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BBEJIEHUE

AKTyaJIbHOCTH MpodJeMbl: [Ipo0ieMa qUarHOCTUKU U KOPPEKIIMU TOPOKOB
pPa3BUTHA JKEHCKHUX IIOJOBBIX OPraHOB HAXOJMUTCS B UUCIE TEX, KOTOPhIE IO
MPOILIECTBUU PsAa JIET BHOBb M BHOBb IPUBIICKAIOT BHUMAHUE TMHEKOJIOIOB U
XUPYProB, TaKk KakK MpPH 3TOU MATOJOTUH 3HAYUTEIBHO CHIKAETCS PENPOTyKTHUBHAS
byHKIIMS, TBOpYECKash aKTUBHOCTh JIMYHOCTU U TICUXOCEKCyallbHasl aanTaius B
obmiecTBe, yxyamaercs kadecTtBo »ku3Hu manueHta (JI. P. Xynmosposa, b. b
Hermamxanos, 2005 r.). B mocimennue roapl HaOMOAAEeTCs TEHIACHIUA K
YBEIIMYEHUIO YacCTOThl BBIABICHUS MOPOKOB Pa3BUTHUS PA3IUUYHBIX OPraHOB H
CHUCTEM, B TOM YHCJI€ M TOPOKOB PAa3BUTHUSl TEHUTAIUN, YTO OOYCJIOBJICHO,
BO3MOYXHO, KaK TIOBBIIIEHWEM 3a00JIEBAEMOCTH, COBEPIICHCTBOBAHHUEM METOJIOB
UX JUArHOCTUKH, TaK M YXYIUIEHHEM 3KOJOTUYECKOHM OOCTaHOBKH, MPU ITOM
MOPOKH MOJOBOM cuctembl cocTaBisitoT 4 % (Xamykoea A.3., 1998; bornanosa
E.A., 2000).

AHOMaJIMM Pa3BUTHSI OPraHOB PENPOIYKTUBHOM CHUCTEMBI  SIBJISIFOTCS
MOJIMATUOJIOTMYECKUMHU TIOPOKAMH, CBSI3aHHBIMM C XPOMOCOMHBIMU W T€HHBIMU
aHOMAaJMUSIMHU, TEPATOTEHHBIM BO3JEHCTBUEM HA IUIOJ PAa3JIMYHBIX 3K30T€HHBIX U
SHJIOTEHHBIX (PaKTOPOB, TOPMOHAILHBIMU HAPYIICHUSIMU B MEPHUO]I OPraHOTEeHE3a
(Amamsia JI. B., Iogmy6uerii U. B., 2009; Sadler T. W., 2000) u moryr
HAOJIIOIaThCsl Ha BCEX JTamax ASMOPHOHAIBLHOTO Pa3BUTHS IOJOBOTO TpPAaKTa,
BKJIIOYAs: AHOMAJIMM TOHAJl, BHYTPEHHUX U HAPY>KHBIX MOJOBBIX OPTaHOB.

Ocoboe BHMMaHME CpeAr HHUX 3acCiy>KHBAIOT HapylieHus (GpopMupoBaHUs
nosa (paHee M3BECTHBIE Kak JIBYNOJIOCTb, IMCEeBAOrepMadppoauTu3M U
repMadpoaUTU3M) B BUJY OTCYTCTBUS B JJOCTYIHOW HaM JIMTEPAType KAUYECTBEHHO
pa3pabOTaHHBIX HCCJICIOBAHUN M HEJOCTATOYHOCTH Ha JaHHBIH MOMEHT

OonmyOJMKOBaHHBIX pabOT HMMEIOIIUX JoKa3zaTelbHyro 0a3y. HMwmerommecs



MPOTOKOJIBI U PEKOMEHJIAlUK, MPEIJI0KEHHbIE MHOTHMMHU aBTOpaMU HE BCerja
YAOBIETBOPSIOT TOTPEOHOCTH CIEIHMAIMCTOB M B OOJIBIIMHCTBE OCHOBAHBI Ha
PETPOCIEKTUBHBIX KIMHUYECKUX JECKPUIITUBHBIX HCCICAOBAHMIX, WIH K
SIBJISIFOTCSL. MHEHUSIMU OTJIENIbHBIX AKCHEPTOB B JIaHHOW oOnactu. Jluarnoctuka
MOPOKOB Pa3BUTUSA HAPY>KHBIX IOJIOBBIX OPraHOB MPEACTABISAECT 3HAUUTEIIbHbBIC
TPYAHOCTH, B TOM 4YHUCJE TPU KCIOJB30BAHUM COBPEMEHHBIX METOJIOB
Bm3yanuzanuu (Y3, MPT, nanapockomnuu), 4TO TPUBOAMT K OIIUOKaM B
pacno3HaBaHMM Xapaktepa Imopoka. CieAcTBUEM IUArHOCTUYECKUX OIIMOOK
SIBJISICTCSI BBITIOJTHEHWE HEOOOCHOBAHHBIX XUPYPIHUECKUX BMEMIATEIHCTB Y 24—
34% OO0NbHBIX, OCOOEHHO TPU CIIOKHBIX, COUYETAHHBIX M ATHUIIUYHBIX MOPOKAX
pasButust Matku W Biaranuiia (Agamsu JI.B. u coast., 2008; Fedele L., et al.,
2006, Grumbach MM, Hughes IA, Conte FA., 2003).

Heab padoThbI:

PazpaboTka TakTHKU JajdbHEHIEro BeACHUS JAEBOYEK I'PYHOIO BO3pacTa ¢
aHOMAJIUSIMU Pa3BUTHS HAPYKHBIX MOJIOBBIX OPTaHOB.

3agaum: [{ns 1OCTHOXKEHMS BBILIEYKA3aHHOW €M MMOCTABJIEHBI CIEAYIOIINe
3a]1a4u:

1. U3yunTh 0COOEHHOCTH KJIMHUYECKUX MPOSBICHUN.

2.  YCOBEpIIEHCTBOBATh AJITOPUTM OOCIEIOBAHUSI JICBOUYEK TPYIHOTO
BO3pAacCTa C AHOMAJIMSIMU PA3BUTHUS HAPYKHBIX MOJIOBBIX OPTaHOB.

3. Ilo monmydeHHBIM AaHHBIM ONPENETUTh TAKTUKY JalTbHEHIIEro BeACHHS
JIEBOYEK TPYJHOTO BO3pacTa C AHOMAJUSMH Pa3BUTUS HAPYKHBIX IOJOBBIX
OpraHoB.

Marepuansni: JIyisi  BBINOJHEHUS]  TOCTABJCHHBIX  3aJad  IMPOBECTHU

KIIMHUYCCKOC UCCICAOBAHUC.



IIpocniekTHBHOE M3ydYeHUE HCTOPUN posioB 40 J1€BOYEK I'PYJHOrO BO3pacTa
POAMBIIMXCS C aHOMAJIMSMU Pa3BUTHS HApPy>KHBIX MOJOBbIX opraHoB 3a 2010-2013
roja.

UccnenoBanust mpoBoawics B JleTckoM MHOTOnpopuibHOM MEIUIIUHCKOM
LEHTPE B OTAEJIEHUE NETCKOW TMHEKOJIOTHH.

MeToabl uccae10BAHNS:

COop aHaMHe3a: TIIATETBHBIM COOp CEMEWHOr0 W TEHEATOTUYECKOTO
aHaMHe3a: €CTh JIM POJACTBEHHBIN Opak, HaTMYMe aHOMAJIUNA Pa3BUTHUSI TEHUTAIUNA B
poay, HeoHaTalbHAsl CMEPTHOCTb, IEPBUYHASI aMEHOPEsI UM OECIUIONE Y IPYTHUX
YJICHOB CEMbH, TEUCHUE HACTOSIIEH OEPEMEHHOCTH Y MaTEPH.

