyen U.
et al, 2006]. OcrampHble TMAIMCHTBI COCTABJIAIOT OOJIBIIYIO TPYIILY
W30JMPOBAHHBIX («IMApUUATIBHBIX», «MATKUX») ¢opm BIIIP, u3 koTopbix
HamOoJiee  PACHpPOCTPAHCHHBIMU  SABJISIFOTCS ~ KPUIITOPXU3M, THUIIOCHAIMS.
MexayHapoHble PEKOMEHAAIMU [0 BEICHUIO MAIMEHTOB C HApYIIEHUEM
dbopmuposanus nona (HDIT) 6pumm mpunsaTer B 2006 romy[Consensus Statement
on Management of Intersex Disorders by the Lawson Wilkins Pediatric
Endocrine Society and European Society for Paediatric Endocrinology, 2006].
[ToMmuMO TBOMCTBEHHOTO CTPOEHUSI HAPYKHBIX MOJOBBIX opraHoB, kK HOII Oputn
OTHECEHBl TsKeNbie (OPMBI H30JUPOBAHHON THUNOCTAAUM, MHUKPOIICHUH,
COYETAaHUE KPUNTOPXU3MA C JPYTMMU aHOMAJIUSIMHU DPa3BUTUS HAPYKHBIX
MOJIOBBIX OPraHoOB, YTO TMOJpPa3yMeBaeT JJIMTEIbHOE HAOIIOJEHUE TaKUX
NAlMEHTOB M TOMOUIb B peaM3alliy MOJIOBOTO pa3BUTHUS, (DEPTUIBLHOCTH.
PexoMeHanuu mo BEJACHUIO MAIIUEHTOB C «IaplUaTIbHBIMUY, HE BXOISIIUMU B
ctpykrypy HOII, dbopmamu BIIIIP B HacTosiiee BpeMs OTCYTCTBYIOT.

Heru c¢ BIIIIP cocraBisftoT rpyniy BBICOKOIO pPHUCKAa MO Pa3BUTHUIO
oecrutonus [Uepusix B.B., Kypuo JI.®. coart., 2001; Hadziselimovic F et al.,
2007; Tapacora M.H., 2008; E.C. ITumenona, 2010; Mcmaunos K.A., Mupakos
KK., Bomompko E.A. u gap., 2012]. Hambomee wyacto mnpuumnamu BIITIP
SBJISFOTCSI XPOMOCOMHBIE abeppaiiuu Jn00 MOHOTEHHbBIE 3a0osieBanus. [ToMumo
T€HETUYECKUX MPUYUH, HEOJAronpusiTHHIMU (haKTOpaMu MOTYT OBITh TO3THSS

AUArHoCTukKa, OTCYTCTBUC HpO(I)I/IJ'IaKTI/II(I/I N HCCBOCBPCMCHHOC JICHCHHC
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penpoayktuBHbIX HapymeHud [Iomnenko E.B., 2003; INamumo C.M ¢ coaBrT.,
2009]. Husa Bepudukamuu natonorun PC B meTckoM Bo3pacte, HEOOXOIMMO
YYUTHIBATh MEPUOJIMUSCKUN XapaKTep aKTUBHOCTH THIOTaIaMO-THUIIO(U3apHO-
TOHaJHOM cucTeMbl. MHOTHME aBTOphI OOpAIalOT BHUMAaHHE HA BO3MOXHOCTD
JMAarHOCTUKHU TATOJOTHUU TIOJIOBOTO pa3BUTUSA B IMEPUOJl MUHHU-TTyOepTaTa
[Lahlou N et al., 2004; Tijn DA, 2007; Grinspon RP, Rey RA, 2010]. UmeroTcs
JaHHbIE 00 YCIEIIHOM JIEYEHUU THUIOrOHAJOTPOIHOIO THUIIOTOHAIU3MA H
MUKporieHnn B 3ToT nepuoxa [Bin-Abbas B et al., 1999; Main, K. M., 2002 ;
Bouvattier C, 2011]. Onnako pedepeHCHBIC 3HAUCHUS, TO3BOJISIOIINE OICHUTH
YPOBEHb PENPOAYKTUBHBIX TOPMOHOB B IMOCTHATAIHLHOM MEPUOJE, OTCYTCTBYIOT.
[Tatonorust PC He umeeT 4eTKOW KIMHUYECKON XapaKTEPUCTHKHU.

[IpoBenensl UCCieNOBaHUS, XapaKTepusyromme (QyHKIUoo runodusa u
aHAPOTEH MPOIYIUPYIONIYI0 (PYHKIIMIO TOHAJ Y TOJIPOCTKOB C KPUIITOPXHU3MOM
[JTatbimreB O.10., 2010] u runocnianueri [MenoBmukosa JI.b., KoBapckwuii C.JI.,
Kamunuenko H.IO., TammynatoB b.K., 2010]. OpHako mpoBeAcHHBIC
UCCIICMOBaHUSI ~ HOCAT  OJAHOMOMEHTHBIM  Xxapaktep.  JlmHammdeckoe
npeoOpa3oBaHUE PEMPOIYKTUBHON CHCTEMBI JIETEH C BPOXKICHHOM IMaTOJIOTHEH
IIOJIOBOT'O pa3BUTHsA HE u3yueHo. Benenue naunuentos ¢ BIIIIP go cux mop He
CHUCTEMATU3UPOBAHO, HE MMEET YETKHX KPUTECPUEB OIEHKH PENPOTyKTUBHOU
CUCTEMBI, HE  oOecleuyuBaeT  MPOTHO3UPOBAHME H  MPOPHUIAKTUKY
uHdpeptmibHOoCcTH [OKynoB A.B. ¢ coasr., 2014].

Htorom pa3BuTHs pEIPOTYKTUBHOW  CHCTEMBI  SBJSICTCS  CTAHOBJICHHUE
dbynkuuu criepmartorenesa. [IpoBegeHne ciepMaToIOrH4ecKOr0 MCCIIEIOBAHUS
B MTOIPOCTKOBOM BO3pacTe OTpaHUYCHO (U3HOTOTHYECKUMH,
MICUXOJIOTUYECKUMH M JTHYECKUMHU acriekTamMu. HopMmaTtuBHBIC TMOKa3aTeu
CIIEPMOTPAMMBI JIJII TOJPOCTKOB OTCYTCTBYIOT. ['OpMOHAIBHBIM MapKepowm,
XapaKTEePHU3YIOIMIMM  HakoruieHne kinerok Cepromn #  (QyHKIHOHAIBLHOES
CO3peBaHKME CIEPMATOICHHOTO SIUTENUs, sBisgercss uHruomH b [Andersson
AM, Skakkebaek NE, 2001]. J[JaHHblii Mapkep MO3BOJSIET CYIUTh O

CTAaHOBJICHMH (DYHKIIMM CIEpMATOreHe3a, KOppeIupyeT C ToKa3aTelsMu


http://jcem.endojournals.org/search?author1=Najiba+Lahlou&sortspec=date&submit=Submit
http://www.ncbi.nlm.nih.gov/pubmed?term=Andersson%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
http://www.ncbi.nlm.nih.gov/pubmed?term=Andersson%20AM%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
http://www.ncbi.nlm.nih.gov/pubmed?term=Skakkebaek%20NE%5BAuthor%5D&cauthor=true&cauthor_uid=11451578
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cuepmorpammbl [Frydelund-Larsen L, Krausz C, Leffers H et al., 2002;
TapacoBa MH c¢ coasrt., 2008]. B nurepatype MMEIOTCS JaHHBIE O 3HAYEHUHU
uarnOuHa b mpu BbIOOpe JedeOHOW TAKTHKM Yy MAllMEHTOB C BapHKOIIETE.
[loxa3zana ponb wuHrMOMHAa b B JAMarHoCTUKE TUNOTOHAJAOTPOITHOTO
runoronagu3mMa [Belva F. Et al., 2010]. V¥V moapocTKkoB ¢ KpHUIITOPXHU3MOM,
runociagueir 1 HOII uccnenoBanme narnOmHa b HE MPOBOIWIOCH, MPOTHO3
GepTIBHOCTH OCTAaBaJICSI HESICHBIM JIO 3aBEpIICHHs] TEpUOJa IOJIOBOIO
co3peBaHus. I103TOMy, OCHOBHOI ILE€JIbIO HAIIEr0 MCCIECIOBAHUS SBHIIOCH:
pa3paboTaTh CHCTEMY OSHIOKPHUHOJIOTMYECKOTO BEJAEHUS IALMEHTOB C
BPOXKJEHHON MAaTOJOTHEN TMOJIOBOIO pPa3BUTHUSA, HANPABICHHYIO Ha paHHEEe
BBISIBJICHUE MMATOJIOTUM PENPOJYKTUBHOM CUCTEMBI U MPOTHO3 (PEPTUIHLHOCTH.
Jlnst peanu3zanuu MOCTaBIEHHON 1eu ObUTM 0003HAYEHBI CICAYIONINUE 3a]1auu:
OTNpeNeuTh pedepeHCHbIE 3HAUCHUS PENPOAYKTUBHBIX TOPMOHOB Y 37J0POBBIX
MaJIbYMKOB B MEPUO] MUHU-TTyOepTaTa u pepepeHCHbIC 3HAaUCHUSI KITMHUYECKUX
¥ TOPMOHAJIBHBIX IMOKa3aTesiel mybeprara B 3aBUCUMOCTH OT CTAJIUU MOJIOBOTO
Pa3BUTHS;, OLICHUTh TCUCHUE MUHU-TyOepTaTa y MaJIbYMKOB C KPUITOPXU3MOM,
TUMOCTIa el U HapylieHueM (OPMHUPOBAHUS T10J1a; TIPOBECTU MPOCIIEKTUBHYIO
OLIECHKY IIOJIOBOTO Pa3BUTUS MAaJIbUMKOB, OIEPUPOBAHHBIX IO TOBOAY
KpUNITOPXU3Ma, THUIOCMAIWU, HapyIIeHU (QopMHUpOBaHUS TMOJa; OICHUTHh
BIUSIHAE TMPOBOJUMOTO JieYeHUS Ha (OPMHUPOBAHUE PENPOAYKTHUBHOTO
MOTEHIIMAJIa MaJbYMKOB C KPUNTOPXU3MOM; Ha OCHOBAaHMHM KOMIUIEKCHOM
OLICHKM PENpOAYKTUBHOM CHCTEMBI, pa3padoTaTh CTAaTUCTHYECKYIO MOJEIb
MPOTHO3UPOBaHUS (EPTIIHHOCTH Y MAJIbYUKOB B TIEPUO]] TIOJIOBOTO PA3BUTHS.

B wuccinenoBanme Obum  BriroueHbl 550 nereii: 210 namueHTOB €
BpPOXKJAEHHON MaTojorueil mosioBoro pa3Butus U 340 340pOBBIX MallbUYMKOB.
CornacHO COBpPEMEHHBIM JaHHBIM, MAaKCUMajbHas MOCTHATAIIbHAS AaKTUBHOCTH
TUINO0TaNaMo-TUNo(U3apHO-TOHAHON cUcTeMbl Habmonaerca B Bo3pacte 1 — 3
MECSIIeB — MEePUO MUHU-TTyOepTaTa u B epuoi GU3HOIOTUIECKOTO ITydepTaTa
[Bergada’ | et al., 2006; Main KM, Toppari J, Skakkebek NE, 2006; Ji C et al.,

2008]. B cooTBeTCTBHM C AM3aWHOM MPOBOAMMOIO HCCIECAOBAHHSI, B IEPUOT
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MUHHU-IyOepTaTa Obutn obOcnemoBanbl 125 neteit or 1 mo 3 mecsues: 40
30pOBBIX MalbuukoB U 85 marnuentoB ¢ BIIIIP (kpunropxuzmom — 40
MaJb4YMKOB, TUNocnaanel — 12 u HapymeHnuem ¢GopmupoBanus noja - 33). B
nepuoy myoeprata ObLIH oO0caeaoBanbl 225 nerei B Bo3pacte 11 — 16 net: 100
3I0POBBIX MalbuMKOB U 125 marmumentoB ¢ BIIIIP (xpunropxuzmom — 70,
runocnaavuei — 40 u HapymerueM GopmupoBaHus mona - 15).

OOcnenoBanve MajdbYMKOB B TMEPUOJ MHUHH-IIyOepTaTta BKIHOYAIIO
M3YYEHHE T€HETUYECKOTO M aHTEHATaJIbHOTO aHAMHE3a; KIIMHUYECKYIO OIIEHKY
Hapy>XHBIX MOJIOBBIX OPraHOB, OPXHOMETPHUIO, TEHUTOMETPHUIO; YIBTPA3BYKOBOE
uccinenoBanue roHad. [Ipy OTCYTCTBMM MOIIOHOYHBIX K TAXOBBIX T'OHAJ
IPOBOJMIACH dXOorpapuyeckas U JanapoCKONMMuYecKas BU3yalM3alus OpPraHoOB
Manoro Taza. [Ipy HEONHO3HAYHOM CTPOEHHUHM HAPY>KHBIX IOJIOBIX OPraHOB,
MPOBOAWIMCH IUTOTEHETUYECKUE HCCIIeI0BaHus. BeceM nanMeHTam u 310pOBbIM
MajibudKaM, OOCJEAOBaHHBIM B TMEpUOJ MHHHU-TIyOepTaTra, MPOBEACHO
ONpeieJICHNEe KOHUEHTpAlUd TOHAJOTPOIIUHOB, TECTOCTEPOHA, AHTUMIOJIEPOBA
ropMOHa U UWHruOMHa b B CHIBOPOTKE KpPOBM IIPpU TMOMOIINM METOJa
TBepA0azHOr0 UMMyHOPEpMEHTHOro aHanu3a. OmnpeneneHue KOHIICHTPAIIHMA
JIOTEUHU3HUPYIOIIETO TOPMOHA U TECTOCTEPOHA MPOBOJUIIOCH C LENBI0 OLIEHKH
MOCTHATAJILHOTO Pa3BUTHSI U (QYHKIIMOHAIBHOTO MOTEHIMaNa KieTtok Jleiiaura.
Onpenenenvue aHTUMIOJJIEpPOBA TOPMOHA M WHTHOMHA b xapakTepu3oBajo
CEKPETOPHYIO AKTUBHOCTH KJIETOK CepToJiv, YTO MO3BOJISIO KOCBEHHO CYIHUTh O
(U3UOIOTUYECKUX TIOCTHATAJIbHBIX M3MEHEHUSX TOHAJ B TMEPHOJl MUHHU-
nyOepTaTa ¥ BBISIBUTH HapylieHue GyHKIMU KieTok CepToyu y MaiueHTOB ¢
BIIIIP [Hadziselimovic F, 2005; Svechnikov K, 2010]. IIpu momo3penuun Ha
nedeKThl CTepOUI0TeHe3a Yy MalMeHTOB C HapylieHueM (opMUpOBaHUS IOJa
MIPOBOAUIIOCH ONpEICIICHUE 17-rugpokcunporecTepoHa,
JErUIPO3NMUAHIPOCTEPOHA,  aHJIPOCTEHIUONA, JAUTHIPOTECTOCTEPOHA B
CBIBOPOTKE KpoBU MeToj oM NDA.

B 3ajmaum Haimiero uccienoBaHUsl BXOJAWUJIO ompeereHue pedepeHCHBIX

3HAUCHUH PCIPOAYKTUBHBIX TOPMOHOB Y 310POBbLIX MAJIbYUKOB B IICPHUOJ MHUHU -


http://www.ncbi.nlm.nih.gov/pubmed?term=%22Hadziselimovic%20F%22%5BAuthor%5D
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nyOeprata. 3a pedepeHCHbIN auanazoH ObUT MPUHAT 95% HOBEpUTETHHBIMN
uHTepBai. [lokazaTenu penpoIyKTUBHBIX TOPMOHOB, IIOJYYEHHBIE TMIPH
o0cieToBaHUH MaTbYUKOB | - 3 MecsleB ObLIIN COMOCTABIICHBI C AHATOTHYHBIMH
TOPMOHAJIBHBIMU MOKA3aTEISIMU 3I0POBBIX MalbuukoB 11 — 16 mer, umeromux
Il — IV craguu nonoBoro pa3putus 1o TanHepy. [Ipu cpaBHeHUM mokazaTeneu
PENPOIYKTUBHBIX TOPMOHOB Yy MAaJbYMKOB B IIEPUOJI MHUHHU-IIyOepTaTra C
pe3yibTaTaMu TOPMOHAIBHOT'O 00CIIeIOBaHUs MOAPOCTKOB, OBLIO MOKa3aHO, YTO
ypOBeHb TOHaMOTponuHOB - JII' [2,2 - 4,1] MME/mn u ®CT [0,7 - 1,2] mMe/Mn
npaktuduecku cootBerctBoBan Il — IV cragum monoBoro pasButws.
Konmenrpanust tectoctepona - [4,5 — 6,2] HMonb/n Oblia COMOCTaBUMA C
nokazarensMu Havana myoeprara. Konnenrparwms naruouna b - [265 — 537]
IT/MJI 3HAYUTENIBPHO TPEBBINIaia MyOepTaTHbIC MOKa3aTeM JTAHHOTO TOPMOHA.
Beicokuii ypoBenr AMIT - [104,2 - 153,4] Hr/™M3 COOTBETCTBOBAJ
(U3MOIOTHYECKUM HM3MEHEHHUSM JIaHHOTO BoO3pacTHOro mnepuoja. CoriacHo
JTAHHBIM 3apyOeKHBIX MCCIIEIOBAaHUMN, YPOBEHb PEMPOIYKTUBHBIX TOPMOHOB
UMEEeT dTHUYECKUE M PEeTHOHAbHBIE 0cOOCHHOCTH. [lomydeHHbIC HAMH JaHHBIC
OBLJIM COMOCTAaBUMBI C UMEIOIIMMHCS B JIUTEPAType pehepeHCHBIMU 3HAUYCHUSIMHU
PENPOIYKTUBHBIX TOPMOHOB [IJIsi MaibuukoB Duunsuauu, [lanuu, dpaniuu,
3HAYUTENIbHO OoTiuYaauch ot momyisuuu Kutas [Lahlou N, Fennoy | et al.,
2004; Suomi AM, Katharina MM et al., 2006; Ji C, Huang XW et al, 2008]. 9To
MOATBEP)KIACT JTOCTOBEPHOCTh IOYYCHHBIX HAaMU JaHHBIX W BO3MOXHOCTH
PEKOMEHIOBATh WX IS MPAKTHUYECKOW pabOTHI MPH OlEHKE (YHKIIMOHAIHHOTO
COCTOSIHUS THNOTAIaMO-TUNO(U3APHO-TOHATHON CHUCTEMBbl Yy JETeHl MepBbhIX
MecAleB ku3HU. Takum 00pa3om, pa3paboTaHbl pernoHajIbHble pedepeHCHbIe
3HAUEHUS JUIsl TOHAIOTPOIMHOB, AHAPOTEHOB, AHTUMIOJIJIEPOBA TOPMOHA M
uHTHOWHA b y 3110pOBBIX MaTBUMKOB B IEPHO]] MUHU-TTyOepTaTa.

Jlnis penieHns crueayroeil 3aqaun Hallero NCCIIeI0BaHus, IIPOBEICH aHAN3
TEYEHUS] MHUHH-TTyOepTaTa y MalbYMKOB C KPUNTOPXU3MOM, THUMOCTAJAUCH H
HapyuieHueM QopmupoBanusi mona. B Bo3pacte 1 — 3 wmecdaneB Obum

06CJ'IGI[OB3HI>I 40 MaJbYUKOB C HN30JIMPOBAHHBLIM I1aXOBBIM H a6I[OMI/IHaJ'II)HBIM
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kpuntopxusmoM.  [lomaBnsitoiiee OOJIBIIMHCTBO COCTAaBWJIM MAJIBUUKU  C
OJIHOCTOPOHHEH TIaxOBOWM 3ajepXkoh snuka — 65%. Manbuuku cC
OJTHOCTOPOHHEH OpIONTHOW 3amepx Koi simuka coctaBwim 22,5%. Jlums 10%
HOBOPOJKJICHHBIX UMEJU IBYCTOPOHHIOIO NAXOBYIO 33JIEPKKY SIMUKA. Y UUTHIBAS
TaKO€ paclpeieiCeHHe HO30JI0TMYeCKuX (hOpM, aHaIU3 KIMHUKO-TOPMOHAIBHBIX
nmokasateyied ObUT TIPOBENECH B TPYIAXx ¢ MaxoBOM u a0IOMUHAIBHOU
3asiep kKol TecTukyi. IlomydyeHHble NaHHbIE OBUIM COIMOCTAaBJIEHBI C TPYIION
30POBBIX MAIBYUKOB | — 3 MecseB.