1. ®usukanpHoe oOcnenoBanue: CoMaTHUueCKUi  CTaTyCc, OILICHKA
BUPWJIM3AIIMUA HAPYKHBIX MOJOBLIX opraHoB 1o [Ipazaepy.
2. UHcTpyMEeHTaIbHbIE METObI UCCIIEOBAHUS: V3u, npu
Heooxoaumoctu MPT.
3. JlaGopaTopHble HCCIEIOBaHUS: OOMCKIMHUYCCKHE HCCIICIOBAHUS
aHaJau3 KPOBU HA KAPUOTHUIL, TOPMOHAJIBHBIN CTaTYyC.
Hayuynasi HoBH3HA: BrepBble OyJeT pa3pabOoTaH TaKTHKa pPaHHEH
XUPYPTUYECKOW KOPPEKIMU AaHOMAJIWK Pa3BUTUS HAPYKHBIX TCHUTAIUU Yy
JIEBOYEK, KOTOPAasi TO3BOJIUT IOOUTHCSA BHICOKUX KOCMETHYECKUX PE3YyJIbTaTOB U
TEM CaMbIM CIIOCOOCTBOBAaTh AaJCKBATHOW TIICHXOCOIMAIBLHON —ajanTariuu
MalUEHTOB.
IIpakTHyeckass 3HAYMMOCTH PadoThI. IIpeayIOKEHHBIN ANTOPUTM ITOMOKET
MPaKTUYECKUM BpayaM BO BpEMsl AMArHOCTUPOBATh U OIPEIEIUTh TAKTUKY
JAJIbHEUIIIETO BEACHMS.
IHon0keHus1, BLIHOCUMBbIE HA 3AIUTY
1. M3yyeHue KIMHUYECKUX MPOSBICHUN aHOMAIWU PAa3BUTHUS HApyKHBIX

MOJIOBBIX OPTraHOB y JEBOYEK I'PYyAHOr0 BO3pacTa ClEAyHUMM MeToaoM (cOopa



aHaMHe3a, Hapy)KHOro OcMOTpa, Y3, peKkTalibHOE HCCIICOBAHUE) YMEHBIIACT
PHUCK HEHY)KHBIX OIEPAaTHBHBIX BMEIIATEIIHCTB.
2. OmnpeneneHrue KapuOTWUIIAa W TOPMOHAIBHOE  HCCIEAOBaHWE daéT
BO3MOXKHOCTh pa3padoTaTh AITOPUTM BEACHUS JIEBOYEK TPYIHOTO BO3pacra C
aHOMAJIMSIMH Pa3BUTHSI HAPYIKHBIX TIOJIOBBIX OPTaHOB.

Buenpenue pe3yJbTaToB padoThl

OCHOBHBIE  TOJIO)KEHMSI ~ JAUCCEPTALlMOHHONM  pabOThl  BHEAPEHBI B
IPaKTUYECKYI0 padoTy B poawibHbil Komiuiekc Ne3 u OJIMMI] r.Camapkanna.
[To matepuanam paboThl ONyOJUKOBAHO 3 KYpPHAJIBHBIX CTATEH.

Amnpobanuu  AucCCepTallMOHHON  paboThl  TpoBeAeHbI Ha Kadeape
aKyIIepCTBO U TUHEKOJOTUS neauarpudeckoro gakynprera CamMU (ampens 2013
rojia), Ha MexkadenpaibHol KoHpepeHuu coTpyaHukoB kadeap Caml'ocMU (7
masg 2013), Ha MmexkadenpanbHoil KoHpepeHunu coTpyaHukoB PCLX umenun
akanemuka B.Baxunosa (TaikeHT, ssHBapsb, 2008).

O0beM M CTPYKTYpa AuCCEPTALAN.

HucceprannonHas paboTa U3J0KEeHa Ha 84 CTpaHMLax KOMIIbIOTEPHOIrO
tekcta mpuproM «Times New Roman» Nel4, cocrtout u3 BBeneHus, 4 TiasB,
3aKJIIOYEHHS, BBIBOJOB W  MPAKTHMUYECKUMX  PEKOMEHJAlMH,  yKa3arems
WCIIOJIb30BAaHHOW mnuTeparypsl. Pabora wmoctpupoBana 6 tabmunamu u 10
pucynkamu. CHCOK MCHOJIb30BAHHON JIUTEPATYPhl BKIIOYAET 85 MCTOYHUKOB, U3

HUX 18 Ha pycCkOM U 67 HA HHOCTPAHHBIX A3BIKAX.



I'masa I O030p uTEpaTYpBI

AHOMaJIUM Pa3BUTHSI MOJOBBIX OPraHOB OCTAIOTCA BAXKHOW MEIMIIMHCKOWU U
colMaJIbHON MpoOseMoil. OHU 3aHUMAIOT BTOPYIO MO3MIMIO CPEAM MPUYUH
MJIAJIEHYECKOW CMEPTHOCTU U 00ycioBauBaoT A0 18,3% ciiyyaeB MHBaIUHOCTH
JeTCKOro HaceseHusi. Cpeau MPUYUH BPOXKICHHBIX IMOPOKOB PAa3BUTHS, HAPANY C
FeHETUYECKUMHU  CYIIECTBEHHOE MECTO 3aHMMAIOT SK30T€HHbIE  (DAKTOPBI,
BO3JICHCTBYIOIINE HAa pa3BUBaroluiics mwion [ 14].

AHOMaQJIMM PA3BUTHUS MOJOBBIX OPraHOB — 3TO BPOXKICHHBIE HAPYLIECHUS
aHATOMHMYECKOTO0 CTPOEHUS I€HUTAIMA B BUJE HE3aBEPILIEHHOI'O OPraHOIeHEe3a,
OTKJIOHCHHUSI BEJIMYMHBI, (JOPMBI, MPOTOPIIUNA, CHMMETPHUH, TONIOrpadun, a Tak ke
HaJn4ue 00pa3oBaHuil, HE CBOMCTBEHHBIX KEHCKOMY OPraHU3MYy B OCTHATAJIbHOM
nepuoe.

Kak wu3BECTHO, pa3iWyHbIE AHOMAJIUM, B TOM YHCJIE KEHCKUX ITOJOBBIX
OpraHoB, (POPMUPYIOTCS MPEUMYLIECTBEHHO B MEPUOA SMOPHUOHAIBLHOTO Pa3BUTHUS
opranu3Ma. CreneHb BBIPAKEHHOCTU MOPOKOB PAa3BUTHUSL 3aBUCUT OT BPEMEHHU, B
KOTOPOM IIPOM30IJIA OCTAHOBKA WJIM U3BPAICHUE PA3BUTHS OpraHa WM CUCTEMBI:
YEM pPaHbILE Pa3BUBAETCA MOPOK B AMOPHOHAIBLHOM NEPHOJE, TEM BbIPAKEHHEE
€ro IPOSBIICHUS B MIOCIEAYIOIIEM.

[IpyuuuHbl, BBI3BIBAIOLIME PA3BUTHE AHOMAJIUM TMOJOBBIX OPraHOB, MOTYT
OBITh DHJIOTCHHBIMU, D3K30TCHHBIMH, HACJICICTBEHHBIMU, MYJIbTH()DAKTOPHBIMHU.
[Topoku pa3BuTUST BO3HHUKAIOT B Ipoliecce BSMOpUOreHe3a TMoJ| BIUSHUEM
MOBPEXAAIMUX (HAKTOPOB K KOTOPBIM OTHOCATCS 3a0oieBaHMsI MaTepu
(MH(pEKIMOHHEIE, SHJOKPUHHBIE), HWHTOKCHUKAUMU (AJIKOrojib, HApPKOTHUKH,
XUMUYECKUE BEIECTBA), paaualUsl, OCJIOXKHEHUS OEpeMEHHOCTH M POJIOB.
HacnenctBennbsie (akToOpbl BBIpAXAIOTCS B BHJAE XPOMOCOMHBIX M TEHHBIX
MyTaluil (XpOMOCOMHBIE a0eppalvu, MO3aulU3M, MEPUIICHTPUYECKAsT WHBEPCHUS

XpoMocoM U Jap.). Benuka posb cpenoBbix (PakTOpoB (CTPECCOBBIE CHUTYALUH,



MICUXOTPABMBI BO BPEMsI BOCHHBIX JCHCTBUM, JJIUTEIBHOE T'OJ0/IaHUE) B MEPHUOJIC
IMOpUOTEeHe3a, KOTOPHIE TAKXKE CIOCOOCTBYIOT PAa3BUTHUIO AHOMAJUN TOJOBBIX
opraHos [12].

Ponp wacnencTBeHHBIX (PakTOpoB B (HOPMUPOBAHHHM TIOPOKOB Pa3BUTHS
JKEHCKOM penpOAyKTUBHON CUCTEMBI [0 JaHHBIM MUPOBOUW CTATUCTUKHU COCTABIISIET
oT 10 1o 25%. Ilpodeccuonanbubie BpeAHOCTH B KaTaMHE3€ POAUTENCH (KOHTAKT
C XHUMHMYECKMMH BEIIECTBaMH, paauanusa) BbisiBIeHbl B 18,6% ciiyyaes
dbopMHpoOBaHUsA TMOPOKOB Yy IMOTOMCTBa, M Oosiee, yeM B 65% ciydaes,
TEpaTOTeHHbIE (PAKTOPBI OCTAIOTCS HEBbIsICHEHHBIMU [4,11,67,78].

1.1 YacroTa u pacnpocTpaHeHue: YNOMHHAHUS B HCTOYHUKAX KacaTelIbHO
HaJIMYMsl aHOMaJIWK MPOU3BOJHBIX MIOJUIEPOBBIX MNPOTOKOB aatupyrorcs 300
roJIoM 110 Hamiel 3pel. B cBoto ouepens mo manabiM Komym6o (Columbo) nepssiii
JIOKYMEHTUPOBAHHBIN Clly4yaid areHe3uu Bilarajviia aatupyercs 16 sexkom [79].

[To maHHBIM pa3HBIX aBTOPOB YACTOTA MOPOKOB PA3BUTHS IMOJOBBIX OPraHOB
mupoko Bapeupyer. K mpumepy mo ganaeiM A. A. BepbGenko, E. B. I'magym
MOPOKM PAa3BUTHS IIOJIOBBIX OpPraHOB COCTaBIAIOT 4 % BCeX BPOXKICHHBIX
aHOMaNui. AIUlasus BJArajivia BCTPEYACTCA B IOMYJSIUMUA C 4acTOTOW 2—4 Ha
10000 [5,6]. Hepenko 3Ta maToJIOrusi MOXKET COYETAThCA C MOPOKAMHU Pa3BUTHS
MOYEBBIACIUTENBHBIX OpraHoB (55,7-60 %). [10,13].

VY JKEHIIWH NOPOKM Pa3BUTUS MOYEBOM CUCTEMBI BCTpEYarOTCA B 2—3 pasa
yaiie, 4YeM Yy MYXKYMH, W TpU 3TOM MHOTME U3 HHUX CONPOBOKIAIOTCS
HeJepKaHUEM MOYH.

BpoxxaeHHble MOpPOKM pa3BUTHS MaTKM M Blaranuina BcTpedatores y 3,2%
XKEHIIMH penpoaykruBHoro Bo3pacta [3]. Ilo nawweim P. Heinonen [37],
NAlMEHTKH C BHYTPUMATOYHOM MEPEropoiKoi cocTaBiisAoT 48% oT o01ero yncina
NAalUEHTOK C MOpoKamu pa3BuUTHs Martku. CorjiacHO AaHHbIM A. 3. XanrykoeBou

[18], u3 855 o00cienoBaHHBIX MNAIMEHTOK C Pa3IMYHBIMM MOPOKAMH PAa3BUTHUS
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MaTKd M BIIarajuila KOJMYECTBO OOJIbHBIX C BHYTPUMATOYHOU MEPEropoaKon
coctaBisieT 16,3%, a cpenu OOJIBHBIX C MOPOKAMU pa3BUTUS MATKU — 54,7%.

B Ilotnanauu 310 cooTHoleHue coctapigeT 5,8 Ha 1000 kMBOPOKIECHHBIX
nerer. Ilpm srom B 1 cimywae Ha 4000 >XMBOpPOKIEHHBIX, MOPOKU Pa3BUTHSA
MOJIOBBIX OPraHOB CTOJIb BBIPAXKEHBI, YTO MIPUCBOCHUE IOJIA MPU POKIACHUU
CTaHOBUTHCS HE BO3MOXKHBIM.[70]. [lo JaHHBIM HEMEUKOUN 3MUIEMUOIOTHYECKON
CIIy»OBI, YaCTOTa BCTPEUYAEMOCTH POXKICHUSA JETe C HESICHBIM TIOJIOM U
MIPOMEKYTOUYHBIM THUIIOM Hapy>KHBIX IOJIOBBIX OPTaHOB KaK MUHUMYM COCTaBJISIET
2,2 cnygaeB Ha 10 000 cyuyaeB, HO B TaHHOE WCCJICIOBAHUE HE OBLUTH BKIIFOYCHBI
T€ Cclydad, KOTOpble HE ObUIM OYEBHJIHBIMH TPU  POXKICHUH, HO
JIMarHOCTUPOBAHHbBIE TMO3kE B JETCKOM WM MOJAPOCTKOBOM Bo3pacTe. boiee
cnenuduueckue ciydau BcTpedarorcss B cootHomieHud 1 na 100 000 pomos unu
MeHblIIIe [26].

Ho, HecMoTpsi Ha BbIlIeyKa3aHHbIE JaHHbIE (aKTUYeCKash YacTora u
pacpoCTPaHEHHOCTh MOPOKOB Pa3BUTHS MOJOBBIX OPTaHOB B OOIIEH MOMYJISIINH
OCTAaE€TCs HEW3BECTHBIM, TaK KakK OIPEIECIEHHbIE NOTPEIIHOCTU MPENATCTBYIOT
cOOpy TOYHOM SMUIEMHOJIOTMYECKUX JaHHBIX. K CIOBY MOPOKU pa3BUTHUSI MATKHU
3a4acTyI0 OCTalOTCS HE JUArHOCTUPOBAHHBIM MPHU POKICHUH, & TUATHOCTUPYIOTCS
B JICTOPOJHOM BO3pacTe, KOTJa TMOSIBISIOTCS HApPYIIEHUS PEnpOayKTUBHBIX
byukiui. Jlpyrumu QaktopaMy, BIMSIOIIUMH Ha HEPETrYJSAPHOCTh JIAHHBIX
4acTOTbl M PACHPOCTPAHEHHOCTH SIBJISIIOTCS HECTaHAAPTU3UPOBAHHAS CHUCTEMA
KJ1accupuKanuii MOPOKOB Pa3BUTHUSA, HEOJHOPOJIHOCTh JUATHOCTUYECKUX METOJIOB
Y KOHEUYHO € pa3Hasi MOMYJIALUS U3YUYEHHUS KCHIIUH.

[To coobmenusim I'pumOunrica (Grimbizis ) u coaBTopoB B 2001 ronmy
CPEIHSIsl 9acTOTa MOPOKOB PAa3BUTUS MATKU ObLT 4,3 % B 0OIICH MOMyIAIIANA W/ WITH
cpenu XKEeHIIMH (QepTUIILHOTO BO3pacTa a CpeAu >KeHIuH ¢ OecronueM 3,5 %.

JlanHass yactora ObLIa TOJIydeHa Iociie 0030pa AaHHBIX U3 S5 OTIEIbHBIX
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MCCIENOBAaHUNM KOTOPBIE BKIKOYaIU 0K0JI0 3000 sKeHIIMH ¢ aHOMAIUSAMU Pa3BUTHUS
Matku [35].

YactoTa JaHHBIX MOPOKOB CPEAM KECHILIMH C MpodiieMaMu OECIUIOAMS BBIIIE
Ha 3-6 %, cpenu >KEHIIWH C YacThIMHU BBIKMJbIIIAMHU OHa coctaBuia 5-10 %, a
Cpenu KEHIIMH C HEBBIHAIIMBAHUEM OEPEMEHHOCTH B 3-M TPUMECTpPE JTaHHBIN
nokaszareiab Obul caMbiM BbiCOKMM  [19,62]. Tlo nmanueiM E. A. BormanoBoi
4acTOTa BBISABJICHUS MOPOKOB Pa3BUTUS MATKU W Biaraiuina cocrasisieT 6,5 %
Cpelv IEBOYEK C BBIPAXKEHHOW TMHEKOJIOTMYECKOM MaToJIorueu. [7].

1.2 Knaccuduxanus:

AHOMaJIUM Pa3BUTHS >KEHCKHX IIOJOBBIX OPraHOB MOJAPA3ACNSAOTCS Ha 3
OOJIbIINE TPYIIIIbL:

1. AHomanuu pa3BUTUS NPOU3BOJHBIX MIOJJIEPOBBIX MPOTOKOB, U3
KOTOPBIX (POPMUPYIOTCSI BHYTPEHHUE MOJIOBbIE Oopraubl. [Ipu sTom Het
BU3YaJIbHBIX OTKJIOHEHUU B PA3BUTUU HAPYKHBIX MTOJIOBBIX OPTaHOB.

2. Hapymenuss ¢dopmupoBanus nona (HOII): ['me kpome anomammit
BHYTPEHHHX TIOJIOBBIX OPTaHOB TaKXE€ MOYKHO YBUJAETh OTKJIIOHCHHS B
Pa3BUTHUU HAPY>KHBIX IOJOBBIX OPraHOB (aMOMBAJIECHTHBIE HAPYXKHBIE
MOJIOBBIE OPTaHbl).

3. Mansie QopMbl NOpaX€HUH OPraHOB PENPOAYKTUBHON CHUCTEMBI:
aTpe3us JeBCTBEHHOM IUIEBbI, CHHEXHUH U T.J.

Kpome Bbllleyka3aHHON KiIacCU(PUKALMM ~ ABTOPAMH ObLIM MPEIJIOKEHBI
pa3Hbie Kiaccu(UKalUi, HO BBUIY OINPEJEICHHBIX HEJOCTATKOB OHU IIUPOKOIO
pactpoctpanenusi He Hanuii. Hampumep, Toaff u coaBTOphl KaTteropusmpyror
penkue  GOpMbI  TOPOKOB  MaTKH, COOOIIAIOIIMECS  MAaTKd, KOTOpPbBIC
XapaKTEPU3YOTCS OTAEIbHBIMU yTEPOLIEPBUKAITbHBIMU MOJIOCTSIMU

COOOIIAIIIMMUCS MEX Ty co00i. [83].
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Kpome BbIlIeyKa3aHHBIX aHOMANUM, Tak)Ke BCTPEUYAIOTCS TE€ KOTOpHIE HE
BKJIIOUEHBI B Knaccudukanuio V. Buttram u W. Gibbons — Tak Ha3piBaeMbIe OYEHB
pPEAKO BCTpEYaloUIMecss aHOMAJIMKW M JPYrHe aHOMAaJIMM Hapy>KHBIX IOJIOBBIX
OpraHoB, Kak TIONepeyYHas TMeperopojka BJarajuilna, aTpe3us Biarajiuiia,
runepTpodus moyioBbIX ryd u T.1. [83].