Ha ocHoBaHMM OpXHMOMETPUU W JAHHBIX YJIBTPA3BYKOBOTO HCCIIEIOBAHUS,
ObLTM OOHAPYXKEHBI CYIIECTBEHHBIE pa3iauuusi 00bEMa TroHajJ IPH MaXOBOM H
a0JOMUHAIBHOM KpuUnTOopxu3Me. llanueHTsl ¢ TaxoBOM peTeHUHer TroHana
UMEIM YMEHBIIEHHBIE pa3Mephbl MaxXOBOTO sIMYKa MPU HOPMAJIBLHOM O0BEMe
MOIIOHOYHOU ToHanbl - 2,3+0,46 mu. Ilpu ogHOCTOpOHHEM a0MOMUHATBLHOM
KPUNITOPXU3ME pa3MEphbl PETECHIIMOHHOTO SIMYKAa OMPEACIUTh HE YIajJoCh, HO
OblTa  BBISIBJIEHA TUNOTPO(HS MOMIOHOYHOrO simuka — 1,6+0,5 mu. [dnuna
MOJIOBOTO 4JI€HA y JIeTe 00enX Tpymil Majo OTJIMYalach OT 3/I0POBBIX JETEH.
[Io maHHBIM JUTEpaTyphl, IJMHA TOJOBOTO YJI€HA Yy JAETEH MEPBBIX MECSIIEB
YKU3HU CUJILHO KOPPEIHUPYET C YPOBHEM TECTOCTEPOHA U OTPAXKAET COXPAHHYIO
¢byuakmuio kiaetok Jlediaura [Boas M et al., 2006, Main KM, Toppari J,
Skakkebek NE, 2006]. ITpu orieHke pe3yabTaTOB TOPMOHAIBLHOTO 00CIICIOBAHUS
MaJIbYUKOB C TaxoBO# (hopmoil Kpuntopxuszma oOpaiaiu Ha ce0s BHUMaHHE
BbicOkre 3HaueHus JII— y 24% u OCI' - y 40% nereil mpu HEM3MEHEHHOMN
GyHKIMM TOHAJ, YTO MOXXHO HMHTEPIPETUPOBATh KAK CYOKIMHUYECKUN
runoroHaau3M. Ilpy aOIOMUHAIBHOM  KPUOTOPXHU3ME OBLIO  BBISBJICHO
CHW)KCHHE YpOBHsS TecTtocTepoHa u uHrHOMHa b y 50% u 80% nerei
COOTBETCTBEHHO Ha ()OHE TIOBBIIICHUS KOHIICHTPAIIMA TOHAIOTPOITHBIX
TOPMOHOB, YTO OTpa)kajo MEepPBUYHOE HapylleHue GYyHKIUMU KieTok Jleiaura u
CepToni M aKTUBAIMIO TOHAJIOTPOIHON CEKPEIMU IO MPUHIIUITY OOpaTHOU
cBsi3u. [loydeHHbIC HAMU JIaHHBIC COMOCTaBUMBI ¢ pe3yiabTaramu AM Suomi,

KM Main ¢ coagt. (2006). IIpu o0ciie1oBaHNN MAJTbYUKOB C KPUIITOPXU3MOM B
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BO3pacTe 3-X MECALIEB aBTOPHl  BBIABWIM  YBEIMUEHUE  COICpPNKAHUS
TOHAJIOTPONIMHOB U CHW)XXEHUWE WUHrHOuHa b, yBenmuyeHue COOTHOIICHUI
JIT'/rectoctepon n OCI'/unrubun b npu HOpManTbHOM YpPOBHE TECTOCTEpPOHA U
r1100yJIMHA, CBSI3BIBAIOIIETO MOJIOBbIE TopMOHbI [Suomi AM, Main KM, Kaleva
M, 2006]. ABTOpbI JclalOT BBIBOA O IEPBHYHOM HApyIICHUH (YHKIUN
TECTUKYJ MPH KPUITOPXU3ME, HO HE YUUTHIBAIOT 3aBUCUMOCTb TOPMOHAIBHBIX
noKasatesied OT YpOBHSI 3aJIepKKHU siUYKa. Pe3ynpTaThl HaIllEro MCCIeI0BAHMS
MO3BOJIWJIM  BBISIBUTH  THUIOTPOQHIO TOHaJ ¥ paHHUE TPOSBICHUS
TUIEPrOHaA0TPONHOrO TUnoronaausma y 80% ManpuukoB ¢ abJIOMUHAIBHOM
3aJIepKKOM  sIMuKa; CyOKIMHMYecKWe HapyieHuss (yHkiuu roHan y 40%
MaJIbUYMKOB C TTaXOBOMW PETCHIINEH.

JIisi manuMeHToB C HapylieHueM (OpPMHUPOBAaHMS T0JIa, WMEIOIIUX
JIBOMCTBEHHOE CTPOCHHE HAPYKHBIX TEHUTAIUH, OTCYTCTBHE MaJIbITUPYEMbIX
TOHAJl, HE MEHEEe Ba)KHA CBOEBPEMEHHAsl OLIEHKA TUIOTAIaMO-THNO(HU3apHO-
rOHaJHOM cucteMbl. B nepuon munu-nybeprara Obuio oOcienoBaHo 45 neteil ¢
HapyuieHueM  (opMupoBanuss  mona: 25  geTed ¢ HapylICHUEM
nudGepeHIUPOBKH TECTUKYJSIPHBIX TOHAJ, B XOJE€ OOCIEeNOBaHUS KOTOPBIX
OBl OOHApYX eHbI nepuBaThl MroyiepoBbix npoTokoB u 20 nereit ¢ 46, XY
HapylmieHneM (OpMUPOBAHMS TI0JIa, Y KOTOPBIX JAepUBaThl MIOJIIEPOBBIX
IPOTOKOB OTCYTCTBOBAJIH.

[Ipu o6cnenoBaHuM MAIMEHTOB ¢ HapylieHueM IuddepeHInpoOBKH TOHA,
kapuotun 46,XY wumemu 18 wu3 25 nereir (72%), y octampHbIX (28%)
YCTaHOBJIEH MO3aMIIM3M IO MOJIOBBIM XpoMocoMaM. [IpakTuuecku Bce neTu
(92%) umenu MHTEpPCEKCyalbHOE CTPOCHHE HAPYXKHBIX IOJIOBBIX OPraHoB 3a
UCKJIFOYEHUEM JBYX MaJIbUMKOB (8%) C MAaCKYyJIMHHBIM CTPOEHUEM T'€HUTAIUN U
OTCYTCTBHEM OJHOTO siIM4Ka B MomioHke. [lpu sxorpaduyeckoit wu
JanapoCKONMUYECKOW BHU3yalM3alldyd TOJOCTH MaJloro Ta3a JUCTeHETHUYHbIE
TOHAJIbl OWSIaTepaIbHO ompeneNieHbl Y 32% MalueHToB; CTPEK C OJTHONU CTOPOHBI
Y MOILIOHOYHAs TOHAAa KOHTPJIATEPAIbHO — Yy 52%. UeTBepo u3 25 nmauueHTOB

(16%) wMenn  HEOOHOPOAHBIE TOHAAbI B  HPOCKUUH  SHYHHKOB,
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MakpoMOp(oJOoTHs KOTOPBIX OMpeseieHa Kak OBOTEeCTHC. B COOTBETCTBHUM C
JTM3afHOM HAIIero HCCIe0BaHusl, TOpPMOHaJIbHOE OOCieoBaHUE JeTed C
HapymieHneM auddepeHIMpoOBKH TOHAI MPOBEIECHO B Bo3pacte 1-3 mecsiies.
[lony4yeHHble JaHHBIE CPABHUBAIMCH C IMOKA3aTEIsIMU KOHTPOJIBHOM TPYIIIIbI,
KOTOpyio cocTtaBmiid 40 310pOBBIX MalbUYMKOB, OOCJIEIOBAHHBIX B MEPUOJ
MUHU-TTyOepTaTa. Hu3kuil ypoBeHb TecTOCTEpOHa ObLI BBISIBIEH y 17 u3 25
(68%) manuenToB ¢ HapymeHueM Au(QEpeHIupoBKH ToHaa. HopmabHbie
MOKAa3aTeNId TECTOCTEPOHA M (PU3HOJIOTHIECKUE JIsl TAHHOTO BO3pacTa 3HAUCHUS
JII' onpenenensl y 32% npered, 4TO MMENO NPUHUMIIMAIBHOE 3HAYEHUE IIPU
BBIOOpE MY’KCKOTO T10J1a, OTPEJIENSIO TPOrHO3 T0JI0BOTO pa3Butus. [lokazarenu
AHTUMIOJUIEpOBA TOPMOHA OBLIM HHM3KUMU Y BCEX JIETe C HapylIeHUEM
nudpepeHIUpOBKHU TOHAJ U COYETANUCh ¢ MoBbilieHueM ypoBHs OCIy 56%,
YTO OTpaXKajo HapyIIEHUE TMOCTHATATHHOU JTU(PEPEHIIMPOBKH  KIETOK
Ceprosmu. B  psape ciydaeB, KoOraa yJIbTPa3BYKOBasi  BU3YIM3AIUsA
JUCTCHETUYHBIX TOHaJH U MIOIEpOBBIX TPOU3BOAHBIX Oblla 3aTPYIHEHA,
pe3yabTaThl TOPMOHAIBHOIO OOCJIEAOBAaHUS HMMEIHM OINPEIEIsIoniee 3HaUYCHHUE
JUTSl TIEPBUYHOM JMArHOCTUKM HOBOPOXKICHHOTO M ajroOpUTMa JajdbHEHIIero
oOcnenoBanusi. OKOHUYATEIBHBIM MOPQOJOTUUECKUN JUATHO3 0O0CIEI0BAHHBIX
MalMeHTOB  ObLI  YCTAHOBJIGH TMOCJE  JIAaMApOCKOMUYECKOTo  yJaJeHUs
JUCTEHETUYHBIX TOHAJl U uX Trucrojorudeckoi omenku [H.FO. Paitropojckasi,
J.A.Mopo3zos, H.B. bonorosa ¢ coast., 2012]. Cwmemannas JINCTCHE3 U
TeCTUKYJ1 Oblla ycraHoBieHa y 24%  gereid. Ilamuentsl  umenu
MPEUMYIIIECTBEHHO MACKYJMHHOE CTPOCHHE HAPYXHBIX TEHUTAIUN C
OTCYTCTBHEM OJIHOTO siIMYKa B MoOIIOHKe. KoOHIleHTpanusi TeCTOCTEpOoHa B
CBIBOPOTKE KpoBH - 4,5 [3,75; 5,4] HMOIIB/I COOTBETCTBOBaIA pedEepEeHCHBIM
3HAUCHUSAM, KOHIICHTpAIUs aHTUMIOJUIEpOBA TOPMOHA Oblja CHIDKEHa B 2,5
paza. ['uctosoruueckasi CTpyKTypa JUCTEHETUYHOM TOHAJIbI ObLJIa MPEeICTaBICHA
MJI0THOM (PMOPO3UPOBAHHON COCTMHUTEIHLHON TKAHBIO.

YactuyHas OunatepaibHas JTUCTEHE3Us TOHAJ| yCTaHOBJeHa y 68% naeteit u

XapaKkTepru30BajaCh MHTEPCEKCYAbHbIM CTPOCHUEM HAPYKHBIX TE€HUTAIUNA C
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BUpmin3anuen 2 — 3 crenend. OTMeyainch HU3KUE MTOKa3aTeNd TECTOCTEPOHA -
1,1 [0,5; 1,2] aMoab/1 U aHTUMIOJUIEpOBa TopMoHa - 19 [3,6; 44,3] Hr/mI,
MIOBBIIIICHHBIN YPOBEHB (DOJLTMKYIOCTUMYIIHpYIOMEro ropmona — 5,2 [3,4 — 8,3]
MME/Mn.  T'ucronorudeckasi CTpyKTypa TOHaJ Oblja Mpe/ICTaBlieHa He3pesou
TECTUKYJISIPHOW TKaHBIO: PBIXJIAs MHTEPCTUIMATIbHAS TKaHb C Y4YacTKaMH
HEPaBHOMEPHOIO  CKJIEpO3a,  KHUCTO3HO-U3MEHEHHBIMH  KaHalbLlAMU  C
BBIPOKEHHBIMU JUCTPOYUUECKUMHU U3MEHEHUSAMH.

OBOTECTUKYIISIpHOE HapylIeHHe (OPMUPOBAHUS TMONa MOPQHOIOTUIECKU
NOATBEPKAEHO y ABoux U3 25 (8%) nereid. IlanMeHTHI ¢ OBOTECTUC HMENH
MHTEPCEKCYAIbHOE CTPOCHHME HAapPYXHBIX ITOJIOBBIX OPraHOB C OTCYTCTBHEM
SAUYEK B JJAOMOCKPOTAIBHBIX CKJIAJKaX. Y POBEHb TECTOCTEPOHA ObLIT IPUOINKEH
K HIKHEHl TrpaHulle pedepeHCHOro JAuana3oHa W OTpaxal IPHUCYTCTBHUE
TECTUKYJSIPHOW TKAaHM B COCTABE TOHAJ, COOTBETCTBOBAJ BUPWIM3ALUU.
OTMeyasioch  MOBBINIEHWE  KOHILIEHTPAllMM  T'OHAJOTPONHMHOB,  ypPOBEHb
aHTUMIOJUIEPOBA T'OPMOHA MPAKTUYECKU He ompexaeisuicsa. CTpyKTypa TOHaJbl
Obla MpeAcTaBieHa JBYMsS KOMIIOHEHTAMU Pa3jIM4HOrO0 MOP(OJIOTHYECKOTrO
cTpoeHHsl. TeCTUKYJISApHBIA KOMIIOHEHT ObLT JUCTEHETHUYEH y BCEX IMAallEHTOB.
OBapuaibHblii KOMIIOHEHT OBbUT CTPYKTYpupoBaH, auddepeHnnpoBaioch
KOPKOBOE€ M MO3TOBOE BEILECTBO, MNPUMOPAHAIBHBIE (POJUIUKYJIBI HMEIH
TUIIMYHOE TUCTOJIOTMYECKOE CTPOCHHUE.

Bbibop mosia W TaKTUKM XUPYPrUYECKOTO JIEYEHUS TMALUEHTOB C
HapylieHueM qudQepeHIMPOBKU TOHAT OCYILIECTBIISIICS MOCIE OKOHYATEIHHOM
MopdoJioruueckor BepuduUKalMu auarHo3a. PexkoMeHJanuu 10  BBIOOPY
IpaXKJAHCKOTO ToJjia ObUIM JaHbl TMAlMEHTaM Ha OCHOBAaHUU KOMIUIEKCHOM
OLIEHKH COBOKYIMHOCTH (aKTOpPOB: (PEHOTUIUYECKOTO CTPOEHUS HaPYKHBIX
TeHUTAINH, PyHKINOHAIBHON aKTUBHOCTU MOJIOBBIX JK€J€3, THCTOJIOTHYECKOTO
CTPOECHHUs T'OHAJ U CTEIEHU 3pesIOCTU MIOIIEpOBBIX NPOU3BOAHBIX. MyKCKOU
1OJI BOCHUTaHMsI ObUT BBIOpaH y MAIMEHTOB CO CMEIIAHHOM aucreHe3uei

TECTUKYJI U y TIOJOBUHBI JAETEW C YACTUYHOW AucreHe3ueil. OcTtaiabHbIC IETH C
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YAaCTUYHOW JHWCTEHE3WeH TOHaA W  OBOTECTUKYJSIPHBIM  HApyIICHUEM
dbopMHpOBaHUS 1014 BOCTIUTHIBAIIUCH B dKEHCKOM IIOJIE.

B nepuon munu-nyoeprata Obuiu Takxke oOciienoBanbl 20 MAlMEHTOB,
umeromue 46, XY TecTUKyJIspHOE HapylieHue (QopMUpoBaHUS TOJa.
M3onupoBaHHyl0 MOIIOHOYHYIO runocnaauio umenu 14 (70%) nerei,
TUIOCMAIUI0 B coyeTaHuu ¢ KpuntopxusamoM - 7 (30%)  manbuukoB. Bcee
MAIMEHTHI UMEIH TECTUKYJISIPHBIC TOHA/IbI, Mop(omMeTprudecKkue
XapaKTepUCTUKUA KOTOPHIX HE OTJIMYAIUCh OT 3A0pOBbIX jAeTedl. OmHOU U3
(GEHOTUNMYECKUX YEePT SBISJIACh MHMKPONEHHUs, YCTaHOBJIeHHas y 45%
MaJbYuKOB. [Ipu ropMoHaAIBHOM 00CIIE€IOBAaHUU y YETHIPEX MAIMEHTOB ObLIN
OIpeJIeIICHBI IMTOKa3aTelu TecToctepona — [7,4 — 11,2] HMOIb/J1, IPEBBIMIAIONTHE
pedepeHcHBIM nuama3oH 3HadeHWi. Takoe codyeTaHWe KIMHUYECKUX U
TOPMOHAJIBHBIX JAHHBIX, a MMEHHO, HE3aBepIleHHAs MAaCKyJIMHU3alusi TpU
HAJIMYAA TECTHKYJSAPHBIX TOHAJ, MHKPOICHHUS ¥ BBICOKMH ypOBCHB
TECTOCTEpOHA TpeOOBaIM  MCKIIOYEHHUS CHUHAPOMA  PE3UCTEHTHOCTH K
anaporeHam [Komomkmuaa A.A, 2011; Bouvattier C et al., 2002; Quigley CA,
2013]. Ilpu npoBeneHUH MOJIEKYJISIPHO-TEHETUYECKOTO OOCIIeI0BaHUS JaHHBIN
nuarto3 moareepawica y npoux (10%) mamueHToB. Y OCTaNbHBIX MAIlMEHTOB
YpPOBEHb TOHAJOTPONMHOB W AaHAPOTEHOB COOTBETCTBOBAJ IOKAa3aTENIsIM
3I0pPOBBIX MAJIBYMKOB | — 3 MecslieB.

Takum 00pa3zoM, pe3yabTaThl TOPMOHAIBHOIO 00CIEOBAHUS, TOTYYEHHBIE
B TepuoJ MHHHU-TIyOepTara, ChITpajii CYIIECTBEHHYIO pOJIb B TPOBEICHUU
nuddepeHnnanbHON TUarHOCTUKY U Bepu(uKaluy HapymeHnii GopMupoOBaHUS
NoJia, UMeJIM peliarollee 3HaueHue g BbIOOpa MOJIOBOM MPUHAMJIEKHOCTH
MalKUEeHTOB, ONPEEISIIN IPOTHO3 MOJOBOIO CO3PEBAHUS.

[Tocnenyromue 3amauu HaIEro WCCIEIOBAaHUS OBUIM HAMpaBICHBI Ha
omnpenesieHne pedepeHCHbIX 3HAUYCHUN JUIS KIMHUYECKUX U TOPMOHAIBHBIX
MoKa3aTesied IOJIOBOTO PAa3BUTHS MAaJbUUKOB, JIOCTUTIIUX IyOepTaTHOTO
BO3pacTa M OLIEHKY MOJIOBOTO Pa3BUTHSI MAJIbYUNKOB, OTIEPUPOBAHHBIX 10 TTOBOAY

KPUIITOPXU3Ma, TUTIOCTIA/INH, HapyIlIeHu! (popMUpOBaHUS MOJIa.
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Jlnst onpenenenusi peepeHCHBIX TOKa3aTeNel IMOJIOBOTO Pa3BUTHS OBLIO
obcnenoBano 300 310poBBIX MajdbyuKOB B Bo3pacte 11 — 16 mer. HaumbGoinee
OOBEKTHBHBIM TIOKA3aTelIeM WHHIMAIMM W TMPOTPECCUPOBAHUS IyOepTara
aBigercss o0beM roHaa . [lomMuMoO 5TOro, KIMHUYECKass XapaKTepUCTHKa
nyOepraTta y MaJb4MKOB IMOApPAa3yMeBAaeT BU3YaJbHYIO OIEHKY IyOepTaTHBIX
U3MEHEHUN HapyKHbIX MoJoBeIXx opraHoB [[emos N.M., CemuueBa T.B.,
ITerepxoBa B.A., 2002; Raine JE et al., 2006; Brook CG, Brown RS, 2008]. B
COOTBETCTBUM C 3aJa4aMH HCCJEAOBaHMs, pa3padOTaHbl COOCTBEHHBIC
pedepeHcHble 3HadYeHUs sl 00beMa TOHAJ W JUIMHBI TOJIOBOTO 4YJi€HA B
3aBUCHUMOCTH OT KJIMHUYECKOM CTaguy IOJOBOTO Pa3BUTUS MallbuMKOB. s
pacripeniesieHuss o0beMa TOHaJA M JJIMHBI TIOJIOBOTO 4Yj€Ha Yy 3J0POBBIX
MaJbYMKOB OBLJT UCIIOJIB30BaH METO]I CUTMAJIbHBIX OTKJIOHEHUH.