1.3 HopmauabHas 1udpepeHuuanus mnoJia

[Tonumanue HOpManbHOU auQdepeHIanuy moja moMoraeT pa3o0paThCcs B
BO3MOXHBIX npruurHax HOII.

[Ipr OmIOOOTBOPEHUM SMLEKJIETKA CIEPMATO30MAOM KOTOPBIM HMMEET
raruIouIHBIN HAOOp AIMOPUOH MoydaeT xkeHckui (46, XX) wmm myxkckoi (46,XY)
Habop xpomocoM. Ha Y — xpomocoMe Jjokanu3yeTcsl TeH, XapaKTepH3yHOUIUics
BBICOKOM KOHCEPBAaTUBHOCTBIO, TakK Ha3biBaemass 007JacTb Y XpPOMOCOMBI,
nerepmunupyromas moia  (SRY — Sex determinierende Region des Y
Chromosoms) unu ¢akrop aerepmunupyromuii passutue siuuek (TDF — Testis
determinierende Faktor). B Hauane amOpuoHanbHOTO pa3BUTHS TOHAIBI 000ETO
nosia ObIBarOT uHANGGEepeHTHBIMU U OunoTeHTHbIMU. [loa Bausauem TDF Ha 7-i
He/leNe IMOCle 3adaTvs 3a4aTku ToHajd AuddepeHuuupyorcs B suukd. llpu
orcyrctBun TDF (SRY) ¢ 10-it Henenn HaumHaetcs nuddepeHupoBka roHaa B
SUYHUKU. Y SMOPHOHOB BHadajieé Pa3BUBAIOTCS JIBa MapHBIX TOJOBBIX MPOTOKA,
KOTOpBIEC JAIOT HAYajJ0 MYKCKHUM WM JKEHCKHUM IIOJIOBBIM OpraHaM: BOJb(OBBI U
MIOJIJIEPOBBI TPOTOKU. [Ipu OTCYyTCTBUMU siMueK BOJIb(OBBI MPOTOKHU MOABEPraroTCs
00paTHOMY pa3BUTHIO, @ U3 MIOJUICPOBBIX MPOTOKOB Pa3BHBAIOTCS MaTKa, MaTOYHbIC
TpyObl YW TPOKCUMAJILHBIA OT/AEN Biarajuma. HapykHble TONOBBIE OpraHbl W3
UHIU(PQPEPEHTHBIX ~ 3a4aTKOB  JUPQPEepeHIUpyroTcs MO JKEHCKOMY  THILY
(YpOreHUTa bHBI CHUHYC, YPOICHUTABLHBIA OYrOpoK), €CIM HE TIOJBEpraroTcs
BUPWIM3UPYIOIIEMY JEHCTBUIO aHaporeHoB. Hammuust QyHKIMOHMPYIOMMX STUYHUKOB

JUIs1 3TOTO HE HY>KHO, HEOOXOIMMO TOJIBKO OTCYTCTBHE siueK. [73].
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B npotuBononoxHocTe 3ToMy, auddepeHurpoBka N0 My*KCKOMY THITy BCEria
npeCTaBisieT Co00l aKTUBHBIN Tporiecc. SIMUKy 1m1oa MPOAYIUPYIOT TECTOCTEPOH U
AHTUMIOJIEPOB ropMoH. [loj BIMsIHMEM aHTUMIOJUIEpPOBAa TOPMOHA, KOTOPBIN BhIpada-
ThIBaeTca KieTkaMu CepronM, MPOMCXOMUT OOpaTHOE pPa3BUTHE MIOJJIEPOBBIX
MPOTOKOB [45], B TO BpeMsi Kak BbICOKas JIOKaJIbHAsl KOHIIEHTPALUS CTUMYJIHPYET
pa3BUTHE BOJIB(OBBIX MPOTOKOB. M3 BONB(MOBBIX MPOTOKOB 00pa3yrOTCs MPUIATKH
SUUYEK, CEMSBBIHOCSILIME IPOTOKM W CEMEHHBbIE My3bIpbKU. M3 yCThEB BOJB(OBBIX
NPOTOKOB B YPOT€HUTAILHOM CHHYCE 0Opa3yloTCsl IMpOocTaTUYecKass 1 MeMOpaHO3Has
YacTH ypeTpsl [72].

HapyxHble T1OJIOBBIE OpraHbl B TEYEHUE MEPBBIX HECKOJIBKUX HEAEIb
AMOPUOHATBHOTO Pa3BUTHA TaKke UHANP EpEeHTHBI U OMNOTEeHTHBI. [Ipu HanMuun
AMYEK TOJ BIUSHHUEM TECTOCTEpOHA, BbIpabaTbiBaeMoro kietkamu Jleiinura,
MPOUCXOJIUT CIUSHUE YPETPAIbHBIX U T'YOHO-MOIIOHOYHBIX CKJIaJ0K, U3 KOTOPBIX
o0Opa3yroTcsl MelepucTbie Tela IMOJOBOro wieHa W MomnoHka. Ha 12-ii Hexene
nocje 3a4yaTsi pa3BUTHE M OOpa3oBaHME MOIIOHKM 3aBepiuaercs. Hapymienue
aHJAPOTEHHOI'0 BJIUSHHS B TEUEHHE HTOTO MEPUOJA BCETNla MPUBOAUT K Pa3BUTHIO
IIOJIOBBIX OPIraHOB II0 NMPOMEXKYyTOUYHOMY Tuny. llocne 12-i Hepenu aHapPOTEHBI
y’K€ HecrocoOHbI BbI3BAaTh CpalleHHE I'yOHO-MOIIOHOYHBIX CKJIAJ0K, €CJIM OHO K
3TOMY BpeMEHHU He ObLI0 3aBepiieHo. OTCYTCTBUE Y JAEBOYEK SMYEK CTAHOBUTCS
OPUYUHOM OOpaTHOro pa3BUTHUSA BOJB(POBBIX MPOTOKOB. CIIMAHHE MIOJUIEPOBBIX
IIPOTOKOB HAYMHAETCA ¢ 6-i1 Hepenu nocie 3ayatud. M3 uX KpaHUualabHOTO OTHEJIa
00pa3yroTcs MaToO4Hble TpyObl, KayJajdbHble OTJEIbl CIUBAIOTCS, 00pa3ys
MaTOYHO-BJIArajJuIIHbIi KaHaJl. OTOT 3a4aTOK CBA3BIBAETCS C SIHUTEINEM

YPOT€HUTAJIBHOTO CUHYCA, U3 KOTOporo (popmupyetcs Biaranuiie. [60].
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1.4 Hapymienus: gpopmupoBanus nosaa (HPII)

Hapymenus ¢opMupoBaHus mojla — 3TO TpyMNa BPOXKACHHBIX COCTOSHHUM, Ipu
KOTOpBIX HAOJIIOIaeTCsl ATUIIMYECKOE PAa3BUTHE XPOMOCOMHOIO, TOHAJHOTO U
aHaTOMHYECKoro mnoJja. [43,47].

H®II npeacraBiser co0oi 3aMETHYIO TE€TEPOreHHYIO rpynmny coctosHui. C
OJIHOM CTOPOHBI UJICHTUYHBIE T€HETUYECKUE Ae(EKThl MOTYT MPUBECTU K Pa3HbIM
KJIMHUYECKUM IPOSBIICHUSM, a C JPYroi CTOPOHBI OJUHAKOBBIE (DEHOTHITHYECKUE
IPOSIBJICHUS] MOTYT OBITh PE3YJIbTATOM Pa3HbIX T€HETUUECKUX Ae(eKToB. [2].

Cnemuduueckue cyorpynnel H®OII npenpacnonokeHbl K  pa3BUTHIO
HEOIlIa3uil 3a4aTKOBBIX KIIETOK, JJII JUArHOCTHUKU KOTOPBIX 0CO0O€ 3HAu€HHE
UMEeeT KOMOWHAIMs 3HAaHUW O crnenupuke TOHAIHON IUPPEPEHLIMPOBKU Y
NAlMEHTa U IETAIbHOE THCTO — FEHETUYECKOE HCCIIEJOBAHUE.

Panee [u1s1 onMcaHyst TaHHBIX COCTOSIHUM MCIIOJIB30BAIMCH TAKUE TIOHIATHUS KaK
repMappoauTU3M,  HHTEPCEKCYallbHOCTh,  ABynoJocTh.Ilpu  3TOM  mpu
KJaccupuKanuu repMadpoauTH3Ma OPUEHTUPOBAIUCH HA KAPUOTHUII IMALMEHTA!
Tak npu kKapuotune 46 XX — COCTOSHHUE paCUEHHUBAIOCh KaK KEHCKUU
repmadpoauTusM, npu kapuorturne 46 XY — MyXCKoil repMadpoauTHU3M, U TpU
oOHapyXeHHH TOHaJ 000ero moja y OJHOrO0 TNalUeHTa — WCTUHHBIN
repmadgpoautuzM. OHaKO B NOCIIEIHEE BpeMs J1aHHasl KiaccU(UKalis rnepecTaia
yAOBJIETBOPSTH KaK MAallMEHTOB, Tak U Bpauyel [30].

C 0Z1HO# CTOPOHBI, AKTUBHOE UCIOJIb30BaHUE TEPMHUHA repMappOAUTH3M BHE
MEAMIMHCKUX KPYTOB, MPHUBEJIO K HAPYIICHHWIO KOH(MUICHIMAIBHOCTH OOJIE€3HU
NAIMEHTa, U YaCThIM HENPABWIbHBIM MHTEPIIPETALMAM BBICTABJIICHHOI'O JIHAarHo3a
B OKpyXXeHuM mnanueHTta. PoxzaeHue peOeHka C HENpaBUWIbHBIM CTPOEHUEM
HapY’KHBIX TEHUTAIHNN SBISETCS TAKEIBIM IICUXOJIOIMYECKUM CTPECCOM ISl CEMbU
MaJblllla, HEU30ekKHO BieUeT 3a coOoi colyajibHble MPOOIEMBbl IS

POACTBCHHHKOB, nu CymeCTByromas TCPMUHOJIOT U JaHHOT'O COCTOAHUA
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(repmadponutusM, repMadpoaMT), TOJBKO YCYryOJeT ICHUXOJIOIMYEeCKUI
muckoMdopT B cembe [2,28,33].

C nmpyroii CTOpOHBI, KOTJJa MEXaHU3MbI PA3BUTHS TE€X WJIM UHBIX 3a001eBaHUN
TOYHO YCTAHOBJIEHBI U COBPEMEHHbBIE BO3MOYKHOCTH YTOUHSIOLIEH AUArHOCTUKH,
MO3BOJISIIOT YCTAHABIMBATH HO30JOTHYECKUN JMArHO3, BO3HUKIIA HEOOXOJIUMOCTh
U3MEHEHHUs KiaccupuKaluu s Oojee MOJHOro OTOOpaMKeHUsi IPHUPOAbI
BO3HUKIIIEro coctosinus [21,30].

B cBm3u ¢ astum, B 2006 TOMy Ha MEXIyHApOJAHOW KOHGEpPEHIINH,
NOCBSILIEHHOM HMHTEPCEKCYaJbHbIM MpO0JIeMaM, OPraHU30BaHHOM COBMECTHO
EBpomeiickuM 1 AMEpPUKAHCKAM OOIIECTBAMHU JIETCKUX HHIAOKPUHOJIOTOB, OBLI
OPUHAT KOHCEHCYC IO MEepecMOTpPY TEPMHUHOJIOTMM UM Kiaccu(UKAuu
repMmadpoautuszMa. [IpeasiokeHo 3aMEHHTh KaK caM TEpMHUH TepMaQpOaAUTH3M,
3By4al[uii OCKOpPOUTEIHHO JI MAIlMeHTOB, TAK W YKa3aHUE B JIMAarHO3€ IMOJIOBOU
MPUHAJJICKHOCTH, T.€. MY»KCKOM WM KEHCKUHN repmadpoautu3m. PexkoMeH10BaHO
ucrioinb3oBanue TepmuHa «sex differentiation disorder» (SDD), B pycckom
BapuaHTe «HapyuieHue GopmupoBanus nosiay (HOIT).

T.o. HOII — 3TO0 BpOXIEHHOE COCTOSIHUE, OOYCIOBIEHHOE XPOMOCOMHBIM,

TOHAJIHBIM WJIM COMAaTUYECKUM HapylieHueMm GpopmupoBaHus moina. [29].
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HpeI[JIO)KeHHaSI HOBad KJIaCCI/I(l)I/IKaIII/IH

Crapasi TepMHUHOJIOTUSA HoBasi TepmuHoJIOTHS
I'epmadpoauTuzm Hapymenue dpopmupoBanus mosia
Myxckon repmadpoautuszm | HOIT 46 XY

Henonnas  mackynuHU3auus — WIH

HETOJIHAs BUPUJIA3ALIUSA XY

WHIWBUJIOB

Kenckuii repmadpoautusm. | HOIT 46 XX

BI/IpI/IJII/ISaIII/I}I WK  MACKYJIHWHU3AlUA

XX MHAUBUIOB

Wctunnelii repmadpoautuzm OBorectuxynsipaoe HOIT

XX wmyxunHbl unm XX wuHBepcus | 46 XX tectukynsapunoe HOII

I1ojaa

XY unHBepcus noia 46 XY mnosHas TucreHe3us roHaj

B xoHCceHCcyce momuepKuBaeTCs, 9TO COBPEMEHHAs KiacCUUKAIMs, JOHKHA
OTpa)kaTh TEHETUYECKUN MO PEOCHKA, MOJIEKYJISIPHO-TEHETHUECKYIO ATHOJIOTHIO C
yTOUYHEHUEM (PEHOTUITUYECKON BapuaOeIbHOCTH, & TAKKE OCTaBJISATh BO3MOXKHOCTD
BHECCHUS M3MEHEHUU U M00aBlieHus Ho3oJorndeckux (hopm. B To ke Bpems oHa
JOJKHA ~ OBITH  JIOCTYNMHOW I[OHMMAHUIO TAIMEHTOB W  HE  BbI3BIBATH
MICUXOJIOTUYECKUIM TUCKOMPOPT.

VYuureiBasg, Kak YK€ YINOMUHAJIIOCh paHEE, YTO B OCHOBE HapyLICHUU
dbopMHpoOBaHUs T0JIa MOTYT JIieKaTh KaK XPOMOCOMHBIE AHOMAaJWHU, TaK U HE
CBS3aHHBIE C W3MCHCHUSIMH XPOMOCOMHOTO Ha0opa HapyIIeHHs, ,B HOBOU
KiIaccuuKanuu  TpeasiaraeTcs  pasfelieHHe Ha Tpu  OONbIIHME  TPYIIIHL:
xpomocoMHoe HOII, HOIT 46XY u HOII 46XX, kaxaast U3 KOTOPBIX BKJIIOYAECT

OT/ICJIbHBIC HO30JIOTHYeCKHe (GOopMbI. [29].
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XpOMOCOMHOE H®IT 46XY H®IT 46XX

H®II

45 X (cungpom | Hapyuienus pa3BUTHS sSIMYEK: Hapymenus pa3BUTHA
[llepewmeBckoro- | Ilonmnass aucrenes3ust (CUHAPOM | AMYHHKOB:

Tepuepa u ero

BapUAHTHI)

47, XXY
(cunzpom
Knaitndensrepa

Y €r0 BapUaHTHI)

Caaiiepa)

YacTuuHast TUCTEHE3HsI TOHAT

Perpeccuss  ronag  (cuHIpom

PYIUMEHTAPHBIX SHUYEK

OBotectukynsipasie HOII

Hapymenus OnocuHTEe3a u

JEUCTBUS aHIPOTEHOB:
e jnedekT 17B-
THIPOKCUCTEPOUACTUAPOT
€Ha3bl

e nedeKT Sa-peayKTassl

o 1nedext StAR

® CHUHJPOM PE3UCTEHTHOCTH K

aHJApOTeHaM— TMOJHAas |
HernoJiHas popMbI

o 1nedext peuenrtopa k JII

e Jsedext AMOD WIN
peuentopa Kk AM®

18

Jlucrenesus roHa
Tectuxynsipaoe HOII

OBorectukynsipHoe HOII

M30BITOK AHIPOTrEHOB:

o nedekr 21-
THIPOKCHIIA3bI

o Jnedekr 11B-
THIPOKCHIIA3HI

e nedextr POR

e (berorunareHTapHOE

HO®II (nedpurut

apomarasbl)
MaTEPUHCKOE HOII
(JroTeoMma, IpUEM
JIEKapCTB)




45,X/46, XY Hpyrue (Tsokensle runocnanuu, | pyrue (arpe3us
46,XX/46,XY KJI0aKaJIbHas SKCTPOdus BJIArajiviia, KiaoaKaJIbHas
(cmemanHas KCTpOdHS)
OBOTECTHKYJIAPH

ast popma HODIT)

* HOII — napymenust ¢opmupoBanust noja; AM® — aHTH — MIOJJIEPOB
dakrop.

IHooBasi aMOMBATIEHTHOCTH HOBOPOXKIEHHBIX

[lonoBass aMOMBaJIGHTHOCTh  HOBOPOXXJICHHBIX  SIBIIIETCS  CJICICTBUEM
YPE3MEPHOIr0 BIIMSIHUSL aHAPOTE€HOB HA IUIOJI C FT€HETHYECKU MPEeAOoNpe/IeIC€HHbBIM
KEHCKUM TI0JIOM WJIM HEJOCTATOYHOM BBIPAOOTKOW AaHAPOTEHOB Yy IUIOJOB C
TEHETUYECKHU MPEAONPEIEICHHBIM MYKCKUM MOJIOM U HAJIMYHUEM KaK SIMYHUKOBOM
TaK W SAUYKOBOM TKAaHEM C 3a4aTKOM W SAWUEKICTKH ¢ CIEepMaTOo30Huja
(OBotectukynspuoe HOII). [2].