PazpabGoTtanbsl pervoHanbHble pePepeHCHbIE 3HAYCHHUS PEMPOTyKTUBHBIX
TOPMOHOB [IJIi 3/IOPOBBIX MAaJIbUUKOB B 3aBUCUMOCTH OT CTaJuU II0OJIOBOTO
pa3ButHs. PedepeHCHBIN auana3oH s OIEHKHA PENpPOAYKTHUBHBIX TOPMOHOB
COOTBETCTBOBAJI JTOBEPUTEIIBHOMY MHTEPBANy C YPOBHEM HaAEKHOCTH 95%, TO
ectb ['ayccoBy ompenenenuto HOpMmbl [PebpoBa O.10.,2002]. Ilpu ormenke
noKasaTelied PenpoJyKTUBHBIX TOPMOHOB Y 3JI0POBBIX MAaJIb4YMKOB OBLIO
OTMEYEHO, YTO [0 MEpe TMPOrpecCUpOBaHUs IyOepTaTa MNapalIeIbHO C
yBEIMYEHHEM O00beMa TOHAJ U KOHIEHTPAIMH TIOJIOBBIX CTEPOHUIOB,
MPOUCXOJUT YBEJIWUYECHUE KOHIEHTpPAllMM MHTHOWHA B B CHIBOPOTKE KPOBH OT
[120 - 142] or/mu B nepuon uHUIManmu myoeprara 10 [186 - 250] or/mut npu
noctkenn Gy CTauM MOJIOBOTO Pa3BUTHSL.

[IpoBeneHa TmpPOCHEKTHBHAS OIEHKA TOJIOBOTO pa3BuTus y 125
MalMeHTOB C BPOXKJICHHOW TATOJIOTUEH TMOJIOBOTO pa3BUTHS. JTa 4YacTb
UCCIIEIOBaHUSI HOCWJIAa TMPOCHEKTHBHBIA XapakTep, YTO IMO3BOJISIO OIEHHUTH
JTWHaMH4YecKoe npeodpazoBanue opranoB PC, ux ¢hyHKIIMOHATBHOE CO3PEBAHUE,
BBISIBUTH MMATOJIOTHIO HA BCEX ATAllax CTAHOBIICHHS PENPOJYKTUBHON CHCTEMBI.
[lepBuuHOE KIMHUYECKOE U TOPMOHAIBHOE 00CIIeIOBaHUE OBLIO MPOBEICHO B

Bo3pacte 11 — 12 ner. ITocneayromnye KIMHUYECKUE OCMOTPBI OCYILIECTBIISIIN C
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gacToTol 1 pa3 B 3 mMecsIa, TOpMOHAIIBHOE 00CIIeIOBAaHUE - € YacTOTOM | pa3 B
6 MecsleB, MHCTpyYMEHTalbHOEe oOciienoBanue — 1 pa3 B roxa. KomrmuekcHoe
oOcieoBaHNE PEMPOAYKTUBHOW CHUCTEMBbl MAaJlbYMKOB OBUIO MPOBEICHO B
Bo3pacte 14 — 16 jeT mpw JOCTMIXKEHUHM CTAaJHUM IOJOBOTO pa3Butus Gy 10
Tannepy u B 14 — 15 neT y mauMeHToOB € 3aJ€pKKOM 1OJI0BOTO pa3Butus. [lpu
nocTuxkeHnun Bo3pacta 18 mer y 30 wManpbuukoB OblIa HCCieIOBaHa
criepMorpaMma.

OO6cnenoBaHre MalMEHTOB C KPUOTOpXuU3MOM, runocnaauer u HOII B
nepuoJl mydeprara BKIIOYAIO W3YyYEHUE aHaMHE3a; OLICHKY (PU3MYECKOro H
IIOJIOBOTO  Pa3BUTHUS, OPXUOMETPHUIO, TIEHUTOMETPHUIO; OLIEHKY KOCTHOI'O
Bo3pacta 1m0 Kpurepusam I'peinmmxa wu llaina; kapuoTunupoBaHUE TpH
NOJIO3pEHUH Ha aleppaluu TMOJIOBBIX XPOMOCOM; YJbTpacoHOrpaduio u
UMITYJIbCHO-BOJIHOBYIO  JOIUIEpOMETpUIO  roHazn. Ilpum  HEBO3MOXKHOCTH
BU3yaIM3allUM TOHAJ B  IIPOLIECCE  YIbTPa3BYKOBOI'O  HMCCIEHOBAHUS,
IIPOBOJMIACH AUArHOCTUYECKas Jlanapockonus. 1Ipu noctmxenun Boszpacra 14
JET BCEM MajbyuMKaM [POBOAWIOCH TPAHCPEKTAJIBHOE YIBTPa3BYKOBOE
CKaHUPOBaHUE MPEACTATEIbHOM KeJe3bl C LENbI0 OLICHKU €€ pa3BUTHA Ha (OHE
nyOeprara. OyHKIMOHAIBHOE CO3PEBAaHUE IMOJIOBBIX >KE€JIE3 OIEHMBAJIOCh Ha
OCHOBAaHHWH  OMNPENEIICHHUS KOHIIEHTPAUMU pENpPOAYKTUBHBIX TOPMOHOB B
CHIBOPOTKE  KpPOBHU: JIIOTEMHU3UPYIOMIETO,  (DOIITMKYIOCTUMYIUPYIOLIETO,
TecTocTepoHa U nHruonHa b. Konnenrpanus narubuna b B cbIBOpoTKE KpOBH
ONpeNeslach HaMH y BCEX MALUMEHTOB, UMEIOIIMX KIWMHUYECKHE NPU3HAKU
MIOJIOBOTO PA3BUTHA U YPOBEHb TECTOCTEPOHA, COOTBETCTBYIOLIUI yOepTaTHBIM
3HaueHusaM. IlyOepraTHblii ypoBeHb uHruOMHa b sABigeTcss Mapkepom
(GYHKIIMOHAJIBHOTO  CO3peBaHMUsl  crepMaToreHHoro snutenus. CoriacHo
JUTEPATYPHBIM JaHHBIM, B Hadaye mybeprata 06a3anbHbI ypoBeHb MHTHOWHA b
YBEIIMYUBAETCS noa JEHCTBUEM CTUMYJIUPYIOIIETO BIIUSTHUS
GOTMKYTOCTUMYJIUPYIOIIET0  TOPMOHAa M XapaKTepU3yeT  aKTHBHYIO

nposmmdeparnuto kiaerok Cepronu. K 3aBeprieHuto myOeprara KOHIEHTpAIUS
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uHTHOMHA b cTabmim3upyeTcss U COOTBETCTBYET IUIOTHOCTH KieTok Cepronu
[Fukami M, Wada Y et al., 2006].

B coorBercTBUM ¢ 3ajayaMu  KCCJIEIOBaHUS, IPOBEJICHA  OIICHKA
CTAHOBJICHUSI U TEYEHUS ITOJOBOTO Pa3BUTUS MAIbUYMKOB, ONEPUPOBAHHBIX IO
MOBOZY KPUIITOPXHU3Ma U TUIIOCIIAJIUN B IETCKOM BO3PACTE.

[TanieHTHI, MEpeHecHIne B JIETCTBE OPXUOIMEKCHUIO, COCTABISIOT BBICOKUU
npoleHT HHpepTUIbHBIX MyKuuH [Kypuio JI.®. ¢ coasrt., 2000; Tep-ABaHecoB
I'.B., 2004; I.A Mopo3zoB ¢ coast., 2007; Pymsuanesa . H., IOcydpo A.A.,
Kaprames B.H., 2009]. Psx aBTOpoB 0OpamiaroT BHUMaHHE Ha TO, YTO
KPUNITOPXU3M  SIBISIETCSI 4YacTbIM CHMITOMOM  BPOXKJIEHHOW MATOJOTHH
PENPOAYKTUBHOM CHUCTEMbI, OOYCJIOBJICHHOM XPOMOCOMHBIMH alepparusiMu
1100 MOHOTEeHHHBIM 3a0oeBanneM [Bouvattier C, 2011; Bay K, Main K, 2011].
OKCIIEpUMEHTAIbHBIE ~ MCCIEAOBAHUS, H3YyYalOllU€ pOJb TOPMOHAIBHBIX
MapKepoB B MPOIIECCE TECTUKYJISIPHOW MUTPAIMU, TTO3BOJIMINA MPEANOI0KUTD,
YTO HaApYILICHHE MpOIeCCa MHUIPAlUM SIMYKA OTPAXKAET MATOJIOTHUIO CaMOIo
suuka [Matuszczak E, 2012; Tiittelmann F, 2009]. Bcst coBOKymHOCTH
MMEIOUIMXCS JaHHBIX, ONPENEIIIeT aKTyalIbHOCTh U3Y4YE€HUS TTOJIOBOTO Pa3BUTHUS
MaJIbYMKOB U ONPEAEIICHUE CTPYKTYpPbl PENPOAYKTHUBHBIX HApYILICHH Cpeau
MAIUEHTOB C KPUIITOPXUZMOM.

JIJist OlleHKW TOJIOBOTO pa3BUTHA, 70 MaTbYMKOB C KPUITOPXHU3MOM ObUIH
pazzaeneHsl Ha 3 rpynmnsl. [lepByto rpymmy cocTaBuin 38 MAMEHTOB C MaXOBBIM
KpUNITOPXU3MOM, uMermue K 14 romaMm npusHaku MojaoBoro pazputus: 30
MaJlbYUKOB C OJHOCTOPOHHHM KPHUOTOPXM3MOM U & MaJIbUYMKOB C
JIBYCTOPOHHUM TIaXOBBIM KPUNTOPXU3MOM. Bropyro rpynny coctraBuin 14
MalMeHTOB ¢  a0JOMUHAIBHBIM  KPUNITOPXHU3MOM: 12 Mamb4MKOB C
OJTHOCTOPOHHEN a0JOMHHAILHON pEeTeHIMENd W 2 MaybuhKa C JIBYyCTOPOHHUM
KPUNITOPXU3MOM. TpeThio IpyIy COCTaBWIM 18 MaIbUUKOB C KPUIITOPXU3MOM,
HE MMEKIMX K 14 TogaM MPU3HAKOB CaMOCTOATENIBLHOTO IMybeprara, TO €CTh
MalMeHThl C  3aJIEPXKKOM  MOJIOBOro  pa3BuTHs. KiuMHWYeckue JaHHBIE,

IMMOJIYYCHHBIC IIPpU OLICHKC II0OJIOBOTO pPa3BUTUA MAJIbYUKOB, W I10KA3aTCJIN


http://www.ncbi.nlm.nih.gov/pubmed/?term=Matuszczak%20E%5Bauth%5D
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PENPOAYKTUBHBIX TOPMOHOB CPAaBHUBAJIUCH C MIOKA3aTEISIMU 3/I0POBBIX JAETEH -
KOHTPOJIbHOM TPYIIION.

[Ipu xnuHUYECKOM OOCIEAOBAaHMM MHULMAIMS MyOeprara y MajJbUUKOB C
MaxXOBBbIM KPUNTOPXU3MOM (TpyIma 1) He oTiauvanach OT 3JO0POBBIX JI€TEH U
3aukcupoBaHa B Bospacte 12,2+1,1 ner. OO0BbeM CKpPOTAIbHBIX TOHAA Y
MaJIbYUKOB ¢ 0AHOCTOPOHHUM [IK COOTBETCTBOBANI KOHTPOJILHBIM MOKA3aTEIISAM,
OJIHAKO pa3Mepbl HHU3BEICHHOTO sSWYKa ObUIM JOCTOBEpHO MeHbine. Ha
HadaJIbHOU CTaauH MmosioBoro pa3Butus (G2) o6beM MOMIOHOYHOTO sindka B 1,4
pa3a mpeBBIal peTeHIIMOHHOe, Ha ctaanu Gz - B 1,7 paza. Ha cramum Gy
00BEM CKpPOTAIBHOTO sWyYKa ObUT 00JIbIlIe 00beMa HU3BEEHHOTO MaXOBOIO — B
1,9 pasza. Pa3Mepbl CKpOTAIBHOTO SAMYKA COOTBETCTBOBAIM ITOKA3aTEIAM
3JI0POBBIX JETEH B TE€UEHHUE BCETO Mepuojia myoeprara, a k 1V craguu mojaoBoro
pa3BUTHS HECKOJIBKO MX IpeBbICUIN. [loydeHHbIE JaHHBIE CBUAETEIbCTBOBAIN
0 runotpouud  PETEHIMOHHOTO SIMYKa W  BUKAPHOW  rumneprpopuu
MOIIOHOYHOTO. [lyOepTaTHbii 00bEM TECTHKYJ Y MabYUKOB C JBYCTOPOHHUM
MaxOBbIM KPUIITOPXU3MOM HE OTJIUYAJICS OT 3I0POBBIX JETEH.

Hapymienuss »sxorpaduyeckoit  CTPYKTYphl TECTUKYJI UM  TPHUJIATKOB!
CKJIEPOTUYECKHE W3MEHEHUS TapeHXUMbI, HapyiieHue auddepeHmpoBKy
MPOTOKOB, MUKPOKAIBIIMHATHI ObUIH BBISIBIICHBI Y 60,5 % MalMeHTOB C TaXOBBIM
KPUIITOPXU3MOM. Y 16,7% MalbuuKOB, NEPEHECIINX OJHOCTOPOHHIOIO
OpPXMOIEKCUI0, 3a(UKCHUPOBaHbI aTpo(us U CKJIEPO3 HU3BEIACHHOIO SIMYKa U
npuaTKa.

JlaHHBIE NOIUIEPOMETPUM Y MALUEHTOB C OJHOCTOPOHHUM KPUIITOPXU3MOM
MOKa3aJId CHI)KEHHE CKOPOCTH TKAaHEBOI'O KPOBOTOKA M yBEJIMYCHHE
nokasarene nepuepuyeckoro COCyAMCTOrO COMPOTUBJICHHUS Ha CTOPOHE
ONEPUPOBAHHOTO SIMYKA. Y TMAIMEHTOB C JBYCTOPOHHUM KPHUITOPXU3MOM
MHTErpajibHbIe MOKa3aTeId CKOPOCTH KPOBOTOKA OBUIM TOCTOBEPHO CHHMXKEHBI U
CBUJIETEIHCTBOBAIM O HAPYIIEHUU TPO(DUKU HU3BEACHHBIX STUYCK.

BaxkHpiM KpuTEepueM CO3peBaHUs PENPOAYKTUBHOW CHCTEMBI SIBIISIETCS

nyOepTaTHeli  pocT ©  aud@PepeHIrpoBKa  MPEACTATEIBHON  KEJE3bl.
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YMmeHblieHne 00beMa MPEACTATeNbHOM JKele3bl, THUMOTPO(pUS CEMEHHBIX
My3bIPKOB, CYKEHHE U YIUIOTHEHUE IMPOTOKOB, CKIEPOTUYECKHE W3MEHEHUS
nepudepruyeckux y4yacTKOB MapeHXUMbl ObUTH OOHapy)eHbl y 48% MalbYMKOB
C OJTHOCTOPOHHEN MaxoBoW pereHuuer u y 71% MalpuuKOB C JTBYCTOPOHHUM
MaXOBbIM KPUNTOPXU3MOM. bBBUIO yCTaHOBIIEHO, YTO MOP(OJIOTHUYECKUE
U3MEHEHHUSl TMPEACTATENbHON Kelle3bl KOPPEIUPOBAIM C AUCTPOYUUECKOI
TpaHcopmarmerr mapenxumbl  Tectukya (r = 0,65, p = 0,0002).
ACHMMETpUYHOE  pa3BUTHE MPEACTATEIbHOW JKENe3bl W ACHMMETPHUS
NapeHXMMATO3HOIO0 KpPOBOTOKa ObUIM OOHApYXEHbl y BCEX MallMEHTOB,
MMEIOLINX IPU3HAKU aTPOPUU U CKIIEpO3a HU3BEACHHOTO SIMUKa.

QOYHKIMOHAIBHOE COCTOSIHUE PENPOAYKTHBHOM CHCTEMBI B IEpPUOA
ny0eprata XapaKTepU3yHT IOKa3aTeld TOHAJOTPONMHOB U TECTUKYJSPHBIX
TOPMOHOB B CBIBOPOTKE KpoBH. OneHka ropMoHanpHOro Komiuiekca JII'-
TECTOCTEPOH OTpaxayia (PYHKIIMOHAIIBHOE cocTosiHuE KieTok Jleinura.
Pe3ynbrartel MpOBENEHHOTO TOPMOHAJIBHOIO OOCIEAOBaHUS MOKA3aJId, YTO
ypoBHH JII' 1 TecTocTepoHa y MalbYUKOB C OJHOCTOPOHHHUM M JIBYyCTOPOHHHUM
[IaXOBBIM KPUIITOPXU3MOM COOTBETCTBOBAJIM CTAJHMH ITOJIOBOIO PA3BUTHSA U HE
MMEJM DPa3IMuui C TMOKa3aTeJsiIMA 3I0pPOBbIX Aerei. KomruiekcHas oreHka
KOHIIEHTpaIuii UHruoruHa b v GoTUKYJIOCTUMYIUPYIOIIET0 TOPMOHA OTpa)kasa
¢dyHKIMOHanbHOE cocTosiHue KieTok Cepronu. CHMWXXKEHHE KOHIEHTpAIUU
uHruonHa b oTHOCHUTENBHO MHTEpBaia peepeHCHBIX 3HAYEHUN B COUYETAHUU C
NOBBIIIEHUEM  YPOBHS  (DOJUIMKYJIOCTUMYJIUPYIOIIETO  TOpMOHA  OBLIO
onpenesieHo y 23% MaiueHToB ¢ OJTHOCTOPOHHUM MaxOBbIM KPUIITOPXU3MOM H
y 62,5% MalbuMKOB C JBYCTOPOHHEHN NAXOBOUW PETEHIIMEN TOHA.

[Tpu oOcnenoBaHuM MAITUEHTOB C a0 JOMUHATBHBIM KPUITOPXU3MOM (Tpymima
2) moaapsonee OOJBITHHCTBO MaJIbYMKOB — 12 B3 14 uMenn 0 JHOCTOPOHHIOO
a0/IOMUHAJIbHYIO PETEHIIMIO, JIBOE - JBYCTOPOHHIOIO a0JOMHUHAIBHYIO
3aJIEPKKY. Nunnuanus myOeprata y MaJbUYUKOB C  a0JOMHHAIBHBIM
KPUIITOPXU3MOM TaKXke Oblia 3auKcupoBaHa B OOBIYHBIE CPOKH, B CPETHEM B

Bozpacte 11,2+0,4 nmer. C mosiBIEHHMEM TEpPBBHIX MpPU3HAKOB TyOeprata (Ha
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crarun  G2) o0ObeM MOIIOHOYHOrO siMuka B 3,5 - 4 pasza mpeBbIIan
pereHiimonHoe; Ha craguu Gz u G, HU3BeACHHOE a0IOMUHAIBHOE SUYKO
uMeno jpomyOepraTHeie pasmepbl 'y 71% wmambumkoB. [lo  maHHBIM
yJIBTPA3BYKOBOTO MCCIIEIOBAaHUS BO BCEX HU3BEICHHBIX a0JOMUHAIBHBIX
TECTUKYJaX ObUIM BBISBICHBI HAPYIIEHUS HXOrpa@UUEcKOll CTPYKTYpHI
NapeHXUMBbI, HapylmieHus IudQepeHIMpoBKU MPUAATKA, CKIEPOTHUYECKHUE
U3MEHEHUS, KaJIbIMHAThl. KPOBOTOK B HU3BEJEHHBIX TECTUKYJIAX OTCYTCTBOBAJL.
[Ipu sTomM oOpamano Ha ce0sd BHUMaHue, 4YTO OOBEM HEONEPUPOBAHHBIX
MOIIIOHOYHBIX SIMYEK CYLIECTBEHHO MPEBBIIIAN TOKA3aTeln 3J0POBBIX JETEH.
[Tony4yeHHbIe pe3ynbTaThl OBUIM pACIiEHEHBI KaK TUIOIIa3us a0J0MUHAIBHBIX
AU4YeK ¢ (POPMHUPOBAHUEM BHKAPHON THUNEPTPO(PHUH KOHTpIATEpaIbHBIX TOHA].
Opnako, HECMOTpsT Ha KIMHUYECKHE TNPU3HAKU BUKApHOW rumnepTpoduu
MOILIOHOYHBIX SIMYEK, IPOBEJICHHE JOIUIEPOMETPUM IIOKA3aJO YMEHbILECHUE
CKOPOCTH TECTHUKYJSIPHOTO KpPOBOTOKa C YBEJIMYEHUEM MepUPEpUIECKOro
COCYIUCTOr0 conpoTuBiacHUs. COCTOSHUE IPEACTATEIBHOM KEJe3bl BKYIE C
pe3yabTaTaMi KIMHUYECKOTO0 M 3Xorpaduueckoro oO0CIeAOBaHUS OTpa)Kaso
NaTOJIOTUYECKOE  CTAHOBJIEHUE  PENpOAyKTHBHOW  cuctembl.  OObem
IpeCTaTeNIbHOM JKeme3bl - ObUl YMEHbIIEH B 3,3 pa3a OTHOCUTEIBHO TPYIIIIbI
KOHTPOJII M B 2 pa3a OTHOCHUTENBHO TPYMIbl MAlMEHTOB C MaXOBBIM
KPUIITOPXU3MOM. Y  BC€X [IAIMEHTOB, IEPEHECIINX OJHOCTOPOHHIOKO
a0JIOMUHAJIBHYIO OPXHUONEKCHIO, OTMEYAJIOCh ACUMMETPUYHOE PAa3BUTHUE JOJEH
MPEACTATENbHON KeJe3bl C TUMNOIUIA3Ue CEMEHHBIX IMY3bIPHKOB M CYKEHHEM
IPOTOKOB Ha CTOPOHE a0IOMUHAIIBHOTO SIMUKA.