46 XX HOII

B mannom cnyuae antu — MrosuiepoB (aktop (AM®) He BbIpabaThIBaeTCA.
BcenenctBue 3TOro OHM reHeTUYECKU U IO MOJIOBOMY MPU3HAKY MPEIONPEACTICHBI
KaK JKEeHIIUHbI. OCHOBOU JAHHOM MAaTOJOTHUM SIBISETCS MOBBIIEHHOE KOJUYECTBO
aHApOoreHoB. MICTOUHMKOM MX MOTYT OBITh MaTh, IJIALIEHTA, HAJMOYCUHUKHU TUI0/IA.
HaGnrogaercss 4pe3mepHOe, HO HENOCTOSIHHOE BIIMSIHUE aHApPOreHoB. I3-3a
orcyrcTBUsi AM® pa3BUBaIOTCS MaTO4yHble TPYObl, MaTka W BEPXHSS 4YacTh
Blarajuiia. B 3aBUCHUMOCTH OT KOJIMYECTBA U BPEMEHM BIIUSIHUS aHIAPOTEHOB
HAOJIIOTAIOTCS pa3Hble PEHOTUIMHMYECKUE U3MEHEHUS: OT YMEPEHHOU runeptpodus
KJIMTOpa C HOPMAJIbHO PAa3BUTHIM KEHCKUM (PEHOTUIIOM J0 00pa3oBaHUs TYOHO —
MOIIOHOYHOM CKJIAJKH, YPOI€HUTAIBHOIO cCuHyca u T.4. Camoil 4acToOM NpUYNHOU
46 XX HOII u H®II B uenoM sBISETCS BpPOXKJICHHAS THUIIEPILIA3US

HagnoyeunnkoB (BI'H), kotopas cocraBmsier 60 % Bcex H®DIIL. Ilpu stom
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U30bITOYHAS MPOAYKLUMS aHAPOCTEHAMOHA CIOCOOCTBYET (PEHOTUIIHYECKOU
Bupwim3anuu 46 XX unauBuaos. [16,17,56].

1.4.1 Bpoxnennas auchynkuus Kopsl HagnmouyeunukoB (BJIAKH) wim
anpeHoreHuTanpHbeli cuHapoMm (AI'C) — rpymma 3aboneBaHuii C ayTOCOMHO-
PELIECCUBHBIM THUIIOM HACJIEJOBaHMsI, B OCHOBE KOTOPBIX JIEKUT ACPEKT OJHOTO U3
(epMEHTOB WM TPAHCIOPTHBIX OEJNKOB, MPUHUMAIOLIUX Yy4acTUE B OMOCHUHTE3E
KOPTHU30JI1a B KO-
pe HaanoyeyHukoB. CHUKEHHE OMOCUHTE3a KOPTU30J1a, COIJIACHO KJIACCHUYECKOMY
NPUHLUITY OOpaTHOM CBSI3M, NPUBOAUT K moBblmeHuto cekpeunun AKTI u, kak
CIIEJICTBHE, PA3BUTHIO THUIEPIUIA3UM KOPbI HAJIIOYEYHUKOB W HAKOIUICHHIO
MeTa0O0IUTOB, IPEAIIECTBYIOMUX AePekTHOMY dTammy crepousorenesa. Ona B 90%
ciy4aeB o0ycioBneHa nedpuuutom gepmenta 2 1-ruapokcunassl. [17, 56].

Ilo panHbIM BcemMupHOro HEOHATAJBHOTO CKpUHUHIA (MoYTH 6,5 MIH
HOBOPOXK/ICHHBIX) OMNPEJEICHO, YTO OOMIMI IMOKa3aTellb 4acTOThl KJIACCHUYECKOU
BJIKH cocrapnsier 1:15 000 HoBOpOXAeHHBIX [16,17].

[To3nHsAs [MAarHOCTHKA, HECBOEBPEMEHHAs M HEKOPPEKTHAs Teparus
IPUBOJAT K TSDKEJIBIM MOCIEACTBHSIM: THOENN peOeHKa OT CONBTEPSIONINX KPU30B,
omnOKaM B BBIOOpE IMOJIOBOM MPHUHAJICKHOCTH MPH BBIPAKEHHOW BUPHIM3ALUN
HapY>KHbIX T€HUTAIUNA y JI€BOYKU, HAPYLIEHUSIM POCTa U TOJOBOTO CO3PEBaHUS,
oecrmomuto [17].

1.4.2 IlosHast pe3uMCTEHTHOCTHL K aHAporeHam (CHHAPOM TeCTHKYJISIPHOM
pemunu3zamMN)

Pe3uCTeHTHOCTh K aHApOreHam SBISETCS BTOPOM IOCIE JUCT€HE3UU T'OHAJ
npuunHon 46 XY H®II. Hecmotps Ha HOpMaldbHYI WIM AaXE€ MOBBILIEHHYO
KOHLIEHTPALMIO aHJPOr€HOB B IUIa3ME€ KpPOBU, OTMEYAETCS HEAOCTaTOYHOCTH
aHJAPOTECHHOIO BIMSAHUSA HA TKaHU. KIMHUYECKN CHHIPOM MOKET IPOSIBUTHCA IOJI-

HOCTBIO KEHCKUM (PEHOTHUIOM (THII 5) NP MOJTHONU PE3UCTEHTHOCTH K aHJIpOreHaM
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(cungpom TectukyiasipHodl demuHuzanuu - CT®), pa3nuyHbBIMU BapUaHTaMU
aMOMBAJICHTHBIX TEHUTANUN (TUNBI 4—2) WU MYXCKUM (EHOTHUIIOM, IPHU
KOTOPOM y MAallMEHTOB OTMEUYAIOTCS YACTUYHAs PE3UCTEHTHOCTh K aHAPOTE€HaM U
oecruionue (tum 1) [2].

ITo manapiM Grumbach u. Conte yacrora Bctpeuaemoctu CT® cocrapisier 1:
20 000 [36]. B Hacrosimee BpeMs B HOBEMILIEW NOCTYITHOW JIUTEPAType HET TAHHBIX
0 crnenuuueckol YacToTe BCTPEYAEMOCTH CHHIPOMA PE3UCTEHTHOCTH K
anaporeHaMm. Ilo crarucTMYecKMM JaHHBIM «J[aTCKOro CUCTEMHOro peecrpa
perucTpaluu naueHToOB» YaCTOTa BCTPEUYaeMOCTH JaHHOM MAaTOJOTHHU COCTABIISAET
1 Ha 20 400 cimy4yaeB. DTH JIaHHBIE B3SIThI U3 BCEX CIY4YaeB FOCIUTAIM3AIMN TaKUX
OOJIbHBIX, TO3TOMY, VYYHUTBIBasi HETOCHUTAIU3UPOBAHHBIE CiIydyad 4YacToTa
BcTpeuaemoct CPA MokeT ObITh TaBOJBLHO BBICOKOU. [34].

[Ipu 3TOM MoOJIHAsE PE3UCTEHTHOCTh K aHJIPOT€HAM BCTPEYAETCS Yalle, 4YeM
YaCcTUYHAas PE3UCTEHTHOCTb K aHJpOreHaMm. XOTS TOYHBIX JaHHBIX IO JTOMY
noBoay HeT. [Ipu CT® yacTo mpocnexxuBaeTcsi CEMEHHBIN xapakTep 3a001eBaHus
[1].

[IpuunHON pE3UCTEHTHOCTH K aHJPOTr€HAM SBJISIETCS HEI0CTaTOYHOCTh
aHJIPOTeHHBIX perenTtopoB. OHa MOXET OBITh O0O0YCJIOBJIIEHA HAPYIICHUEM CBS-
3bIBAHUSI AQHJPOTEHOB C PEIENTOpaMH, TPAHCIOKAIlMEH KOMILUIEKCAa CTEPOUIHBIN
TOPMOH—PEUENTOP M3 I[UTOIIa3Mbl B KJIETOYHOE SAPO, JUMEpU3alueu pe-
uentopoB u cBa3biBaHueM ux ¢ JAHK wu nocnenyromiedt TpaHckpunuuei u
TpaHcsiuuei. [2].

benok aHaporeHHoro peuentopa KOAUPYETCS T€HOM, JOKaJIM30BaHHBIM Ha
JUIMHHOM Tuiede X-xpomocoMbl (Xqll-12). Otor Genok B C-koHIEBOM o00sacTu
uMeer pomensl, cBsa3bBatomue JIHK um ropmon. Iloutm BO Bcex ciydasx
PE3UCTEHTHOCTH K aHAPOr€HaM YJAeTCs BBIIBUTh MyTallMU I'€HAa, KOJIUPYIOLIETO

aHI[pOFCHHBIﬁ peucITop. IIame 9TO TOYKOBBIC MYTAalWH, 3aTparkBaromuc OIAHY
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AMUHOKHUCIOTY. B 3aBUCMMOCTM OT JOKalnM3aluMd MYTallUd peLenTopHas
HEJ0CTaTOYHOCTh NPOSBIIAETCS MO-pPa3HOMY — OT IIOJIHOW YTpaThl aKTHBHOCTHU
pELEenTopoM 10 HU3MEHEHUs KauecTBa CBSA3M C TOPMOHOM WJIM HapyLIEHUs
CBSI3bIBAHMSI KOMILIEKCA CTepOUAHBIN ropmoHn—peuentop ¢ JJTHK [23,55].