[Ipyu ropMOHAILHOM OOCHIEJOBAaHMM MAaJbUYUKOB C a0JIOMUHAIBHBIM
KpuntopxusmoMm B Bo3pacte 11 — 12 ner konuentpauuu JII' u TectocTepoHa
JIOCTOBEPHO HE OTJIMYAIUCh OT 3A0pPOBbIX JAeTeid. OpHako, ¢ HMHHULIHMALUU
ny0epraTa U B TE€YEHUE BCEro Mepuoja HabJIOJIEHUsS OTMEUYaJoCh YBEIMUYECHUE
KOHIIEHTpAMu (POJUTUKYJIOCTUMYIUPYIOLIEIO TOPMOHA M CHMXKEHUE YPOBHS
nnrubuna b. To ecth, y)xe B Hauane myOeprara y manpuukoB ¢ AK ObL10

OTIPEJICICHO CHIDKEHHE (DYHKIIMOHAIBLHOTO moTeHImana kierok Cepromu. [lpu
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aHaNHM3e PEeMpPOAYKTHBHBIX TOPMOHOB uepe3 2 — 3 roga oT Havana mybepraTa y
57% mnanueHTOB OTMEYANIOCh MOBBIMIEHUE KOHLIEHTpauuu JII' mpu HoOpMaabHOU
WM CyOHOPMaJIbHOM KOHIIEHTpAIlMM TeCcTOCTepoHa. [IpakTudecku Bce
MalUECHTBI C a0JOMUHAJIBHBIM KPUNTOPXU3MOM MMENIU TOBBIIICHHYIO
KOHILIEHTPAIUIO (POJUITMKYJIOCTUMYJIHUPYIONIETO TOPMOHAa M HU3KUH ypOBEHb
uarubuna b. TlomydeHHble JaHHBIE XapaKTEPU3YIOT CYOKIMHUYECKOE
HapymeHue GyHkuuu kietok Jledaura y 57% manueHToB U (PyHKIIMOHATBHYIO
HECOCTOATEILHOCTh KJIETOK CepToiM y BCEX MaJbUYMKOB C a0JIOMHUHAIBHBIM
KpUNTOPXU3MOM. TakuM o0pazom, pe3yibTaThl TOPMOHAIBHOTO OOCIEIOBAHUS
MO3BOJWJIM  HaM  BEpPUPUIUPOBATh TUNEPrOHAAOTPONHBIA TUIIOTOHAJIU3M,
HECMOTPS Ha HUIMYME KIMHUYECKUX MPU3HAKOB MOJIOBOTO PA3BUTHSL.

B Bogpacte 12 — 14 nmer y 75% mnanmueHTOB C OJHOCTOPOHHUM
a0JIOMUHAJIBHBIM ~ KPUOTOPXU3MOM  ObUJIa  BBIMIOJIHEHA  OPXUOIKTOMHUS
CKJIEPO3UMPOBAHHOIO sIMYKa. B mpouecce nanpHEiIero HaOMIOACHUS 32
NalMeHTaMyd TIOCJI€  TPOBEACHHUS OJHOCTOPOHHEM OPXHOIKTOMHUHU  OBLIO
OTMEYEHO OBICTpOE MporpeccupoBaHue mybeprata. B Teuenuwe 12 Mecsien
IIOCJIE  ONEPATUBHOIO  JICYEHHUS OTMEUAJIOCh YJIyYUIEHHE IIOKa3aTesen
MUKPOLIMPKYJISIIUM BUKapHOro savdka B cpeaHemM Ha 30%,  yBennueHue
pa3MepoB MPEACTATENIbHOM kene3bl B 2,1 pasza. YiydumieHue mokazaTenen
PENPOAYKTUBHBIX TOPMOHOB BBIPAKAJIOCh B MOBBIIIEHUU YPOBHS TECTOCTEPOHA,
B cpeaHeM B 1,53 pasa, yBenuueHuu ypoBHs uHrubuna b B 1,3 pasza. Ognaxo,
HECMOTpPS Ha SIBHYIO MOJIOKUTEIBHYIO TUHAMHUKY, TTOKa3aTeau uHruouHa b mno-
MPEKHEMY OCTAaBAJIMCh 3HAYUTENILHO HUXKE PePEPEHCHBIX 3HAYCHUU, YPOBEHBb
FOHAJOTPONMHOB HE U3MEHWICS. (COBOKYIHOCTh HMMEIOIIUXCS  JTaHHBIX
CBUJETEIHCTBOBAA O (YHKIUOHATHHOM HEJOCTATOYHOCTH TECTUKYT Y
MaJbYMKOB C OJJHOCTOPOHHUM a0 OMHUHAIBHBIM KPHITOPXU3MOM, TIEPEHECIITNX
OPXHOAKTOMHUIO HHU3BEJACHHOTO CKJIEPO3UPOBAHHOIO SIMYKa B MyOepTaTHBIN
IIEPUON.

Takum o0pazom, npu 0OCIE€AOBAaHUU TOJIPOCTKOB, OINEPUPOBAHHBIX TIO

MMOBOJAY OAHOCTOPOHHCTO IIaXOBOI'0 KPHUIITOPXH3MA, Y BCCX MAJIbYUKOB ObLIH
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BBISIBJICHBI THMOTPO(QUS TOHAAB M Ae(PUIUT TECTUKYJIAPHOTO KPOBOTOKA Ha
CTOPOHE OPXHUONEKCHUU, OIpeAesiseMble MPU TEPBBIX MPU3HAKAX HHUIHAINU
nyOepTaTa ¥ yCyryOJISIOIIHECs TI0 MEpPEe €ro MporpeccupoBaHus. ATpoduio u
CKJIEpO3 HU3BEACHHOIO sinuka umenu 16,7% nereil. CTpyKTypHbIE U3MEHEHMUS
NapeHXUMbl TECTHKYJAa M Npuaatka omnpezeneHsl y 60,5 % nereil ¢ maxoBbIM
KPUOTOPXU3MOM, THUNOTPO(US M CTPYKTYpPHbIE H3MEHEHHUS IMPEACTATEIbHON
xene3bl - y 53% mnaumenToB. DyHKIMOHAJIbHAs HEIOCTATOYHOCTh KIIETOK
Cepromu ycrtaHoBieHa y 23,5% MallbuuKOB, ONEPUPOBAHHBIX IO IOBOAY
OIHOCTOPOHHEN IAaxXOBOW 3aJEPKKM TECTUKYI, M Yy 62,5 % ManpyukoB C
JIBYCTOPOHHUM I1aXOBBIM KpUIOpXU3MOM. [lanuMeHTsl, omnepupoBaHHBIE IO
MOBOJYy a0JOMHUHANIBHOTO KPHUNTOPXM3MA, HUMENH CKIEPO3 HU3BEACHHOTO
abJIOMMHANIBHOTO sIMUKa B 75% cilydaeB; TUIIOTPOUIO IPECTATENbHOM JKee3bl
c HapymeHueM e€ uddepeHIUpOBKM U CYOKIMHUYECKHE IPOSBICHUS
TUMEPrOHaOTPOITHOTO THUIOTOHAIM3Ma Yy BCEX MalbuuKoB. [lodydeHHbBIE
pe3yNbTaThl MO3BOJISAIOT MPEANOJIOKUTh, YTO a0JOMHUHAIBHBIA KPUIITOPXU3M B
OOJBIIMHCTBE CIIy4aeB COYETACTCA C HAPYIICHHEM Pa3BUTHUS — JTUCTECHE30M,
A100 BHYTPUYTPOOHBIM MOBPEXKICHUEM TECTUKYJISIPHOW TKaHH. AHAJOTUYHOE
npeanonoxenue opi10 BeigBuHYTO Tiittelmann F, Dykstra N ¢ coast. B 2009 T
Ha OCHOBAaHWM aHalIM3a KOPPEISLMOHHBIX B3aMMOCBS3EH MEXIy 00BeMOM
rOHaJ, TOPMOHAJIBHBIMHM TIOKa3aTeNsIMU U KOJMYECTBOM CIIEPMATO30MJOB B
ISIKYJISTE Y MAIUEHTOB C KPUIITOPXU3MOM H Y 37I0pOBBIX My>x4uH [ Tittelmann F
et al, 2009]. CuibHBIC KOPPEIAIMH aHTHMIOJIJICPOBA TOPMOHA ¢ 00HEMOM TOHAT
Y KOHIIEHTpaluel criepMaTo30u10B ObUIM OOHApYKEHbI aBTOPAMU Y MAllMEHTOB
C HEOMYIICHHBIMU M paHee HU3BEICHHBIMH SIMYKaMU M HE ObUIH ONpeaeNieHbl y
3IOPOBBIX MY>KUYMH. ABTOpBI CUMTaIOT, uT0 AMI' MoXkeT ObITh MapKepoMm
TECTUKYJSAPHOW (YHKIMM MYKYUH TOJIBKO MPU HAJUYUU HE3PENbIX KIETOK
Ceptonu. ['pynmoit yueHbix KBHHCKOTO HMCCIEnOBaTENbCKOTO MHCTHTYTa OBLI
POBEJCH UMMYHOTHCTOXUMUYECKUN U MOP(POMETPUUECKUN aHATHU3 TECTUKYI Y
IKCIIEPUMEHTATBHBIX )KUBOTHBIX. B HEOMYIIEHHBIX SWYKaX >KMBOTHBIX yUCHBIC

OOHApY>KUJIU HApPYIICHUE JKCIPECCHH OETKOBBIX MapKEepOB, YYaCTBYIOIIUX B
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TpaHcabAoMUHaIBHOW Murpamuu Tectukyn [GR  Hutchison, HM Scott, M
Walker at al., 2008].

B rpynmy 3 ObLIM BBIAENEHBI MaJbYMKH C KPUOTOPXU3MOM, HE HMMEIOIINE
MPU3HAKOB TOJOBOTO Pa3BUTHUSl MpPU JOCTHKEHUM Bo3pacta 14 jer, To ecTb
NAIMEHThl C 3aJEP>KKOU IOJIOBOIO Pa3BUTHS. 3aJep)KKa MOJIOBOTO Pa3BUTHS
(3I1P) Obuta ycraHoBineHa y 18 MaiabuMKOB, 4TO cocTaBmiIo 26 % oOT ob1iero
yyclia TalMeHTOB ¢ Kpunropxusmom. [lo moBoxy ABYCTOpOHHEH mNaxoBOi
3aJIEpKKM  SIMYEK OBUIM TPOOIEpUpOBaHbl 13 MalMEHTOB, OAHOCTOPOHHEU
MaXOBOW 3a/IEPKKH — TPOE, IBYCTOPOHHEN abIOMUHAIBHOMN 3aJEPKKU STUUYEK —
JIBO€ MaJIbYUKOB. Pe3ynbTarhl 00cie10BaHUsl MAalMEHTOB JAHHOM MOArpPYMIIbI
NPEACTABIUIA  OCOOBI HMHTEpEC C TOYKM 3peHus AuddepeHunaIbHOMl
JMArHOCTUKHU BPOKJEHHOM NAaTOJIOTUH PENPONYKTUBHON cucTeMbl. Kak rmokaszan
aHAJIU3 JIMTEPaTYPHBIX JTaHHBIX, KPUIITOPXU3M SIBJIAETCS YacTbIM CHUMIITOMOM
BPOXKJICHHOM  MAaTOJIOTUM  PENPOAYKTUBHOM  CHCTEMBI,  OOYCIIOBJIECHHOM
XpOMOCOMHOI a0epparueii 1u60 MoHOTeHHHBIM 3aboneBanueM [Ferlin A et al.,
2006; Salenave S et al., 2007; Foresta C et al., 2008; Kaftanovskaya EM, 2012].

[Ipu xknrHMYECKOM 00CIEeI0BaHUN MaJbUMKOB, ONIEPUPOBAHHBIX M0 MOBOY
KpUIITOPXM3Ma W HMEIOIIMX 33JEPKKY IOJOBOILO pPa3BUTHS, aJpEHApXe
3aukcupoBaHo y 55%, mukpornenus onpeneineHa y 28%. O0bem TOHaI He
npebiann 3,5 w1, Ilo  naHHBIM  yJIbTpa3BYyKOBOro oOCJIE€lIOBaHUS, Yy
NOJABJISIIONIET0 OONbIIMHCTBA MauueHTOB (83%) ompeaeneHbl HapylIeHUs
T PepeHIUPOBKH  CTPYKTYPHBIX  3JIEMEHTOB TECTUKyJda M  MpUJATKA:
CKJIEPOTUYECKHE U3MEHEHHUs TECTUKYJIIPHON NMAapeHXHMMBI, KarCyJbl, PUIATKA,
ceMsaBBbIHOCAIMX ITyTed — y 44,4%, kanbuHaThl B MapeHxume auuka —y 11 %,
HapymieHue AU EpEeHIMPOBKA U CY)KEHHE TPOTOKOB — Yy 55% MalbuuKOB.
TkaHeBBII KPOBOTOK SIMYEK HE 3aUKCHUPOBAH HU Yy OJHOTO TMAaIHUeHTA.
CocTosiHME TPENCTATENIBHOM  JKEJIe3bl Yy MAJIBUMKOB JAHHOW  TPYIIIbI
XapaKTEPU30BAIOCh BHIPAKECHHBIM Ie(UIIMTOM TKaHu oprana - 1,46 [1,2; 1,6]
MJI; HapymieHueM IUQQGEepeHIIMpOBKU J10J€ M CTPYKTYPHBIX 3JEMEHTOB,

HCOOPA3BUTHCM CCMCHHBIX ITYy3bIPBKOB, CCMABBIHOCAIIIMX IIPOTOKOB,
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OTCYTCTBUEM  NApEHXMMATO3HOIO  KpOoBOTOKa.  [lomydeHHble  JaHHBIE
CBUJICTEIILCTBOBAIM O TUIIOIJIA3UU TPEACTATENILHON JKelie3bl Y MaJlbYUKOB C
KPUIITOPXU3MOM U 3a/I€PKKOM MOJIOBOr0O pa3BUTHA.

[Ipu ropmMoHaJibHOM  O0CJE€IOBaHUM HHU3KHM  Oa3aJbHBIA  YPOBEHD
TOHAJIOTPONMHOB U TOJIOBBIX TOPMOHOB ObLI BhIsIBIIEH Y 12 (66,6%) moapoCcTKOB
C 33J€p’KKOM MOJIOBOTO Pa3BUTHA, UMEIOIINX B AaHAMHE3€ JBYCTOPOHHIOKO (Y 9-
X) U OJIHOCTOPOHHIOI (y 3-X) MaxoBylH peTeHluio roHaa. Ha ocHoBanuu
IIPOBEICHHUSI MaJbUMKaM CTHUMYJSILUOHHON mpoOkl ¢ aHanorom JII' punu3uHr-
rOpMOHA ObLI IUarHOCTUPOBAH TMIIOTOHA0TPOIHBINA THIIOTOHAIU3M.

Bricokue mokazatenu TOHAJOTPONMHOB MPU  HUBKUX  3HAYEHUAX
TectroctepoHa U uHrubuna b onpenenenst y 6 (33,3%) manbunukoB c¢ 3I1P.
Takue W3MEHEHMs, XapaKTEpHBIE ISl TUIIEPrOHAJOTPONHOIO THIOTOHAIU3Ma,
ObLTM ycTaHOBIIEHBI Y 21% pAeTeil ¢ ABYCTOPOHHUM KPUNTOPXU3MOM, U3 HHX
12,5;% wuMenu B aHamMHE3€ JABYCTOPOHHIOIO a0JOMHUHAIBHYIO 3aJIEPKKY SIMYCK,
8,5% -IByCTOPOHHIOIO  TIaXOBYIO  3aJepKKy. Y OAHOTro peOeHKa,
OIEpUPOBAHHOIO IO MOBOJY OJHOCTOPOHHETO IAaXOBOTO KpPUIITOPXH3Ma, Ha
OCHOBAaHUHM TOPMOHAJILHOTO U T'€HETUYECKOro 00cieA0BaHUs ObLT yCTaHOBJIEH
cunapom Knaitndensrepa.

Takum o6pazoM, u3 70 oOcae0BaHHBIX MAIIMEHTOB C KPUITOPXU3MOM, 26%
MaJIbYMKOB HMMENHU 3aJ€pKKy IIOJOBOTO pa3BUTHS. [ MIOTOHAZOTPOMHBII
TMIIOTOHAJIN3M YCTAHOBJIEH y 52% Malb4MKOB C JBYCTOPOHHUM HaXOBBIM
KpUNTOPXU3MOM My 6% MajnpyukKoB C OJHOCTOPOHHUM  IaXOBBIM
Kpuntopxu3moM. [loaydyeHHble HAMU JJAHHBIE COTJIACYIOTCSI C MHEHUEM MHOTHMX
aBTOPOB, 0003HAYAIOMINX JIBYCTOPOHHUN KPUNTOPXU3M KAaK OJMH M3 YACThIX U
MaHU(ECTHBIX CUMIITOMOB BPO’KJIEHHOTO TMIIOTOHAIOTPOITHOTO
runoroHaau3Ma, odycinosieHHoro myranusmu reHoB KALL, KAL2, FGFR1,
T'eHa pelenTopa roHag0TPOIMH - pUIM3UHT TopMoHa [Bouvattier C, 2011; Bay
K, Main K, 2011]. T'uneproHaJIoTpONHbIA TMIIOTOHAIN3M OBLI YCTAHOBIICH Y
16% ManpuyuKOB € JIBYCTOPOHHHUM KPUITOPXU3MOM M OIPEAEISUICS Kak Y

MAalMeHTOB ¢ a0JOMHUHAJIBLHOM 3aJIEpXKKOM SWYEK, TaK M IIPH IMaXOBOM
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KpunTopxusme. Y  ogHOro pebGeHKa ¢  OJHOCTOPOHHHM  IaXOBBIM
KPUIITOPXU3MOM OBl yCcTaHOBJIEH cuHipoM KiaitHdpenbTepa.

[Tpunumas BO BHUMAaHHE CIIOXHBIE U pa3HooOpa3HbIe
naToO(pU3UOJIOTUYECKUE MEXaHU3Mbl TECTHKYJSAPHON pETEHIUH, CIEeIyeT
paccMaTpuBaTh KPUITOPXM3M KakK OJHO U3 (PEHOTHINHYECKUX MPOSBICHUN
MaTOJIOTHYECKOTO  (DOPMUPOBAHMS ~ TIOJIOBOM  CHCTeMBI.  [lamueHTsl ¢
KPUNITOPXU3MOM HYXJAIOTCSI B TMPOBEJACHUM KOMIUIEKCHOTO T'€HETUYECKOTO,
HIOKPUHOJIOTUYECKOTO0 O0OCIEIOBAaHUSI C LEJIbI0 BBISIBICHUA BPOXKICHHON
NATOJIOTMH PENPOAYKTHBHOM CUCTEMBI M TPEOYIOT MOHHMTOPHHIA IOJOBOIO
pa3BUTHSL.

Cnenyromuii pazaen pabOThl TMOCBSIIEH OILICHKE I[OJOBOTO pPa3BUTHS
MaJIbYMKOB, OTIEPUPOBAHHBIX MO MOBOY TMIIOCHAINH. JIUTEpaTypHbIE JaHHBIE O
BEJICHUM [alMEHTOB C TUIOCHAJAMEW, HX IPOTrHO3€ U  KaTaMHE3e
pOTUBOpEYMBBI. HEKOTOpBIE aBTOPHI 10 HACTOSALIETO BPEMEHU PACCMATPUBAIOT
TUIOCTIAJIMI0 KaK M30JIMPOBAHHBINM TOPOK pa3BUTHUSL YPETPbI, TPEOYIOMIHIA
XUPYPTUUECKOr0 JICYEHHUS] M TOCJHEAYIOLIET0 YPOJOTHYECKOro HaOIMIOACHUS
[Pymun 10.D ¢ coaet., 2013]. IlepBele myOauKaIiuu, Mpeiaratonme
paccMaTpuBaTh MPOKCUMAJIbHbIE (POPMBI THUTIOCTIAJANKM KaK OJWH M3 BapHUaHTOB
JI0O)KHOTO MY>KCKOTO TepMmadpoauTtusMa, ObLiu npenactarieHsl E.A. Bomoasko,
A. b. OxynoseiM, JI.H. BpoBunbiM, JI.B. PomanoBeim B 2003 — 2006 rr
ABTOpBl 0003HAYUIM HEOOXOAUMOCTh KOMIUIEKCHOIO MOAXO0JAa K BEJECHHUIO
NAlMEHTOB C TUMOCMHAJMed C Yy4YacTHeM TE€HETHMKa U JHAOKPHUHOJIOra,
IIPOBEICHUEM LUTOT€HETUYECKOT O, MOJIEKYJIIPHO-TEHETHYECKOTO 17§
ropmoHasibHOro oocnenoBanus. B 2006 rony onmyOJMKOBaH MEXIyHApPOIHBIM
KOHCEHCYC 0 BEACHUIO MAIMEHTOB C HapylIeHUEM (pOopMHUpOBaHUS MO, T
M30JIMPOBAHHAs MPOKCUMAJIbHAS THUIIOCMANS TPEJCTAaBIeHA KaK OJUH U3
BapuaHTOB 46, XY TecTUKYJApHOTO HapylleHus ¢popMmupoBaHus nona [Lee PA
et al., 2006]. KaramHe3 manueHTOB ¢ rumnocnaanedi u3ydeH mano. CoriacHo
JUTEPATYPHBIM JAHHBIM, JAMCTAJIbHAs THUIOCHAAMs HeE sBIsSeTcs (HaKTOpOM

Hapymenus pepruiibHoctr [Katib AA, 2013]. OnHako npu NEHOCKPOTAIBHOM U
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MIPOMEKHOCTHOW (hopMe TOJBKO 23% MalbuUKOB COXPAHSIOT CIIOCOOHOCTH K
penpoaykuuu [Hsieh MH et al., 2010].

Hamu npoBeneHa NpOCIEKTUBHAs OIEHKAa MOJOBOro pas3Butus y 40
MaJb4YMKOB, U3 KOTOPHIX 20 ObUIM MPOONEPUPOBAHBI MO IMOBOAY CTBOJOBOM
dbopmbl runocnaau U 20 MaaTbYMKOB — IO MOBOAY MEHOCKPOTAIBHON (POPMBI.
CoueTanue rurnocnagny ¢ IpyruMyu aHOMAJIUSIMU Pa3BUTHSI HAPY>KHBIX MOJIOBBIX
OpTaHOB: pacIIeIJIEHHEM MOIIIOHKH, OJTHOCTOPOHHUM MaxOBbIM
KpUIITOPXU3MOM  ompenensiock vy 22,5 % npgereit. Ilpm nepBuyHOM
oOcie0BaHUM y MAIMEHTOB € THUNOCHagued 3a(UKCUpOBaHO Oojee MO3aHee
NOSIBJICHHE TPU3HAKOB IyOepTaTa IO CPaBHEHUIO C KOHTPOJIbHON TIpYyMIIOH.
Cpennuii Bo3pacT crapra mybeprata coctaBuia 12,8+0,6 neT u oTrcTaBajl OT
3nopoBbix gerer Ha 1 — 15 roma. Ilpu oOciemoBaHMM MalIbUUKOB C
TUIOoCHaJueld B MepuoJ Havana myOeprara, oObEM TOHaJA HE OTJIMYAICA OT
3M0poBbIX neTed. [lpm 3TOM JMHA MOJOBOrO Yji€HAa COOTBETCTBOBAJIA
J0NyOepTaTHBIM 3HAYEHUSIM. Y TOJIOBHHBI MAllMEHTOB C MOIIOHOYHOU (hopmoit
TUNIOCHAIMA  YCTAHOBJIEHA  MHKPOINEHHUS.  AHaIM3upys  pe3yJbTaTbl
TOPMOHAJIBHOIO OOCJIEZIOBAHUS Y MAalMEHTOB C TMIIOCHAANEH, ObIJIO OTMEYEHO,
yTo co ctoponbl ocu JI[' — TecTtocTepoH, XxapakTepusyloieid mydepTaTHOe
co3peBaHue Kierok Jlelaura, He ObLIO OOHApPYKEHO MATOJIOIMYECKUX
n3MmeHeHnii. Konnentpanus uarubuna b Opuia cHmkena y 25% MallbuuKoB CO
CTBOJIOBOM (hOpMOM TUMOCHaguu W uMena aonyodepratHele 3HaueHus y 40%
NAlMEHTOB C MOIIOHOYHON (hopmoil. YpOBEHb PEeNpOAYKTUBHBIX TOPMOHOB Ha
JTare 1703020005 E:000%071 nmyoeprara OoTpaxaer MophohyHKITMOHATEHOE
npeoOpazoBanne monoBbix kene3 [Brook CG, Brown RS, 2008]. B
KOHTPOJIBHOM TIpynIe, MapajuieIbHO C YBEJIMYEHHEM YPOBHS TECTOCTEPOHA
OTMEYaJICsl TOIbEM YPOBHSI HHTUOMHA b, COOTBETCTBYIOIMINIA YBETUYCHHUIO YHCIIA
kietok Cepromu [Weinbauer GF, Niehaus M, Nieschlag E, 2004]. Curxenune
KOHIICHTpAIlMy UHTMOWHA b y ManueHToB ¢ runocnajaneil CBUIEeTeILCTBOBAJIO O
HapywmieHun nponudepaunn kiaetok Cepronu. ['opMoHanbHBIE H3MEHEHUS,

XapaKTepu3yroIre PyHKIIMOHAIBHOE CTAHOBIICHUE TOHAJ HAa dTale WHUIIHAINH
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nyOepraTa, TOCHYXWIA OCHOBAaHWUEM I JAJIbHEUINIET0 HAOMIOACHUS W
MPULIETBHON OLIEHKH OPTaHOB PEMPOAYKTUBHOW CHCTEMBI.

B mpomecce mampHEWIEro MOHHUTOPHHTA TIOJOBOTO Pa3BUTHS OBLIO
yCTaHOBJIEHO: TTybapxe B Bo3pacte 13,1+0,8 net, «ckadok» pocta - B 13,9+1,1
ner. WuBeptupoBaHHbI nyOeprar HaOmogaics y 17,2% manueHTos.
['mrexomacTus Ha (hoHE TOIOBOTO pa3BUTHS oOHapykeHa y 13,7% Mamb4mKoB ¢
TUMoCHaauel, B TO BpeMs Kak y 3JI0pOBbIX JeTed HaOmomanack B 2,6 %
CIIy4aeB.

KommiekcHoe oOciieoBaHre penpoayKTUBHOW CUCTEMBI MalbYMKOB C
rurnocnaauen OblI0 MPoBeIeHo B Bo3pacte 14 — 16 jer npu JOCTHKEHUH UMHU
G, cragum monoBOrO pa3BHTHI. B Xome mccimemoBaHus OBUIO TOKa3aHO, YTO
0o0BeM TOHAJl y MaJbYUKOB CO CTBOJIOBOM M MOIIOHOYHOW THIOCHAIUEH
COOTBETCTBOBAJI KJIMHUYECKOUW CTauu MmyOepTaTa U He OTINYAJICS OT 3J0POBbIX
MOAPOCTKOB. Mukponenust ycraHoBieHa y 10% MaJIb4MKOB CO CTBOJIOBOM
dbopmoii 3aboneBanust Uy 50% ManbuuMKoB ¢ MOIIOHOYHOU dopmon. [lpu
yJIbTPa3ByKOBOM CKaHUPOBAHUU rOHaJ CTPYKTYpHBIC M3MEHEHHUS
TEeCTUKYJISIPHBIX TPUIIATKOB, HapyiieHue TudPepeHInpoOBKH MPOTOKOB ObLIH
BbIsIBIIEHBI Y 35% wu 65% mMmanueHToB €O CTBOJIOBOM M MOIIOHOYHOM
runocnajgueid  COOTBETCTBEHHO. IIpoBeaeHue JOMIEPOMETPUM  TECTHUKYJI
MOKA3aJl0 3HAYUTEIbHOE CHUYKEHHE TKAHEBOTO KPOBOTOKA M XapaKTEPU30BasO
HapytieHue Tpoduku ronan y 60% mnanueHToB cO CTBOJIOBOM THUIIOCMIAIUEH U Y
65 % manMeHToB C MOIIOHOYHOH (OPMOIA.

[IybepratHoe pa3BUTHE TPEACTATENHLHON JKele3bl OBLJI0O OIEHEHO Ha
OCHOBAaHUU TPAHCPEKTAIBHOTO YJIbTPA3BYKOBOI'O CKAHWPOBAHUsS. Y MEHBIIICHUE
o0beMa MPENCTATENhbHOM  JKENe3bl OTHOCUTENBHO TPYMIBl  KOHTPOJIS,
TUNOTPOQUS  CEMEHHBIX  IMY3BIPHKOB,  HapylieHue  audQepeHImpoBKH
CEMSIBBIHOCSIIIMX TIPOTOKOB BbIsSIBICHBI Yy 20% MalbUMKOB CO CTBOJOBOMU
runocrnagueid. OO0beM MpencTaTeTbHON KeNNe3bl Y MAIBUYUKOB C MOIIOHOYHOM
runocnajuei OblI JTOCTOBEPHO MEHBIIE MO CPAaBHEHUIO C TPYMIION CTBOJIOBOM

TUTOCTIA NN U KOHTPOJIbHOU. OTCyTCTBOBaANA YeTKas nuddepeHImpoBKa 10JeH,
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CEMEHHbIC MY3bIPbKA HMMEIM BHJ TSDKEH, CEMSIBBIHOCSIUE MPOTOKU
BU3YaJIM3UPOBAINCH KakK JIMHEWHbIC oOpazoBaHuUs 0e3 YETKOU
muddepennupoBku. Takas  ynIbTpa3ByKoBas KapTHHAa  COOTBETCTBOBaja
nomyoepTaTHOM 3Xorpaduueckoil aHATOMHUM MPEACTATENIbHOM Kele3bl U
onpenessiach y 70% MaapYMKOB C MOILIOHOYHOM THIIOCTIAIUEH.
[Ipu orenke (HyHKIIMOHATHLHOTO COCTOSIHHS TTOJIOBBIX JKEJIe3 TMOKa3aTelu
JII' 1 TecTocTepoHa y MajabYMKOB CO CTBOJIOBOW U MOILIOHOYHOM TMIIOCHAAUEH
COOTBETCTBOBAIM  pePEPEHCHBIM 3HAYCHUSM U  CBHUJCTEIBCTBOBAIA O
HOpPMaJIBHON aHAporeHnpoAyuupyromet ¢ynkuun kinertoxk Jledmura. Ilpu
OLIEHKE CHEPMATOTEHHOr0 TNOTEHIMala TECTUKYJ]I B TpYyIIlE CTBOJIOBOM
TUINIOCTAIUA CHU)KEHUE YpOBHsS WMHTHMOMHA b BbIIBICHO y 25% MalabuMKOB.
Menunana wnruOvHa b Ha craguum nomoBoro pazButus G, ObUla HUXKE
MOKa3aTess 30pOoBbIX AeTeil B 1,24 paza. B rpynne Maab4iKoB ¢ MOILIOHOYHOM
runocnaaue HU3kuili ypoeHb nHruouHa b umenn 80% nanuentoB. Meaunana
UHrMOMHA b OTHOCUTENBHO KOHTPOJILHOM Tpymmbl Oblla CHMKEHa B 1,6 pasa.
OIHOBPEMEHHO CO CHMI)KEHHMEM KOHIIEHTpallMu MHruonHa b oOpaiaio Ha cels
BHUMAaHUE JIOCTOBEPHOE MOBBIIIEHUE KOHIICHTpAIIU1
GOJUTUKYJIOCTUMYJIMPYIOIIET0O  TOPMOHA Yy  MAIMEHTOB  O0EWX  TPYIIIL
[TonyueHHbIe JaHHBIE HA CTaJUM 3aBEpILICHUS MyOepTarTa SBISIOTCS MPU3HAKOM
HEJIOCTAaTOYHOTO HakoruieHus: kiaetok Cepronmu u / 1nubO HApYIICHHS WX
cnepmarorenHoi pyukuuu [Meachem SJ,  Nieschlag E, Simoni M, 2001].
Takum 00pa3om, mpu oOCIEIOBaHUM MAIMEHTOB C TUMOCHAAUEH ObUIH
BBISIBJICHBI: MaJjble pa3Mepbl MOJIOBOTO 4JieHa, TUMOTPO(HS TpencTareabHOM
JKemnesbl, HapylieHue Iu@GepeHIUpPOBKH TECTUKYJSPHBIX MPUIATKOB U
MIPOTOKOB, CHIKEHHE TECTUKYJSIPHOTO KPOBOTOKA MPU HOPMAIBHOM OOBEME
TecTuKyl. [lojlydeHHbIE JaHHBIE CBHUAETEIBCTBOBAIM O IMATOJOTHH Pa3BUTHUS
aHJPOTEH3aBUCUMBIX OPTraHOB PEMPOIYKTUBHON CUCTEMBI, YTO UMEJIO MECTO Yy
MaIMEHTOB C MOIIIOHOYHOM TuIocnaauen B 3,5 pasa yaiie, yeM MpU CTBOJIOBOM

dbopme. VYcTaHOBJIEHBI HHU3KHE TIOKa3aTeld YpoBeHs uWHruOuHa b npu
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MOBBIIMICHUA KOHIIEHTpAIuu (POJLTUKYJIOCTUMYIHPYIONEro ropmMoHa y 25%
MAIMEHTOB CO CTBOJIOBOM runocnaaueit u'y 80% ¢ MomoHo4YHON (HOPMOK.

O060011as1 TOTyYEeHHBIE PE3yJbTAaThl, MOXHO OTMETHUThH, YTO IATOJIOTHS
PENpPOyKTUBHOM CUCTEMBI Y TAIMEHTOB C KPUNTOPXU3MOM Obljia BaprabesbHa
U 3aBuceNia OT GOpMbI KpUNTOpXHU3Ma. B rpymmne ¢ 0JJHOCTOPOHHUM IMaXOBBIM
KPUIITOPXHU3MOM HOpMajbHas (PYHKIUS TUIOTAIaMO-THIIO()HU3apHO-TOHATHOMN
CUCTEMBI B Tepuoj mybeprara yctaHoBieHa y 70% ManpunkoB. CHIKEHHE
KOHIICHTpaIuu WHTHOWHA b u MOBBIIIICHUE YPOBHS
(G OJUTMKYJIOCTUMYJIMPYIOIIETO TOPMOHA KOCBEHHO CBUJETEIBCTBOBAIM O
HapYIIEHUU CTIEPMATOTCHHON (PYHKIIUU TeCTUKYN Yy 21% manueHToB. 3aIepKKy
IIOJIOBOTO pa3BUTUS uMenu 9% ManpyMKOB C OJHOCTOPOHHHMM HaXOBBIM
KPUNITOPXU3MOM:  TUIIOTOHAJOTPONHBI  TUIOTOHaIM3M — y 6% u
TUIEPTOHANOTPONHbI - 'y 3% mnaunueHToB. B rpynme ¢ ABYyCTOpOHHUM
MaxOBbIM KPUNTOPXU3MOM THIIOTOHAIOTPOMHBIN TUIIOTOHAU3M YCTAHOBJIEH Y
52% nereii; CHOHTaHHOE TOJIOBOE pa3BUTHE 3apuKcupoBaHO Y 38% MalbYUKOB,
OJIHaKO 0oJiee MOJOBHMHBI U3 HUX UMENU (DYHKIMOHAIBHYIO HEAOCTATOYHOCTH
kietok Cepronu. B rpymnme ¢ a0qoOMHHAJIBHBIM KPUIITOPXU3MOM Yy BCEX
MAIMEHTOB OOHAPY)KEHBI MPOSBICHUSI THNEPTrOHAAOTPOITHOTO THUIIOTOHAU3MA,
XapaKTepU3yIOIIErocs: MOJHBIM OTCYTCTBHEM IPU3HAKOB IOJOBOTO Pa3BUTHS,
Ne(UIUTOM TECTUKYIISIPHBIX TOPMOHOB U BBICOKMM YPOBHEM TOHAIOTPOITMHOB Y
14% nereil, CYOKIMHUYECKUMH TMPOSIBJICHUSMU C TMOBBIIIEHUEM YPOBHS
TOHAJAOTPONUHOB Y 57%; (yHKIIMOHATBHON HEIOCTAaTOYHOCTBIO KJIETOK
Cepronu mpu HOPMAJIBHOW aHIPOTECHIPOIYIUpPYIOMEH (QYHKIIMA TECTUKYT Y
29% MaJTbYUKOB.

Ha ocHoBaHuM aHanu3a JaHHBIX, I[IOJYYEHHBIX B  pe3yjbTare
UCCIIEIOBAHUSI, TPEMAJIOAKEHBI aJTOPUTMbl MOHHUTOPUHIA IOJOBOTO Pa3BUTHUS
MaJIbYUKOB C TAXOBBIM M a0JOMHHAIBHBIM KPUIITOPXU3MOM, HA4yWHAS C
nepro/ia MHHU-TIyOepTaTa 70 3aBepiicHus myoepraTHoro nepuosa (pucyHok 45,

PUCYHOK 46).
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KnuHuyeckoe n ropmoHanbHoe o6crnefoBaHue naumeHTa ¢
naxoBbIM KPMNTOPXM3MOM B Nepuoa MUHU-NyGepTaTa

OAHOCTOPOHHMIA [BYyCTOPOHHUIA
KPpUNTOpPXn3 KpUNTOPXn3mM

Pucynox 45. Anroputm HaOJIIOICHUS ITAIIMEHTA C TTAXOBBIM KPHIITOPXU3MOM
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KnuHuyeckoe n ropmoHanbHoe o6cnegoBaHue naumeHTa c
a6aoMUHaNbHbIM KPUNTOPXU3MOM
B nepuvoa MMHU-Ny6GepTaTa

OLHOCTOPOHHMI [BYCTOPOHHMI
KPUNTOPXM3M pUNTOPXM3M

\

Pucynoxk 46. Anroputm oOcienoBaHus peOeHKa ¢ a0JOMHHATBHBIM

KpUIITOPXHU3MOM

ANTOPUTM JTUHAMUYECKOTO HAOJIOJEHUS IIallUCHTOB C I1aXOBBIM |
aGIIOMI/IHaJ'IBHBIM KPUIITOPXHU3MOM IIPCAIIOJAracTt IMCEPpBUIHOC OIIPCACIICHUC
ypoBHS penpoaykTuBHBIX ropmoHoB: JII', ®CI', tectocrepona, narnbuna b B
Bo3pacte 1 — 3 mecsueB. [Ipy HOpMalIbHBIX MMOKa3aTeNsIX TOHAJOTPOIHUHOB,
TCCTOCTCPOHA U MHTUONHA B, IICJICCOO6p8.3HO MMPOBCACHUC OPXUOIICKCUU B
ycraHoBlieHHble cpoku [Ritzén EM Undescended testes: a consensus on
management // Eur J Endocrinol. - 2008. — Vol. 159, N 1. — P. 87-90].