3ameHa OZTHOTO 1580071 HECKOJIBKUX OCHOBaHUH KOJUPYIOIEH
MOCJIEIOBATENIbHOCTA T€HAa MPU HAPYIIEHHOM CIUIACHHIEe MOXET NPHUBECTH K
IIPEXKICBPEMEHHOMY MOSIBIICHUIO CTOI-KOAOHAa W yrpare peuentopoMm JIHK-u
TOPMOHCBSI3bIBAIOLIET0 TOMEHOB. [IOMHUMO TOYKOBBIX MyTAaIllMii, BO3MOYHBI TaKKe
JeNelMd U WHCEpPUUH, KOTOpble, KaK MpPaBWIO, BBI3BIBAIOT  IOJHYIO
PE3UCTEHTHOCTH K aHporeHaM. OOBIYHO MalMEHTHI ¢ OIMHAKOBOM MyTaluei ume-
10T CXOAHBIA (PEHOTHI, XOTS B OTACJBHBIX CIy4asX (PEHOTHUIIbI y OOJbHBIX YJIEHOB
OJIHOM CeMbU MOTYT CHJIBHO pasnuuatbes [40,52,55].

Ecnu neiicTBue aHAPOr€HOB MOJHOCTBHIO OJOKUpPYETCs, B 3MOPHOHAIBHOM
NepPUOJIe MPOUCXOJUT pa3BUTHUE BOJb(OBBIX MPOTOKOB WM MACKYJIMHHU3ALUS
Hapy>KHbBIX MOJOBBIX OpraHoB. [ockoIbKy BbIpaOOTKa aHTUMIOJIJIEPOBA TOPMOHA U
€ro JEHCTBUE HE HAPYIUAIOTCS, MPOUCXOIUT IOJIHAS PETPECCHS] MIOJIIEPOBBIX
IPOTOKOB. Y JETel KOHLEHTpauus IOJOBBIX T'OPMOHOB M TOHAJOTPOIHMHOB B
CBIBOPOTKE KPOBU HHM3Kasi U COOTBETCTBYET BO3pacTHOM HOpMe [32].

B Ttakux ciuywasx nans NOATBEPXKIEHUSA JMarHo3a IMpOBOJAAT MpoOy Ha
PE3UCTEHTHOCTh K  aHApPOr€HaM UM MOJIEKYJIIPHO-T€HETUYECKUN  aHaju3,
MO3BOJISIONIMN BBISIBUTH MyTallid B TeHE perentopa K anaporeHam. [Ipoba nHa
PE3UCTEHTHOCTh K AaHJApOreHaM OCHOBaHA Ha  OuojormueckoM sddekrte
aHa0OJINYECKOr0 aHJIPOT€HHOI'0 TOPMOHA CTaHO30J0Jla Ha KOHIIEHTPAILMIO
cexccrepouacBszbiBaroniero roodynuna (CCCIY) B chiBOpoTKe KpoBH. B HOpme
nocne BBeaeHus 0,2 Mr/kr ctanosonoia B Teuenue 3 qaeit konmnentpamus CCCI B
CBIBOPOTKE KPOBHM 4epe3 5—8 [HEW CHUKAETCS HAIOJOBUHY. Y MALMEHTOB C

MOJIHOM PE3UCTEHTHOCThIO K aHjporeHaMm (TUm S) TaKOorO CHIDKCHHUS He

22



MPOUCXOJUT, & MPU YACTUUYHOW PE3UCTEHTHOCTU K aHJPOTCHAM KOHIICHTpAaIlus
CCCI' cHmkaeTcs B Pa3jIMYHOM CTENEHHW B 3aBHCHUMOCTH OT HEAOCTATOYHOCTHU
MacKyJIMHU3aLMH1, HO 3TO CHUKEHNE BBIPAKEHO B MEHBILIEH CTEIIEHH, YEM B HOPME
Ota npoba MO3BOJIAET OLUEHUTHh CTENEHb PE3UCTEHTHOCTH K AHJPOT€HaM U TeM
CaMbIM JIOMOJIHAET UH(OpPMAIIKIO, MOTyYaeMyto Ipu cTpykTypHoM aHanuse JIHK.
[2,74].

YacTnuHasi pe3ncTeHTHOCTH K aHaporeHam (Hemosmasi ¢popma cuHapoma
TeCTUKYJISIPHOM ()eMHUHHM3ALHH)

Ecnu Ouonoruueckoe JEeWCTBUE AaHAPOrE€HOB HAPYIIEHO YAacTUYHO, B
AMOPUOHATHFHOM MEPUOEC CTUMYJISINS BOJIB(OBBIX MPOTOKOB M MACKYJIMHHU3AIUS
HapYy>XHBIX MOJIOBBIX OPTaHOB OKa3bIBAIOTCS HEMOJHBIMHU. [10CKOJIbKY BBIpaOOTKA
AaHTUMIOJUIEpOBA TOPMOHA U €ro 3¢ (HEKT He HApYIIEHBI, TO MPOUCXOAUT ITOTHAS
perpeccusi MIOJIJIEPOBBIX IPOTOKOB. B 3aBUCHMOCTH OT CTENEHU HEJOCTATOYHOCTH
peLenTopoB  aHAPOTEHOB MAIIUEHTHl HMEIOT MPEUMYIIECTBEHHO JKCHCKUM
dbeHoTHM, CIeno 3aKaHYMBAIOIIEECs BIATAIUIIE U JETKUE NMPU3HAKU BUPHIA3AIUU
(tun 4), pa3au4HbIE BapHaHThl aMOWBAJEHTHBIX TeHUTAIMH (TUNBI 3 U 2) WU
HOPMAJTbHBIN MY>KCKOHM (DEHOTHI, IPH KOTOPOM, OJTHAKO, CTPAAAIOT OSCIUIOIUEM,
00ycioBIeHHBIM azoocnepmueit (tut 1) [2].

B myGepraTHOM mepuoje u3-3a 4acTUUHOro 3Pdekra aHAPOreHOB, HECMOTPS
Ha BBICOKYIO KOHLEHTPAIIMID TECTOCTEPOHA B CHIBOPOTKE KpPOBH, MYKCKHUE
BTOPUYHBIE TIOJOBBbIE MPHU3HAKH BBIPAXKEHBI OTHOCUTENbHO cnabo. C apyroi
CTOPOHBI, OBBIIICHHAsI AKCTPArjIaH yJIIpHAs TPOIYKIIHS 3CTPOr€HOB MPUBOJIUT K
pPa3BUTHIO THHEKOMAacTuu. Pa3HooOpasme kiauHUYecKUx GopM 3a00JeBaHUS
BEJIUKO. XOTsA, YYHUTBHIBAs X-CUCIUIEHHBIM PELUECCHUBHBIA THUIl HACJIEIOBAHHUS, B
OJHOM M TOW € CEMbE MALHUEHTHI JOJKHBI UMETh OJMHAKOBBIM T€HETUYECKUU

nedeKT perenTopa, CTeNEeHb MACKYJIWHU3AIUMU Y HUX MOXET OBITh Pa3Iu4HOM.

23



Pa3znoob6pasue KJIIMHAYECKUX MPOSIBICHUM Tpedyer MPOBEICHHUS
muddepeHnnansHOi AMarHocTuku ¢ Apyrumu dopmamu 46 XY HOII [2].

Pa3BuTue HapyXHBIX TIOJIOBBIX OpPraHoOB OTJIMYAECTCS  3HAYUTEIbHOU
BapualOenbHOCTHI0. BOib(hOBBI MPOTOKK y MAIMEHTOB JHUOO OTCYTCTBYIOT, JTUOO
TU-TIOTUIACTUYHBI  WJIM  Pa3BUThl  HOpMasibHO. [IpOM3BOJHBIX  MIOJLIEPOBBIX
MPOTOKOB OOBIYHO HE ObIBaeT. ['opMOHAIBHBIN POPMIL O HACTYIUICHUS MTyOep-
taTHOTO Tiepuoga HewHpopmaruBeH. [locne crumymsauuu X[ ypoBeHb
TECTOCTEpOHA OBIBAET HOPMAJIbHBIH, MTPU MTPOOE HA PE3UCTEHTHOCTh K aH/IPOTreHaM
koHueHTpauss CCCI" cHmxaeTcsi B MEHbLIEH CTENEHU, YEM B HOPME, B OTIUYHE OT
NAlKUEHTOB C MOJIHOW PE3UCTEHTHOCTBIO, Y KOTOPBIX OHA HE CHIXKAeTcs [74].