JlanpHelee 3HI0KPUHOIOTMYECKOe 00CIeI0BaHNE W HAOJIOICHHE MAIlMeHTOB


javascript:AL_get(this,%20'jour',%20'Eur%20J%20Endocrinol.');
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1€JIECO00pa3HO TMPOBOJUTH B TEPUOJI TIOJIOBOTO PAa3BUTHUSA JUISI OIEHKH
KIMHUYECKUX M TOPMOHAJBHBIX IIOKazaTejed ImyOeprara, pernpoayKTHBHOTO
noteHuuana. [lpy HU3KUX 3HAYEHUSX TOHAJOTPONMMHOB U TECTUKYISPHBIX
TOPMOHOB Yy TMAIlUEHTOB C MaXOBBIM KPUITOPXU3MOM HEOOXOJAMMO UCKIIOUECHUE
TUIIOTOHAJIOTPOITHOTO THIOTOHaau3Ma. Bepudukanus maHHOrTO JauarHo3a B
nonyOepTaTHOM TMEpUOJE BO3MOKHA TOJBKO HAa OCHOBAaHHUM MOJEKYJSPHO-
remernyeckoro oocnemoBanus [Vizeneux A, Hilfiger A, Bouligand J et al.,
2013].

B cnydae napymieHuss pyHKIIMOHAIBHOTO COCTOsIHUS KieTok CepToiu npu
HOPMaJIbHON aHJIPOTCHNPOAYIUPYIOMICH (YHKIIMM TOHAJ Yy IaIllMeHTOB C
MaxOBbIM  KPUINTOPXU3MOM HEOOXOAMMO  MPOBEJICHHE CBOECBPEMEHHOIO
XUPYprudeckoro jedeHus. B mepuon myOeprara - MOHUTOPHUHT IIOJIOBOTO
pa3BUTHA, JWHAMUYECKAs OILIEHKAa COCTOSIHUS TOHaJd U TOPMOHAJBbHBIX
nokasareneid. Ilpu maronorum myOepTaTHOro pa3BUTHS HU3BEIECHHOIO SMYKa
MpY OJHOCTOPOHHEM IaXOBOM KPHUITOPXM3ME B COYETAHMHU C HaApYyIICHHUEM
GyHUIUM  TECTHKYJ, I€JIECOO0pa3HO PEIIMTh BOMPOC O  MPOBEICHUU
OPXHMOAKTOMHUH Ha OCHOBAaHWHU KOJIJIETHAIBLHOTO OOCYXKJICHHS DHIAOKPHUHOJIOTA 1
xupypra. Hapymenue ¢ynkuun kiaerok CepTosiv y MalieHToOB ¢ IBYCTOPOHHUM
MaxOBbIM KPUMTOPXU3MOM TOCJI€ 3aBEPIICHUS] XUPYPTHUUECKOTO ATara JICUEHHUS
TpeOyeT TMHAMHUYECKOT0 HAOIIOSHUSI YHIOKPHHOJIOTa, PETPOAYKTOJIOTA.

IIpu Hapymiennn (YHKIMOHAIBHOTO cOCTOsIHUSL KieTok Cepronu y
MalMEeHTOB ¢ a0JOMHHAIBHBIM KPHUITOPXHM3MOM HEO0OXOJMMa BU3YyaJU3allUs
OpPraHoOB MaJIOTO Ta3a C IIEJIbI0 HCKIIOYEHUS] CHHJIpPOMA MEPCUCTEHIIUU
MroJIIepOBBIX TPOU3BOIHBIX, TUCTEHE3UU TOHAM. [Ipy UCKIIFOUYEHUH yKa3aHHON
MATOJIOTHH 11€JIECO00Pa3HO OIEHUTh CTPYKTYpPy TECTHKYJIa Ha OCHOBAHHH
BU3yaJIbHBIX METOJOB HCCIIEIOBAHUS, KOJJIETHAJIBHO PEUIUTh BOMPOC O
MPOBEJICHUN OPXHUOIKTOMHUHU.

B cnydae nuarHOCTHKU NEPBUYHOTO TMUIEPTOHATOTPOIHOTO TUIIOTOHAN3MA

y MaIMEHTOB C MaXOBBIM JINOO a0IOMUHAIBHBIM KPUIITOPXU3MOM, HEOOXOIUMO


http://www.ncbi.nlm.nih.gov/pubmed/?term=Vizeneux%20A%5BAuthor%5D&cauthor=true&cauthor_uid=24204987
http://www.ncbi.nlm.nih.gov/pubmed/?term=Hilfiger%20A%5BAuthor%5D&cauthor=true&cauthor_uid=24204987
http://www.ncbi.nlm.nih.gov/pubmed/?term=Bouligand%20J%5BAuthor%5D&cauthor=true&cauthor_uid=24204987
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UCKJIIOYCHHE XPOMOCOMHOW MAaTOJIOTMM, HapylieHus (OpMUPOBaHUS MOja
(pucynok 45, pucyHok 46).

Bce manueHTs! ¢ U30IMpOBAaHHON TUIOCTIANEH UMENN CIIOHTAHHOE TI0JI0BOE
pa3BUTHE. Hapymenue CTaHOBJICHUS PEnpOayKTUBHOM CHCTEMBI
XapaKTepU30BAIOCh MATOJOTHEH pa3BUTUS aHAPOTEH3aBUCUMBIX OpPraHOB
pPEeNpOAYKTUBHOM CUCTEMBI U HapyieHueM GyHkiuu kinetok Cepronn 'y 25% u
80% manueHToB CO CTBOJIOBOM M MOIIOHOYHOM T'MIOCHAANEN COOTBETCTBEHHO.
Ha ocHoBanum aHanm3a pe3yJbTaTOB HCCIEIOBaHUS, MPEMAJIOKEH aITOPUTM
HAOJIOICHUS] MAJIbYUKOB CO CTBOJIOBOW M MOIIOHOYHOW (hOpMOM rumocnaavu
(pucyHoK 47), cOTJIaCHO KOTOPOMY IPOBEICHUE TEPBUYHOTO TOPMOHAIBHOTO
oOcietoBaHMs ONpeAessieT JanbHellnee BeAeHne manuenTa. [Ipu HopmanbHOM
¢ynkun kierok Jleiiaura u CepTonu, maueHTaM co CTBOJIOBOM THmocnaauen
OPOBOAUTCA XHPYPrUUECKOE JIEYEHHWE B YCTaHOBJIEHHbIE Ccpoku. [lpu
HapyIIeHUH (PYHKIIMOHATBHOTO COCTOSIHUS TECTUKYJ, IIOMUMO XHPYpPTHUECKOH
KOPPEKILIUU TUIIOCIaINU, HEOOXO0IUM MOHUTOPUHT MOJIOBOTO Pa3BUTHSI, OLICHKA
penpoayktuBHoro mnoreniuana. CormacHo Koncencycy 2006 1., mnpu
MOILIOHOYHOU M NepUHEaTbHON (hopMe TMIOCHAANM, a TaKXKe MpPU COUYETAHUH
TUIIOCHAJUA C KPUIITOPXU3MOM, HEO0OXOIuMOo 0OcieloBaHHE NAaleHTOB B
COOTBETCTBUH C QJITOPUTMOM JHWArHOCTUKU HapylIeHUH (OpMUPOBaHMS TOJa
[Consensus Statement on Management of Intersex Disorders / CP Houk, 1A
Hughes, FS Ahmed, PA Lee // Pediatrics. - 2006. — V. 118. - Ne 2. - P. 753-
758].



227

KnuHuyeckoe n ropmoHansHoe obcnenoBaHue
nauveHTOB C runocnaguen
B nepuon MUMHU-ny6epTaTa / nybeprtarta

Pucynok 47 Anroputm oOcienoBaHus peOeHKa C TUTIOCTIATUEH
OTnenpbHOro  BHHMMAaHUS — 3aCIIy’KUBAIOT MAlMEHTBl C  HapyIICHUEM
dbopmupoBanus mona. Ilammentst ¢ H®II, BepuduumpoBanHbie B paHHEM
BO3pAcTEe W MPOIIEIIINE CBOEBPEMEHHOE XUPYPrUUECKOEe JICUCHUE, HYKIAI0TCs
B KBaJTM(UIIUPOBAHHON TTOMOIITH B Tiepuo 1 myoepTara. OCHOBHBIMU BOIIPOCAMH,

TpeOYIOIMMH PEIICHUs MTPH HAOIIOJACHUN TIOJPOCTKOB M B3POCIBIX MAIIMEHTOB
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¢ HOII, sBnsroTcst: HE0OOX0MMOCTh 3aMECTUTEIBHON TOPMOHATIBHON TEepanuu 1
CPOKM €€ TpOBEIEHUs, Yrpo3a MaJIWTHU3AIMM TOHAJ, IPOBEICHUE
PEKOHCTPYKTHUBHBIX TUTACTHUECKHUX OTEpaIluid, 00eCIeUeHUE MCUXOJIOTHIECKOM
U COIMATBHOW ajanTaiuu, MoMollb B peanu3auuu geptunsHocTu [Berra M et
al., 2010].

[IpoBenen aHanmu3 TedyeHHWS MmyOeprara y 15 ManmMeHTOB ¢ HapyIICHHEM
dbopmupoBaHusi Tona B Bo3pacte oT 14 mo 19 gjer. Ilo pesynabTatam
FEHETUYECKOTO U DHJAOKPUHOJIOTHYECKOrO0  0OCIlieIOBaHUS ObLTH
Bepu(HUIIMPOBAHEI § MAIMEHTOB C JHUCTEHE3WEH TECTUKYISPHBIX TOHAM TIPH
kapuotune 46, XY u 7 namueHtoB ¢ 46, XY TECTUKYJISIPHBIM HApYyIICHHEM
dbopMHupOBaHUS ~ TOJA,  CTPYKTYPY  KOTOPHIX  COCTaBWJIM  CHHIPOM
PE3UCTEHTHOCTH K aHjaporeHam; nedunutr S-anbda penykraszsl; 46, XX
TECTUKYJISIPHOE HapylleHue (GopMupoBaHus moja.

B mepuox momoBoro pa3BUTHS NMPOBEIECHA KIMHUKO-TOPMOHAIBHAS OIEHKA
MAIMEHTOB C JUCT€HE3WEH TECTUKYJSAPHBIX TOHAJ. B JkeHckoM Tmosie ObLIn
aJanTUPOBAHbl 5 TMAIMEHTOK C TOJHOW JMOO 4YacTUYHOW OuiiatepanbHOU
JTUCreHe3uen TecTukyi. Bee manuenTku umenu GeMUHHOE CTPOCHUE HAPYKHBIX
reauTasuid.  [lpy  TOpMOHAIBHOM  OOCJIENOBaHUM,  BBIMOJHEHHOM  JIO
JanapocKonuueckoro yaaneHus ronaj, meauana OCI' coctaBuia 70 MME/mi,
JI' — 18,5 MME/mn, Ttectoctepona — 1,8 HMoJb/1 YCTaHOBJIEH MEPBUYHBIN
TUIIEPTOHAIOTPOIHBIN TunoroHaau3M. Cpa3y mociie BepH(pHUKAIUHA JTHArHO32
OblJJa BBITIOJTHEHA TOHAIPKTOMHUSA. Bce MamMeHTKH XOpoIio aganTHPOBAaHBI B
YKEHCKOM I10JI€ Ha (DOHE 3aMECTUTEIIbHON TOPMOHAIBHON TE€pariy 3CTPOTCHAMH.

B MyxckoM mosie ObLTHM adanTHPOBAaHBI TPOE TAIIUEHTOB CO CMEIIaHHOM
JUCTeHEe3Mel TECTUKYJSPHBIX ToHaA. Bcem Mampumkam B mpemyOepTaTHOM
BO3pacTe ObUIO MPOU3BEACHO YJAJICHUE TUCTCHETHYHBIX TOHAT U MIOJIIepOBbIX
NPOMU3BOJHBIX HA OJHOH CTOPOHE, OPXHOMEKCHUS TMPOTHBOIOJOKHBIX
TEeCTUKYJISIPHBIX TOHAJ, MACKYJIMHH3UPYIOIIAs IUIACTUKA M YPETPOIUIACTHKA.
HecMoTpsi Ha HalmMyue HU3BEACHHBIX TECTHKYJISAPHBIX TOHAJ, IPU3HAKOB

CaMOCTOATENILHOTO IMyOepTaTta He ObUIO HU y ofHOTO nanuenta. OOpariana Ha
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ce0s1 BHUMaHue MUKporieHus. [Ipu ropMoHaIbHOM 00CIIEIOBAHUM OTPEAEIISIICS
BBICOKUH ypoBeHb roHagoTponuHoB: OCI' (Menuana) 23 MmME/mn, JIT' — 12 m
ME/Mn, HU3KHH YPOBEHB TECTOCTEPOHA - 3,4 HMOJIB/JI, YCTAHOBJICH TTEPBUYHBIN
TUIEProOHaI0TPONHbIN  runoroHaau3M. [lcuxonorudeckas # — CoLMANIbHAS
ajanTaiys MalueHTOB MPOBOJAWIACH HA (JOHE 3aMECTUTENbHON FOPMOHAIBHOM
Teparuul TECTOCTEPOHOM.

Knuauko-ropMoHanbHas  omeHKa  marueHToB, umerommux 46, XY
TEeCTUKYJISIpHOE HapylieHue ¢GOpPMHUpPOBAHUS TI0JIa, TPOBEICHA B TEPHO
nyoepTraTa TMOCJIE MHOTOKPATHBIX XHPYPIHUYECKUX Olepaluil Ha HapyKHBIX
MOJIOBBIX OpraHax. B >keHCkoM Tmosie ObUIM aJanTHUPOBAaHbI 3 MAIMEHTKU C
JIMarHO3aMH: CUHAPOM PE3UCTCHTHOCTH K aHAporeHaM W aeduiut S-anbda
penyktasbl |l tTuma. YerBepo marueHToB, umeronue 46, XY TECTUKYISPHOE
H®II, BocmuteiBaiuch B MYXCKOM 1oje. IIpoBeaeHue craHgapTHOIO
KOMIUIEKCa TOPMOHAJIBHBIX HCCIIECIOBAHUM, BKJIIOYAIOIIETO OMNPEICIICHHE
KOHIIEHTpaui TOHAJI0TPOIIMHOB U TECTUKYJISIPHBIX aHAPOrE€HOB
(anApoCcTEeHIMOMA, TECTOCTEPOHA, JUTHAPOTECTOCTEPOHA) HE MO3BOJUIO HaM
BBISIBUTh  JI€(PEKTHI  CTEPOUOTEHE3a, OKa3ajloCh HEIOCTATOYHBIM IS
Bepudukanuu auarnoza. KinuHudeckue mpu3Haku myOepTara OOHApYKEHBI
JIUIIb Y OJTHOTO TAllMeHTa B BUJI€ yBeIudeHus oobema ronaa 10 10 u 6 (mocine
POBENCHHOM opxuomekcnn) cM°. OIHAKO, HECMOTPS HA CAMOCTOSITCIIBHBIIL
cTapT mnyOeprara, OTMeYajlach MHKPOINEHUS, THUIOIUIA3Us MPECTATeIbHOM
xKene3pl ¢ HapyueHueM e€ nudQepeHIHpOBKH. [Ippu rOpMOHaIBEHOM
obcnemoBannu mokaszatenu JII' u tecrocrepona coorBercTBoBaiu |l cramgum
MOJIOBOT'O Pa3BUTHSA, OJTHAKO YCTAHOBJIEHA HU3Kasl KOHIIEHTpalus UHruouHa b —
37,4 Hr/MI1 TipU TOBBIIIIEHHOM yYPOBHE (POJUTHKYJIOCTUMYJIUPYIOIIETO TOPMOHA —
6,9 MME/Mn OcTanbHbie TalIMEHTHI OBLITN aIalTUPOBAHbI B BHIOPAHHOM TI0JIC Ha
(dboHe 3aMeCTUTENTLHON TOPMOHAIIBHOM TepaIuu.

[To nmaHHBIM HamMX KIWHUYECKUX HAONIOACHUHN, PE3yNbTaTOM IO3IHEH
nuarHocTuku HOII ABisAnocks HapylieHHE IMCUXOJIOTUYECKOW U COLMAIBHOMN

ajaliTalliy IMaouCHTOB B IIOAPOCTKOBOM BO3pacCTC, IIO03JHCC HA3HAYCHUC
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3aMECTUTENIbHOM TOPMOHAJIBHOU Tepanuu. [Ipu cBOEBpEMEHHONM TUAarHOCTUKE U
MIPOBEACHUN XUPYPrUYECKOrO JICYEHUsI B paHHEM Bo3pacte manueHTsl ¢ HOII
JEMOHCTPUPOBAIM YAOBIETBOPUTENIBbHYIO aJanTalyi0 B BbIOPAaHHOM IIOJE,
UMEJU CpeJIHUE MoKa3aTeau (PU3NYeCcKOoro pa3BUTHsI, MOKa3aTeu mydepraTa Ha
(dboHE 3aMECTUTENIbHOW TOPMOHAIBHON TEpamuu MOJHOCTHIO COOTBETCTBOBAJIH
noysly BocnuTaHusa. HauOonblive TpyAHOCTM  MOPEACTABISIO — BEACHHE
noApocTKoB, umeromux 46, XY TecTHKyIsApHOE HapyuieHue (HOpMUpPOBAHUS
nosa. CnoxxHocTh auddepeHInaTbHO TUArHOCTUKN TPU  OOCIEIOBAHHUH
NAlMEHTOB C TECTUKYJSIPHBIM HapylIeHUEM (OPMHUPOBAHUS IOJa MOCTOSHHO
obcyxnaercs B nureparype. Okono 25 — 30% mnanueHTOB ¢ HapylIleHHEM
(dbopMHpOBaHHUS IT0JIa HE UMEIOT YCTaHOBJICHHOTO JuarHo3a [Lee M et al., 2006].
BoNbIIMHCTBO aBTOPOB NMOAYEPKUBAIOT HEOOXOJUMOCTh CUCTEMATU3UPOBAHHOTO
noaxona npu auddepeniumanbHo  auarHoctuke HOII, BxIrouaromiero
TUIATENbHBIA ~ cOOp  aHamMHe3a,  NPUMEHEHHE  3XOorpauueckux
HHJOCKOIMYECKUX METOA0B HCCIECA0BAaHUS, IUTOT€HETUYECKYIO, TOPMOHAIBHYIO
¥ MOJICKYJISIPHO-TEHETHUECKYI0 auarHoctuky [PomanoB JI.B., OkymnoB A.b,
bpoun JI.H., Bomoapko E.A., 2006; OkynoB A.b. Cc coart., 2014]. B
uccienoBanu A.A.KoJIoJKuHOW NPOBEIECH TIIATEIbHBIA aHAIN3 77 MAllMEHTOB
C HapylIeHueM nepudepruyeckoro IeUCTBUS K aHAporeHaMm. ABTOp 0003HA4aeT
HEJOCTaTOYHYI0 HH(OPMATUBHOCTE HUMMYHO(MEPMEHTHBIX METOJIOB  JJIs
nuddepeHunanbHoi JUAarHOCTUKH HapyLICHUI CTEPOUJOTEHESA,
HEJJOCTATOYHYI0 M3YYEHHOCTh TPAHCKPUIILIMOHHBIX (PAKTOPOB, YYACTBYIOIIMX B
obecnicueHuu gaerictBus anaporeHoB  [Komogkmaa A.A., 2011]. EguneiM
MHEHUEM SIBJISIETCS. HEOOXOAMMOCTh MOJIEKYJISIPHO-TEHETUYECKON AUArHOCTUKU
JUIs OKOHYATE/IbHOW BepuUKaIMK HapyIeHu popMupoBanus mona [Berra M,
2014; Tuhan HU et al., 2014].

Wtak, B xoje Hamieil paboThl U3y4yE€HO Pa3BUTHUE MOJOBBIX JKEJIE3, OPraHOB
pPEeNpOAYKTUBHON CHCTEMBl W CTaHOBJIEHHE HMX (YHKUMU Yy TMAlLHUEHTOB C
KPUIITOPXU3MOM, TUIIOCTAIMEe U HapylleHHneM (OpMUPOBaAHUS 10JIa B MEPUOJ

MUHU-TIyOepTaTa u myoeprara. Mtorom mybGepraTtHoro passutusi PC sBisercs
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cTraHoBieHue (yHKkuuum crnepmatoreHe3a. (OCHOBHBIM  HCCIEOBaHHUEM,
MO3BOJISIONIMM OLICHUTH (PEPTUILHOCTh MYXYHUHBI, ONMPEIEIUTh MOKAa3aHUs K
MPUMEHCHUIO  PENPOAYKTHUBHBIX TEXHOJOTMH SBISIETCA  CHEpMOrpamma.
[IpoBeneHne cepmMaTOJIOTHYECKOTO0 HCCIEN0BAaHUS B MOJPOCTKOBOM BO3pacTe
OTpaHU4eHO  (UBHOJOTUYECKUMH,  TICUXOJOTMYECKUMH U  ATUYECKUMU
acriektaMud. HopmaTuBHBIE TOKa3aTenyd CHEepMOIrpaMmbl Uil  MAlUMEHTOB
MOAPOCTKOBOTO BO3pPACTa OTCYTCTBYIOT, B CBSI3M C YEM ISl KOCBEHHOM OLICHKH
GyHKIIMMA criepMaToreHa3a MPUMEHSIOTCS TOPMOHAIbHBIE MeToAbl. OgHUM U3
MapKepoB  CIIEPMATOT€HHOM  aKTUBHOCTH  fABJSIETCA  cHenUPUUECKUit
TJIMKOTIPOTeN T MHTUOMH b, KOTOpBIM HauMHAET CUHTE3UPOBATHCS B KIIETKAX
CepTonm ciepMaTOr€HHOIO SIUTENNS 34100 A0 UHULIHAAIMU CIIEPMATOT€HE3a.
B navane myOeprata Ha cTaauu akTHUBHOW mposudepanuu kiaetok Ceproiw,
0a3abHBIA YPOBEHb MHTMOMHA YBEIIMYMUBACTCS UCKIIOUUTEIBHO MO JCHCTBUEM
crumynupyrortero Biausaus OCIT [Andersson AM, Juul A, Petersen JH et al.,
1997; Raivio T, Saukkonen S, Jaaskelainen J et al., 2000]. Ha craguu mojioBoro
pazsutus Gz m G4, Korma mpommdepanus kietok Cepronm 3aBepmiaeTcs U
HAYMHAETCSl CIEPMATOreHe3, KOHICHTpAIMsl MHTUOWHA CTAaOWIM3UpPYETCS W
cooTBeTCTBYyeT mioTHocTH KieTtok Ceproau [S J Meachem, E Nieschlag, M
Simoni, 2001]. B ycrmoBusIX mpoI0JDKAIOIIErocs CliepMaToreHe3a KOHIICHTPAIUs
uarnouna b orpaxaer nmponudeparyio U pa3BUTHE TEPMUHATUBHBIX KJIETOK U
BTOpru4HO M3Menser yposenbr ®CI" [Gromoll J, Eiholzer U, Nieschlag E, Simoni
M., 2000].

B xoxe namero uccienoBaHus ObUT OIpesielieH ypoBeHb MHTHOuWHA b y
MaJIbuMKOB C pa3nuuHor maronoruen PC. IIpu oueHKe NONyYEeHHBIX
pe3ynbTaToB oOOpaman Ha ceOs BHUMAHUE CTATUCTUYECKH JOCTOBEPHBIC
pasnuyus JAHHOTO TOKa3aTelNs y MalueHToB ¢ paznudyabiMu popmamu BIITIP.
OcoObIii MHTEpeC MPEeCTABIUIM PEe3yNbTaThl, KOT/Aa MoKa3aTeau UHruOuHa b
XapakTepru30Balu HU3KUN MOTeHIMaNl KJIeTOK CepToiau W HE COOTBETCTBOBAIH
CTaJIMM MOJIOBOro pa3Butus. Tak, HapymieHue GyHKuuH kiaeTok CepTosiv nMenu

80% MabuUKOB, OTIEPUPOBAHHBIX MO MOBOY a0JJOMUHAIEHOTO KPUITOPXHU3MA,
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npu goctrwkenun |V craguu nonosoro pa3sutus no Tanuepy. IlyOepraTHblii
ypoBeHb MHTHOMHA b kpoBu ObUT CHMXKEH y 25% MalbuuKOB CO CTBOJIOBOM
runocmaquer Uy 80% MaJbUYMKOB € MOIIOHOYHOW (OPMOW JTAaHHOTO
3a00JIeBaHUs IPU HOPMAJIbHBIX KIIMHUYECKUX [TOKA3aTeNsX mydepTara.

C uenbto BbISABIECHUS (DAaKTOPOB, B3aMMOCBA3aHHBIX C IyOepTaTHBIM
YPOBHEM HHIMOMHAa M  HMEIOIIMX 3HAY€HWE B  IPOTHO3UPOBAHHMH
penpoayKTUBHOM (yHKIMU, ObUIa IpOBEJIEHA CTaTHcTUYeckas oOpaboTka
MOJIYYEHHBIX JAHHBIX.

JUiss  u3ydeHHs XapakTepa B3aMMOCBSI3U MEXIYy KIMHUYECKHUMH U
TOPMOHQJIBHBIMU [IOKA3aTEISIMU IIOJIOBOI'O PA3BUTUSA U KX KOPPEISLMH C
MHrMOMHOM b ObuUl NpUMEHEH KOppeIsLMOHHBIA aHanu3. ChIBOPOTOYHAA
KOHIIEHTpalusi MHruOuHa b y MOApOCTKOB, OMEPUPOBAHHBIX IO MOBOIY
KPUOTOPXU3Ma, UMeJIa MOJI0KHUTEIbHYI0 KOPPEIALUIO CPEIHEN CHIIBI C 00bEMOM

HU3BeJIeHHOTO stmuka (I = 0,60), BETUYMHON TECTUKYJISIPHOTO KpPOBOTOKa (I =

0,66) u ob6bemoMm mpencrarenabHOM kene3bl (I = 0,56). VYcraHoBieHa
OTpHUIIaTeIbHAS B3aMMOCBSI3b WHTHOWHA b C YpOBHEM
bouKyJIoCTUMYIUpYIOIIero  ropmMoHa.  [Ipm  oleHke  pe3ysbTaToB

KOPPEISIIMOHHOTO aHaji3a y MAIBYMKOB C THIIOCTIaueil oOpainana BHUMaHUE
KOppeysiiisi  cpenHedl cuibl ypoBHsS wuHrHOmHa b ¢ oObemMom ronafm.
VYCTaHOBIEHBI CHJIBHBIC TIOJIOKUTENBHBIE KOppensinuu WHruomHa b ¢
MoKa3aTessMi  TECTUKYJsIpHOro KpoBoToka (r = 0,83) u oObemom
npexacrarenbHoil  xene3bl  (r=0,87) W OTpULIATENIbHBIE  KOPPEJSALMH
(GOJIMKYTOCTUMYJIUPYIOIIETO  TOPMOHA € 3TUMH K€  KIMHUYECKUMHU
nokasaremsiMu.  Emie  pa3  TOATBEp)KIACHA  CUJbHAs — OTpHIIaTeIbHAs
KOppEIAIMOHHas B3auMocCBsi3b uHrmomaa b uw OCIT (r = -0,84).Takas
3aBUCUMOCTH XapaKkTepHa IJIs 3aKIIOUYUTEIFHON CTauu MyOepTaTHOrO MepHoaa
[Raivio T, Saukkonen S, Jaaskelainen J et al., 2000; Meachem SJ,  Nieschlag
E, Simoni M, 2001]. Koppensuus uurubwaa b ¢ oObeMoM roHaj uMesa
cpennioro cuy (r = 0,59). JlnmHa mojoBOro wieHa He KOppeaupoBajia HU C

OJHHMM M3 KIIMHHUYCCKHX W I'OPMOHAJIbHBIX HOKaSaTeHeﬁ, 4yTO OBLIO paCcuCcHCHO
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KaKk  HapyumieHue  (U3MOJOTMYECKUX  B3aMMOCBSI3€H  MEXOY  YpOBHEM
PENpPOAYKTUBHBIX TOPMOHOB M KIMHHUYECKUMH IOKa3zaTelsiMu ny0Oeprara y
MTAIMEHTOB C TUIOCIAUEN.

[Ipy mnomomuM perpecCuOHHOrO aHajau3a ObUIM BbIACIECHBl Haubosee
3HaYMMble KJIMHUYECKUE M  TOPMOHAIbHbIE  (DAKTOPbHI, MO3BOJISIOLIUE
[IPOTHO3UPOBATh COCTOSIHUE KIETOK CepToiau B IMEPUOJ IOJIOBOIO PA3BUTHSL.
[Tpu mocTpoeHUH PErpecCHOHHOIO ypaBHEHUS MHTMOMH b, ypoBeHb KOTOpPOTO
OTpakaeT (PYHKIIMOHAIbHOE co3peBaHue KIeTok CepToiu, SBISIICA 3aBUCUMOM
IIEpEMEHHON. B KkadecTBe HE3aBUCHMBIX IIEPEMEHHBIX y MAIBYUKOB C
KPUOTOPXU3MOM OBbUIM B3AThl KIMHUYECKHE U TOPMOHAJbHBIE IOKa3aTelu,
XapaKTEepU3yIOLIME COCTOSTHAE TOHAJ B IIEPUOJ MIOJIOBOTO PA3BUTHS.

PerpeccrOHHBIN aHAINA3 ITO3BOJIMII BBIIEIUTH IPOTHOCTUYECKA 3HAYMMBIC
nokasarenu co3peBanuss PC  w  onpenenuts UX BKJIAJX B MPOTHO3UPYEMBIN
nokasaresib (epTUIbHOCTU. B pe3ynbrare NpOBENEHUS PErPECCHOHHOTO
aHaJlu3a y MaJIbYMKOB C KPHUITOPXU3MOM OBLIO YCTAHOBJIEHO, YTO OOBEM
HU3BEACHHOTO  sinyka, MyOepTratHbli  ypoBeHb @DCI, HMHTEHCHBHOCTb
TECTUKYJISIPHOTO KPOBOTOKA, CKJIEPOTHUYECKHME M3MEHEHUs TECTUKYJIAa WU
TECTUKYJISIPHOTO IIPUAATKA UMEJIM CTATUCTUYECKU 3HAYUMYIO JIMHENHYIO CBS3b C
UHTMOMHOM b # paHXupoBaHbl 1O MEpE YBEJIMYEHHS] PErpecCHOHHBIX
K03 dunreHToB. YCcTaHOBJIEHA TTOJIOKUTEIIbHAS CBA3b C 00bEMOM TECTHKYJA M
CKOPOCTBIO  KPOBOTOKA, OTpHLATENbHAsA CBSI3b CO  CKIEPOTUYECKUMU
n3MeHeHusiMu tectukyna u OCI'. Takue nepemMeHHble KaKk 00b€M MOIIOHOYHOTO
AW4YKa, YpoBeHb JII' M1 TECTOCTOCTEPOHA HE MMENIM CTATUCTUYECKH 3HAYHMMOIO
BIUSIHUA Ha TnyOepraTaHblii ypoBeHb HHruOuHa b. [Ipu nposeneHun
pPErpecCHOHHOr0 aHajlu3a y TNAallMeHTOB ¢ Tunocnaaved MHruouH b umen
IPSAMYIO TTOJIOKUTEINBHYIO CBSI3b CO CKOPOCTBIO TECTUKYJISIPHOI'O KPOBOTOKA M
00BEMOM MPECTATENBHOW KeJNe3bl W OTPULATENbHYIO CBSI3b C YPOBHEM
(G OJTMKYTOCTUMYJIUPYIOIIETO0 TOPMOHA.

Pe3ynbTaThl  perpecCMOHHOrO  aHalIW3a IMO3BOJISIIOT  MPOTHO3UPOBATH

byHKIIMOHATBFHOE cOocTOsTHUE KieTok CepToaum W HampaBieHbl HAa paHHEe
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BBISIBJICHUE PENPOAYKTUBHBIX HAPYUIEHUNA Y MaIbYUMKOB C KPUITOPXU3MOM H
TUIIOCIIaTUEH.

VYuuThiBas BIUSHHE MHOTOYMCIICHHBIX TE€HETUYECKUX, AHTECHATAJIbHBIX U
HK30TE€HHBIX (PaKTOPOB Ha GOPMHUPOBAHKE PEIPOTYKTUBHOM CUCTEMBI, OJTHOM U3
HalllUX 3aJa4 SBUWJIOCh OINPENECIUTh BIHSHUE IPOBOJUMOIO JICUCHHS Ha
(GYHKIIMOHATBPHOE  CO3pEBAaHUE  KIETOK CIEPMATOICHHOTO JNUTENUA H
dbopMHpoBaHUE PENPOAYKTUBHOTO MOTEHIIMATIA MAJTBYUKOB C KPUIITOPXU3MOM.
C aT0i1 1Eenp0 HaMK ObLT IPOBEIEH MHOTO(PAKTOPHBINA JUCIIEPCUOHHBIN aHAJIU3.
W3yyeHo BiusiHME BO3pacTa MPOBOJMMOIO JIEYEHUs, BUAA ONEPALUU, Teparuu
XOPHOHUYECKUM TOHAJOTPOINIMHOM Ha IMyOepTaTHbIE MoKa3aTenu uHruonHa b
OpU  pPa3IU4YHOM YPOBHE 3aJEPKKU SHUYKA: OJHOCTOPOHHEM I1axXOBOM
KPUIITOPXU3ME, JIBYCTOPOHHEM IMaXOBOM W OJHOCTOPOHHEM a0J0MHHAIBHOM
kpunropxusme. [lpu oreHke pe3yabTaTOB IUCIIEPCHOHHOTO aHaidu3a ObLIo
YCTaHOBJICHO, YTO TIPU OJHOCTOPOHHEM MaXOBOM KPUIITOPXU3ME MyOepTaTaHbIi
ypOBEHb MHTHOMHA b riMen o0paTHYI0 3aBUCUMOCTh OT BO3pacTa MpPOBEIACHHOTO
OMEpPAaTUBHOIO JIEYEHHsS] W HE 3aBHCE]l OT BHJA ONEpalud W Ha3HAYEHUs
XOpUOHUYECKOTO roHagoTpornuHa. [lokazatenu mHrubwHa b y Mamp4mkoB c
JIBYCTOPOHHUM I1aXOBBIM KPUIITOPXWU3MOM OBLTM HU3KUMHU TIpH  JTFOOOM
COYETAaHUU H3ydaeMbIX (PakTopoB. Takue pe3yabTaThl SBISIIUCH 0XKUAEMbIMHU,
MOCKOJIbKY 52% MalbuMKOB JAaHHOW TpyNIbl COCTAaBISJIM MAlMEHThl C
BPOXKICHHBIM  TUIOTOHAJOTPOINHBIM  TUHOroHagu3mMoMm. M3  aHamuza
JUTEPATypHBIX JAHHBIX CJEAYET, YTO HEKOTOPhIE aBTOPHI TMpeararoT
UCIIONIb30BaTh Mapkepbl kietok Cepromu (uarubun b u AMI) s
JIMarHOCTUKH BPOXKIEHHBIX (OPM THIOTOHAIOTPOMHOTO TUMOTOHAIU3MA Y
neteir u moapoctkoB [Grinspon RP, Loreti N, Braslavsky D et al., 2012] .
[IpoBeneHue CTAHJAPTHBIX  CTUMYJISILIMOHHBIX TECTOB y  Jereu
HEUH(POPMATUBHO, Y TOAPOCTKOB - TO3BOJISIIOT OIEHUTH TOJIBKO (DYHKITHIO
kieTok Jleliaura. ABTOpBI TakXke MpejiaratoT UCIOJIb30BaTh MPOBOKAIIMOHHOE
neyenue pekomMOuHaHTHBIM DCI' 11s oneHKH (QYHKIIMOHAIBLHOTO MOTEHI[MAIa

KkieTok CepTou.
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VY nereii ¢ OJHOCTOPOHHMM a0JOMHHAIBHBIM KPUITOPXU3MOM Ha YPOBEHB
MHrMOMHA b OKa3bIBasiM BIMSHHE BO3PACT M BUJ MPOBOJUMOrO OINEPATUBHOIO
neuenns. Hambonee BBICOKHME TOKa3aTend WHTHOWHA b MMenu marueHThl C
OAK, koTopbIM ObLIa BBITIOJIHEHA OJJHOCTOPOHHSISI OPXHUOIKTOMHUS B BO3PACTE OT
0 mo 2-x nmet. Bee mamuenTtsl ¢ OAK, KOTOpbIM ObliIa BBHITIOJHEHA OPXHOMEKCHUS
MMEJTM HU3KHUE TToKa3aTem nHruornHa b, He3aBUCHMO OT BO3pacTa MpOBEICHHOM
olepalyy U Ha3HAUYCHUS XOPUOHUYECKOTO TOHAIOTPOITMHA.

Takum 00pa3oM, ObLIO YCTAaHOBJIEHO, YTO (PYHKIIMOHAIBHBINA IMOTEHIIMAI
xietok Cepromu y manpuukoB ¢ OIIK 3aBucuT OT BO3pacTta mpoOBENEHHOU
opxuonekcuu, y maiabuukoB ¢ OAK - OoT Bo3pacTa M BHAA ONEPATHBHOIO
neyenus. Haubonee BbICOKME TIOKa3aTeId TOPMOHAJIBHOIO  Mapkepa
cnepmatoreHe3a wuHruOuna b wumenn mnanumentel ¢ OAK, mnepenecuiue
OJIHOCTOPOHHIOKD OpXHMOAKTOMHIO B Bo3pacte 0 — 2 gjer. Tepamnud
XOPUOHUYECKUM TOHAJOTPONUHOM, MPOBOJAMMAs B MperyoepTaTaHOM TMEPHUOJIE,

HC BJIMACT HaA HY6epTaTHBIe ITOKa3aTe)iM MHruouHa b.

Hrorosoii nenpro Hadmonenus Mansunkos ¢ BIIIIP asnseTcst coctaBienne
nporHo3a (epTuiabHOCTH. MHOTOYUCICHHBIE HCCIEAOBAaHUS TOKa3aJld, YTO
WHTUOUH b SBIISIETCS XOPOIIMM MapKEpPOM CIIEpMATOreHe3a, KOPPEIHPYET C
00BEMOM TOHAJ M KOJMYECTBOM CIIEpMaTo30ua0B B dskyisare [Pierik FH,
Vreeburg JT, Stijnen T et al., 1998, Bohring C, Krause W, 1999; Andersson
AM, Petersson JH, Jorgensen N et al., 2004; Tapacosa MH c coasr., 2008]. B
X0JIe HAIIETO HCCIIeIOBAaHUs OOHApyXeHa CBsI3b MHTMOMHA b ¢ kmuHUYecKkuMu
MOKa3aTeNs MU CO3pPEBAaHUSI PENPOAYKTUBHOM cucTtembl. OJHAKO YETKHUX
KPUTEPHUEB, TMO3BOJISIOMIUX MPOTHO3UPOBATh (DPEPTUIBLHOCTH TIO YPOBHIO
uHTHOWHA b He ycTaHOBJIEHO. 3aKIIFOUNTEIBLHBIM TANIOM HAIIIETO UCCIICIOBAHMUS
ObLT TIpOBENEH crepmatojiornueckuidi aHanu3 y 30 HaOmogaeMbIX HaMu
MalKMeHTOB NP JOCTHKEHUU UMHU Bo3pacTa 18 ner. Pe3ynbTaThl ciepmorpamMmm
ObUTM  HCMOJB30BAaHbI JUII  COCTABJICHUS ITPOTHOCTUYECKOM MOJEIH,

MO3BOJISIONIEH paccuyuTaTh BEpOSTHOCTH (hepTuinbHOCTH naruenta ¢ BIIIIP mo
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ypoBHIO wHTHOMHA b B mepuwonm mosoBoro pasputus. C 3TOW MENbl0 ObLT
IPUMEHEH METO/T JIOTHCTUIECKON PETPECCHH.

[Ipu moOCTpoeHWH JIOTUCTUYECKOW PErpecCHOHHON MOJACIN B KadeCTBE
3aBHCHMOM TIEPEMEHHOUW ObLT MCIOJIb30BaH KaueCTBEHHBIM OWHApPHBIN MPU3HAK
bepTUIBLHOCTH TAIMeHTa: MalueHT GepTuiieH audo HedepTuneH. B kadectse
NPEIUKTOPa, OINPEACTSIONIEro (epTUIHLHOCTh MalMeHTa, Oblla MCHOJIb30BaHa
KOHIICHTpaIusi UHruOuHa b B CHIBOpOTKE KpOBHU. Pe3ymbTarhl JTOTHCTHYECKOTO
pPErpEeCCHOHHOTO aHaM3a TOKa3alld, 4YTO KOHIIEHTparusi WHruOmHa b
CYIIECTBEHHO BIIMAECT HAa MPOTHO3 (EPTHIIBHOCTH, O YEeM CBHUACTCIBCTBYET
BBICOKHIl ypoBeHb kpurepmst y° =51, p < 0,0000001. BeposarHocTh
GepTIIBPHOCTH TAIMeHTa MOYKHO PacCUMTATh MPHU MOMOIIA MaTeMaTHYECKOTO

BBIPpAKCHHA:

exp (-33,689+ 0,19 X)
1+ exp (-33,689+ 0,19 X)

rie Y — BEpOSITHOCTh (PEPTUILHOCTH MAI[UEHTA;

X — 3Hauenue Murubuna b

MeTomoM MHTEpaKITUU MBI o00pany 3HaueHne MHTHOWHA b, mpu koTopom
BEPOSTHOCTh (PEPTWILHOCTU cocTaBisieT 95% wu Oosee. DTo 3HayYeHUE
COOTBETCTBYET KOHIIEHTpallMM MHIHMOMHAa b B cbIBOpoTKe KpoBU 192 nr/mi
YpoBenbr uHrnOMHa b, TpUM KOTOpPOM BEpOSTHOCTH GepTwibHOCTH < 5%
cocrapysier 160 nr/mn 3Hauenust uarnOuHa b ot 160 o 190 nr/mn 3aHumaroT
MIPOMEKYTOUHOE TOJIOKEHUE, TMPOTHO3 (PEPTUILHOCTH IS JAHHBIX 3HAYCHHM

coCTaBigeT OT 5 110 95%.

[IpoBeneHHOE HaMH HICCIIeIOBaHNE OBLIO HAMIPABJICHO HA PAHHEE BBHISIBICHHE
U CHUCTEMAaTU3MPOBAHHOE JMHAMHYECKOEC HAOIIOJEHWE  TAIMEHTOB C
BPOXKJICHHOM TATOJOTHUEH TMIOJIOBOIO PAa3BUTHS; BBIJICIICHUE TAIIMEHTOB,
COCTaBJISIFOIIMX TPYIIYy PUCKA MO PA3BUTHUIO PENPOAYKTHUBHBIX HAPYIICHUN;

COCTaBJICHUE TPOTHO3a (EepTWIBbHOCTH. B  pe3yibrare  HCCIeIOBaHUS
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OTIpe/IeNIeHbl pErMOHANIbHBIE peepeHCHbIEC 3HAUCHUS U1 00beMa rOHa/l, JJIMHBI
MOJIOBOrO WIEHA M NOKa3aTeJed PEnpOAYyKTHUBHBIX TOPMOHOB ISl 3JI0POBBIX
MaJIbYUKOB C BPOKJIEHHOM MAaTOJIOTMEH IMOJOBOTO Pa3BUTHSA B MEPUOJ MUHH-
nyOeprata u mnyoOeprara. IIpoBeneHa oleHka MUHU-TIyOepTaTta y JeTed cC
KPUIITOPXU3MOM,  THUIOCHaaued, HapymeHueM  (OpMHUpPOBaHUS  MOJA.
Omnpenenena pojib TOPMOHAIBHBIX HCCIENOBaHUM i IuddepeHIHaTbHOMN
nuarHoctukn HOII B mepuon muHU-myoeprata. DyHKIIMOHATBHAS OIICHKA
TUTIOTAJIAMO-TUIIO()U3aPHO-TOHATHON CUCTEMBI Y MAJTbYUKOB C KPUIITOPXH3MOM
B TNIEPBbIE MECSIIbI )KU3HU MMO3BOJIMIIA BBIJCIUTh TPy AETEH, YTPOKAEMBIX MO
Pa3BUTHIO PENPOAYKTUBHBIX HapymeHuil. ClenyromuM 3TarnoM MPOBEICHbI
MOHUTOPHUHT TOJIOBOTO Pa3BUTUSI MaJbUYMKOB, ONEPUPOBAHHBIX IO MOBOIY
KpUIITOpXU3Ma M THUIIOCHAJNM; OIICHKa myOepraTta y JeTed ¢ HapylleHHeM
dbopmupoBanus nosia. B pe3ynbTaTe NMpOCHEKTUBHOTO HAOJIOACHUS, BBISBIICHA
[IaTOJIOTHsA Pa3BUTUS OPraHOB PENPOAYKTHBHOM cHUCTEMBI. OmnpeneneHa
CTPYKTypa PENPOAYKTUBHBIX HApYILICHHN Yy NAlUHUEHTOB C «IapLUUAIbHBIMI)
Bapuantamu BIIIIP, Bkirogaromas runmoroHagoTponsiil runoronaansm y 18,5%
MaJIbYUKOB C KPUNTOPXU3MOM, THUIEPrOHAJOTPOIHBIA TUMOroHaansM y 7%
MaJbYMKOB C KPUNITOPXU3MOM, a TAKXKE M30JUPOBAHHOE HApyIICHUE (DYHKIIHH
kieTok Cepromm y 30% mManpb4ukoB ¢ KpUNTOPXU3MOM U 'y 50% MaapyuKOB CO
CPEIHUMH U TMPOKCUMaJIbHBIMU ¢dopMamMu runocnaaud. Ha ocHoBaHus
U3y4YeHUsI TapamMeTpoB TMOJOBOTO pa3BUTHUSA, OBLI COCTABJIEH IPOTHO3
(GepTUIIBHOCTH MaJbYMKOB C BPOXKJIECHHOM NATOJIOTHEW penpoayKTUBHOM
cuctemMbl. M3ydeHo BiusiHue (HAKTOPOB MPOBOJAMMOIO JICUCHMS: BO3pacTa
Omepaluy, BUIA ONEpPali U Ha3HAYEHUs XOPUOHUYECKOrO TOHAIOTPONMHA Ha
dbopMHpoBaHUE PEMPOAYKTHBHOTO TMOTeHIMana ManbuukoB ¢ BIIIIP.
Pa3zpaboTana craTucTudeckass MOJCIb, MO3BOJISIONIAS] PACCUYUTATh BEPOSTHOCTD
(GbepTUIBLHOCTU MallMeHTa, Ha OCHOBAaHWU  KOHIEHTpaluu uHruOmHa b B
CHIBOPOTKE KPOBU B MEPUO/I ITOJIOBOTO Pa3BUTHSI.

Takum 00pa3oM, Ha OCHOBAaHUHU MPOBEJECHHOTO MCCIIEIOBAHUS OIpPEIEIICH

CUCTEMaTU3UPOBAHHBIN NOAXO0] K BeAeHUI0 rmanueHToB ¢ BIIIIP, mo3Bostommia
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OLICHUTh COCTOSIHUE PENPOJYKTUBHOW CUCTEMBI B JETCKOM BO3pacTe Ha BCEX
JTamax  pa3BUTHUSA, MPOTHO3UPOBATH  PENPOAYKTUBHYIO  (QYHKIHUIO H
BepUPUIMPOBATh TMATOJOTHUIO PENPOAYKTUBHOM CHUCTEMBI 1O 3aBEpIICHUS

q)YHKHHOHaJILHOFO CO3PCBAaHUS ITOJIOBLIX KCJIC3.
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BbIBO/IbI

1. YcranoBieHsl pedepeHCHbIE MOKa3aTeIu PENpOIyKTUBHBIX TOPMOHOB JJIsi
UMMYHO(EPMEHTHOTO aHajlH3a y 370POBBIX MAJIbUMKOB B MEPHOJ] MHUHH-

nyOeprata. KoHIEeHTpalui TOHaJOTPONUMHOB M WMHrHOMHA b y 310pOBBIX

ManbuukoB 1 — 3 mecsaieB conoctaBuMbl ¢ Il — IV cragusamu mosioBoro
pa3BUTHS, KOHIIEHTpAlUsi TECTOCTEpOHAa - ¢ IIOKa3aTels MM Hadalia
nyOeprara.

2. Teuenne MUHH-TTyOEpTaTa y MaJIbYMKOB C KPHUITOPXHU3MOM 3aBHCHT OT
YPOBHS 3a/IEPKKH SIMUKA U XapaKTEPUIYETCA:

- CyOKJIMHMYECKUM TOBBIIIICHUEM YPOBHs TOHaIOTponuHOB y 40% nerew c
IIaXOBOM PETEHLNEN;

- runotpodueit roHan, HegocTaTOYHOWM (QyHKIMeN kietok Jleinura u
Cepronu cootBeTcTBeHHO y 50% u 80% MaibuukoB ¢ abJOMHUHAIBHOU
PETEHLIMEN TECTUKYIL.

Teuenne MuHU-TIyOepTaTa y MAIMEHTOB C TUIIOCHAJAMEH M JBONCTBEHHBIM
CTPOCHHEM HApYXHBIX TIOJIOBBIX OPraHOB COOTBETCTBYET BapHaHTY
HapyiieHus GopMupoBaHus MoJa.

3. Ilo mepe mporpeccupoBaHusi MmyodepTaTa NapauIeTbHO C yBEIWYCHHEM
oO0beMa TOHAaJ W KOHIEHTPAlUU TMOJIOBBIX CTEPOUAOB, TMPOUCXOIUT
yBEJIMYEeHNE KOHIICHTpauu nHruouaa b B ceiBopoTke kpoBu oT [120 - 142]
nr/Mia B TNepuoja WHUNManuu nybeprara no [186 - 250] nr/mu mpu
noctmwkennn Gy CTauM MOJIOBOTO Pa3BUTHAL.

4. TlonoBoe pa3BUTHE MAIBUYUKOB C KPUIITOPXU3MOM XapAKTEPU3YETCS:

- TUNOTpO(UEN U CTPYKTYPHBIMU U3MEHEHUSIMU MapeHXUMbl HU3BEIECHHOIO
naxoBoro simuka y 60,5%, runorpodueit mpencrarensHoi xene3sl y 53%,

GbyHKIIMOHATBHON HeAocTaTouHOCThIO KiIeTok Ceptomu y 23% u 62,5%
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MaJIbYUKOB C OJHOCTOPOHHHUM U JABYCTOPOHHUM MaXOBBIM KPUITOPXU3MOM
COOTBETCTBEHHO;

- TUNOIUIa3HE€Nl W CKIEPO30M HHU3BEAEHHOIO a0JOMHUHAIBHOTO SIMYKa — Y
75%,  rumnoruazued  MpeACcTaTeNIbHOM  JKee3bl,  CyOKIMHHUYECKUM
HapymieHueM ¢GyHkuuu kietok Jleiaura y 57% U QyHKIIMOHAIBHON
HEJOCTAaTOYHOCTHIO KJIETOK CepTosin y BCEX MaTbYMKOB C a0JOMHUHAIBHBIM
KPUIITOPXU3MOM.

[Tatonorust penpoayKTUBHOW CUCTEMbl Y MAJIbYUKOB C KPUITOPXU3MOM U
3aJ€P>KKOW MOJIOBOTO PA3BUTHS XapaKTEPU3YETCH:

- TUIIOTOHAJOTPONHBIM THIOTOHAIM3MOM - Yy 6% u y 52% MalbuukoB C
OJTHOCTOPOHHEM M JBYCTOPOHHEN MaXOBOW PETEHIIMEN TECTUKYJT;

- TUIEPrOHAJOTPONHBIM TUNOroHagusMoM — y 9.5% u 50% nereit c
JIBYCTOPOHHEHN MaxoBOM U a0JIOMUHATILHON peTEeHIIMEN TeCTUKYII.

[TomoBoe pa3BUTHE MAJBUYUKOB C TUIIOCHAJAUEH XapaKTEPU3YETCS MaJIbIMU
pasMepaMu TMOJOBOTO UJI€HA, THUMOTPOQHUEH MpeacTaTelbHOM jKele3bl, U
ONPENEIAECTCS y MAIBYMKOB C MOIIOHOYHOM TUNOCHaauer B 3,5 pasa yaiie,
yeMm Mmpu CcTBOJIOBOM (opme. Hapymenue Qynkimu kinetok Cepronu mnpu
HOPMAJIbHOW aHAPOTCHIPOAYIHUPYIONIeH GyHKIIUA TOHAM BBIABICHO Yy 25%
n 80% DanueHTOB C€O CTBOJIOBOM M  MOLIOHOYHOW THNOCHAANEN
COOTBETCTBEHHO.

Hapymienue ¢opMupoBanusi mosia BIEpPBbIE JUArHOCTUPOBAHO B MEPUOJ
nyOeprata y 15% nereil. Y Bcex MaluMeHTOB ¢ HapylIeHHEM (POPMUPOBAHUS
T0JIa TP JIOCTUKEHUU ITyOepTaTHOTO BO3pacTa YCTAHOBJICH TUIIOTOHATU3M.

PenpoayKTUBHBIN MOTEHIIMAT MaJlbYMKOB C KPUNTOPXHW3MOM 3aBUCUT OT
YPOBHSI 3a/IEp’KKU sIMYKa, BO3pacTa W BUJA MPOBEAECHHOI'O OINEPATUBHOTO
neuenus. Hambosee BBICOKHII ypoBeHb WHTHOWHA b WMenu mammeHTsl ¢
OJIHOCTOPOHHUM TaXOBbIM KPUIITOPXU3MOM, ONEpUPOBaHHbBIE B Bo3pacTe 0 —
2 JeT W TAIMEeHThl C OJHOCTOPOHHUM a0JOMHUHAIBLHBIM KPUITOPXHU3MOM,

nepeHecmne OopxuodkromMuro oT 0 mo 2 zjer. Tepanusa XOpPHOHUYECKHM
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FOHAJOTPONMHOM  HE  OKa3bplBaJla  IMIOJIOXKUTEJIBHOTO  BIUSHUS ~ HaA
dbopMHpoBaHUE PENPOSYKTUBHOTO MOTEHIIHAIA.

9. IIporHOCTHYECKH 3HAYMMBIMH MTOKA3aTEISIMU (PYHKITHOHAITBHOTO COCTOSTHHS
KJIeTOK CepTonu SIBISIOTCS:
- y MalMeHTOB C KPUITOPXU3MOM - O0BEM TOHAJ, HWHTECHCUBHOCTH
TECTUKYJIIPHOTO KPOBOTOKA, NATOJOTHYECKUE W3MEHEHUS CTPYKTYPhI
TECTUKYJIa, TyOepTaTHBINA YPOBEHDb (DOJUTUKYIOCTUMYIUPYIOIIETO TOPMOHA;
- Yy TAIMEHTOB C THUNOCHAJUE — HMHTEHCUBHOCTh TECTUKYISPHOIO
KpPOBOTOKa, OOBEM TPEACTaTeIbHON Kejle3bl, IyOepTaTHBI ypOBEHB
(b OJUTUKYJIOCTUMYITUPYIOIIETO TOPMOHA.

10. Pa3zpaboTtana craTucTU4ecKass MOJETb, MO3BOJIAIONIAs MPOTHO3UPOBATH
GbepTHIBHOCTh MaJIbYUKOB 1O YPOBHIO MHruOMHa b B mepuoa mosioBOro
pazButusi. BepositHocTh (depTunbHOCTH TipeBbImaer 95% mnpu ypoBHE

uHrubuna b 192 nr/mn Ha ctaauu 3aBepiieHus myoeprara.
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I[TPAKTUYECKHUE PEKOMEH/JJALINN:

Pekomenayercss  oOciemoBaHWE  TAIMEHTOB C  KPUOTOPXH3MOM U
TUTIOCTIAINCH B MEPUO] MUHH-TIyOepTaTa Ml CBOEBPEMEHHON THArHOCTHKU
MATOJIOTUU TIOJIOBOTO PAa3BUTHsI, OIMPEICICHHS TAaKTUKA XUPYPTHYECKOTO
JICYCHHS ¥ TOPMOHAJILHOM TepaInu;
Y nmanmweHToB ¢ HapylmieHHeM (GOPMHUPOBAHUS TOJa PEKOMEHIYETCS
OTIpeJIJICHHE TOKa3aTesield PenpoAyKTUBHBIX TOPMOHOB: T'OHAJOTPOIUHOB,
aHAPOTCHOB, AHTHUMIOJUIEPOBA TOPMOHA W HWHrMOWHA b B mepmom MuHU-
nyOeprata ¢ 1II€JbI0  ONpPENENICHUs TOJOBOM  NPUHAMJIEKHOCTH U
Bepu(dUKaAIUU JUArHO34;
JI1si CBOEBPEMEHHOTO BBISIBJICHHS TATOJIOTUHA PENPOIYKTUBHON CHUCTEMBI Y
MaJb4MKOB  C  KPUNTOPXM3MOM W  THUIIOCMagued  HEoOXOIUMO
CHUCTEeMaTH3MpPOBAaHHOE  JUHamMH4eckoe  HaOmomenue.  [IpenmoxeHsb
AIITOPUTMBI, OTIepECIISIONTIE XUPYPTHUECKOE JICUCHHE U
OHJOKPUHOJIOTUYECKOE BEJEHUE IMallMeHTOB, HAauyWHas C TMepuoja MUHU-
nyoepTaTa 10 3aBeplIeHUs MyOepTaTHOTO Mepruoa.
Jlnst  mpoBeeHUST COOTBETCTBYIOIIMX OJTaloOB JICYCHHS] U KOHTPOJIS
3aMECTUTEIIbHOH TOPMOHAJIBHOW TEpanmvy y TAIMEHTOB C HapyIICHHUEM
dbopMHpoBaHUS TOJa HEOOXoJAMMa  KJIMHUKO-TOPMOHAJIBHAS  OIICHKA
nyOeprara.
Jlis  OleHKM pPEempOayKTUBHOTO TOTEHIIMATa HEOOXOIWMO OIpeaeiecHue
KJIIMHAYECKUX U TOPMOHAJIBHBIX IMOKA3aTENeH MOJIOBOTO PA3BUTHSL:
-y  MaJbYUKOB C KPUOTOPXU3MOM: OO0BEMa TOHAA,  CKOPOCTH
TECTUKYJSIPHOTO KPOBOTOKA, 3XOTrpauueckoil CTPYKTYpPhI TECTHUKYJIA,

KOHIIEHTpaIu (OJTUKYIOCTUMYITHPYIONIEr0 TOPMOHA;
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- Y MaJb4YMKOB C THIOCHAANEH —CKOPOCTH TECTUKYJAPHOTO KPOBOTOKA,
o0beMa npencTaTenbHON KEJIe3bl, KOHIIEHTPAINH
(b OITHKYTOCTUMYIUPYIOIIETO0 TOPMOHA.

6. PexomeHnaoBaHO TpPUMEHEHHUE MaTeMaTHYEeCKOM MOJAENH Mg pacuera
PENpOlyKTUBHOIO TPOrHO3a MalMeHTa. BeposTHOCTh  (epTHIBHOCTU
npesbinaet 95% npu ypoBHe naruduna b 192 nr/min u 6onee. BeposTtHOCTD
dbepTribHOCTH cocTaBisieT oT 5% 1o 95% npu ypoBHe unru6una b ot 160
1m0 192 nr/mn BeposTHOCTh (hepTHUIILHOCTH COCTaBIsET HEe Oonee 5% mpwu

ypoBHe unruouna b menee 160 rr/mi
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CIIUCOK COKPAIIEHUI U YCJIIOBHBIX OBO3HAUYEHUN

AK — abnoMuHanbHBIA KPUNTOPXU3M;

AMI" — aHTUMIOJITIEPOB TOPMOH;

BIIIIP — BpoxkaeHHas maToJIorus OJIOBOTO PA3BUTHS;
['T-PI' — roHagOTpONIUH-PUIIUZUHT TOPMOH;

JTAK — aBycTOpOHHMI a0JOMUHAJIBHBINA KPUIITOPXU3M;
JIIK — n1BycTOpOHHUI ITaxOBBI KPUIITOPXU3M

3I'T — 3amecTuTeNnbHAs TOPMOHAJIBHAS TEPAIINS;

3I1P — 3azeprKKa MOJI0BOrO pa3BUTHS;

JII" — IFOTEenHU3UPYIOLINUN TOPMOH,;

MK — MOIIOHOYHAsI TUITOCTIAAMS;

HO®II — napymenre GopMupoBaHus N0JIa;

OAK — otHOCTOpOHHUM a0IOMUHATBHBIN KPUIITOPXU3M;
OIIK — 01THOCTOPOHHMM aXOBBIM KPUIITOPXU3M;

[IK — maxoBbIii KpUNTOPXU3M;

PC — penpoaykTuBHas cucTema;

CI'" — cTBOJIOBas TUIIOCHAINS;

TPY3U — TpaHcpeKTalIbHOE YIABTPA3BYKOBOE UCCIIEIOBAHUE;
V3 — ynbTpa3ByKOBOE UCCIENOBAHUE;

OCI" — QomUKYTOCTUMYIUPYIOIIHI TOPMOH;

XI' — XOpMOHNYECKU TOHAIOTPOIINH,;

MJIA — MHOTO(aKTOPHBIN AUCTIEPCUOHHBIN aHAIN3;
JJIA — nByx(akTOpHBIN AUCTIEPCUOHHBIN aHAIIN3;

PSV — nunelinas CKOpOCTh KPOBOTOKA;

VM — cpeansis CKOpOCTh KPOBOTOKA,;

Vt— 00beM TecTHKya;

Pi — mynbcarimoHHBIA HHIIEKC;

Ri - mHIEKC PE3UCTUBHOCTH,
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