Anamuz  JIHK  no3Bonser  BepuduimpoBarb  IuMarHo3,  OTJIUYMTH
HACJIEICTBEHHbIE (OPMBI OT HOBBIX MYTAllMii W BBIABUTb COMAaTHYECKUI
Mo3auiu3Mm [39,40,41,42]

OT npakTUKOBABIIErOCs paHee MPOOHOTO JIEYEHHS] TECTOCTEPOHOM JIETEH,
KOTOPBIX MOKHO OBUIO BOCIUTHIBaTh KakK JEBOYEK, B HACTOSIIEE BpeMS OT-
Ka3aiuch. Y TakuX JeTed CcleqyeT 10 BO3MOXHOCTH YMEHBIIUTh PHUCK
JIOTIOJIHUTEJIbHOW BUPUIN3ALMU BO U30exkanue runeprpodun kauropa [2].

Beibop mona s manbpHE#IIero BOCHUTaHUS peOeHKa 3aBHCUT OT TOrO,
HACKOJBbKO BBIpAXK€HA HEIOCTATOYHOCTh MAacKyJIHHU3auuu. YToObl OLEHUTH
IIAHCHI HA JOCTUKEHUE JOCTATOYHOM BUPWIM3ALMU JICUEHUEM BBICOKUMHU J03aMU
TECTOCTEpOHA, MPOBOJAT MNpoO0y HA PE3UCTEHTHOCTh K aHJIpOoreHaMm, a Mpu
cemeitHol (hopme 3a00s1eBaHN — TaKKe MPOOHOE JeueHue Koro-Huoyap u3 donee
CTapIIMX YJICHOB CEMbH C ATUM 3abojieBaHueM [74].

B nyOepratHoM nepuoje 4acTO Pa3BUBAETCS BBIPAKEHHAs TMHEKOMACTHS.
Ecnmu mpennonaraercss ciaOplii OTBET Ha JIEYCHHE TECTOCTEPOHOM, AK€ MpHU
BBICOKMX €ro J/103aX, peOeHKa ¢ aMOMBaJECHTHBIMH IOJIOBHIMU OpPTaHAMH CJEAyeT

BOCIIUTBIBATL KaK JCBOYKY. I[J'ISI 9TOro IO BO3MOKXHOCTH paHbHIC (B TCUCHUC
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NEPBbIX 2 JIET )KU3HU) MpUOEraroT K (eMUHU3AIMNN HAPY>KHBIX MMOJOBBIX OPTaHOB C
MOMOIIBIO TUIACTUKU BYJIbBbL. IlmacTuky mnpenaBepusi Biarajaumia U CaMoOro
BJIAraJIMIIA BBITOJHSAIOT B KOHIIE IMyOEpTAaTHOIO IMepuoja uiu B 0oJiee MO3JIHUE
Cpoku. ['OHAPKTOMHUIO CJIEAYET BBINOIHATH MO JABYM COOOPaXEHUSIM: BO-TIEPBBIX,
M3-32 BBICOKOTO pHCKa 3JI0KaYECTBEHHOTO IMEPEPOKICHUS, BO-BTOPBIX, H3-32
BO3MOXKHOCTH BHUPWJIM3AIMM B MyOepTaTHOM mepuoje. B oTiuuue OT MOJIHOU
PE3UCTEHTHOCTU K aHJIPOreHaM, IPU YaCTUYHOU PE3UCTEHTHOCTH SIMYKHU y JIETEH,
KOTOpbIE BOCHIHTHIBAIOTCS KaK JIEBOYKH, CIEIYyEeT 0053aTebHO YIAlATh 10
HACTYIUIGHUS TMyOepTaTHOTO Tmepuoaa. B mybOepraTHOM Tmepuoae TPOBOIST
3aMECTUTEIIbHYIO TEPAUIO 3CTPOr€HAMU U FeCTareHaMH.

1.4.3 ATpe3usi 1eBCTBEHHOMH ILICBbI.

ATpe3us J€BCTBEHHOM IIJIEBHI SBJISIETCS KPaWHEN CTENEHBIO Pa3JIMYHbIX Bapyualun
KOH(UTypaluK IeBCTBEHHOM IJ1eBbl. OTKIOHEHHS B SMOPHOJIOTMYECKOM Pa3BUTUU
JIEBCTBEHHOM IIJIEBBI MOT'YT MPOSIBIISITHCS B BUJE KOJIBIEBUAHOTO cyxeHus (hymen
anularis), meperopoauaras mieBa (hymen septus), pemerdarocts (hymen
cribriformis), Beicokasi AeBcTBeHHas mieBa (hymen altus) a Tak ke paznuaus B
PUTHIHOCTH W/WJIH SJTACTUIHOCTU TKAHH JICBCTBEHHOW TLICBHI.

[epBuunast (BporKIeHHAs1) aTpe3usi TUMEHA SBIISIETCS] TIOPOKOM BHYTPHYTPOOHOTO
pazButHsl. DOpMHUPOBaHUE JEBCTBEHHOM IUIEBBI NPOUCXOIUT Ha 19-011 Henene
BHYTPHYTPOOHOTO Pa3BUTHS U3 TUCTATIBHBIX OTIEIOB MapaMe30He(ppaIbHOrO KaHama C
MOCJICAYIOIIMM 00pa30BaHUEM OTBEPCTHI B TMMEHAIILHOM rieperopoke. [1pu
HapYUIEHUH 3TUX NPOLIECCOB Pa3BUBAETCA aTPe3Hsl IEBCTBEHHOM IJIEBBI.

ATpe3usi JCBCTBEHHOHW IUICBBI SBIISICTCS CaMOM YacTOM OOCTPYKTHUBHOM
AHOMAJIMEN JKEHCKMX IIOJIOBBIX OpraHoB. Ho, HecMOTpss Ha 3TO 4Yacrora €ro
BappupyeT oT 1 Ha 1000 no 1 wHa 10 000 nHacenenus. Ilo manHeiM Xerep u
COABTOPOB, KOTOpbIEe 00cienoBanu 147 aeByllek B MEPUOJ MPEMEHApXe CpeIHUN

BO3pAacT KOTOPBIX COCTaBIsUl 63 MecsAleB OOHAPYKUIM aTPE3HI0 JEBCTBEHHOU
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MJIeBbI TOJIBKO y ojHOM (<1 %) [36,]. [Io JaHHBIM HEKOTOPHIX aBTOPOB JaHHAas
MAaTOJIOTUS BCTPEYAETCS CHOPAAMYECKH, HO MHOYKECTBO CIIy4aeB OIUCHIBAIOT
HACJIEICTBEHHOCTh JIaHHOM martosioruu. [loaromy pekomenmyercsi oOciieioBaHUE
POJICTBEHHHKOB TIEPBOM CcTeTeHn/crOCOB xkeHcKoro mona [50,68].

B peakux ciydasix npu pa3BUTHH THAPOKOJIBIIOCA, THIPOMETPOKOIBIIOCA UITH
MYKOKOJIBIIOCA JIaHHAsi aHOMAJIUSI MOKET ObITh IMATHOCTUPOBAH B MPEHATAIHLHOM
nepuojie npu nomoiu Y3U [20,85].

ATpe3usi IeBCTBEHHOM IJIEBBI YJA€TCSl BBIIBUTH YK€ MPU MEPBOM T'MHEKOJIO-
TUYECKOM UCCIICIOBAHUM Ha TEJICHATBHOM crosie. [Ipu 3ToM 0OHAapyKHBAIOT
BbHIOYXaHUE WCTOHYCHHOW pACTAHYTOM JIeBCTBEHHOW TuieBbl. CKBO3b Hee
npocBeurBaeT OenoBaras MyTHas Macca. YacTto JeBCTBEHHas IuieBa ObIBaeT
HAaCTOJIBKO TOHKOM, YTO Y€ NpH KpPUKE (MOBBIIMIEHUE BHYTPUOPIOLIHOIO
JaBJICHUS1) OHA BBIOYXAeT HAPY)KYy B BUJE >KEJNTOBATOM TuieHkH. [Ipu pexkraibHOM
UCCIIEJIOBAHUM  TaJbIUPYETCS  BBITSHYTOE  OIMYXOJICBUIHOE  0Opa3oBaHUE,
COOTBETCTBYIOIIEE PACIIMPEHHOMY BCJIEACTBUE CKOIUICHUS CIW3M Biaraauily. B
3aBUCUMOCTH OT OOb€Ma CKOMMBIIEHCS CIM3M MaTKa U MOpPa)KEHHbIE MPHU ITOM
TpYOBI MOT'YT CO3/1aBaTh BIEYATICHUE OMYXO0JIU OPIOIIHOM 1ostocTH [1].

HopmanbHO€ THMEHaIbHOE KOJbLO JOBOJIBHO IIMPOKOE U TO3BOJSET Yy
HOBOPOJKJICHHOTO OCMOTPETh HIKHIOK YETBEPTh BJarajiviiia, €CJIM MPaBUIbHO
pacupaBUTh BYIbBY. [Ipum 3TOM OOBIYHO OOHAPYKMBAIOT CIM3UCTYIO MPOOKY,
OTCYTCTBHE KOTOPOM YKa3bIBAa€T HA aHOMAJMIO MOJIOkKEHUs. B rpynHom Bo3pacre
aTpe3usi JEBCTBEHHON IUJIEBBI MPUBOJUT K Pa3BUTUIO MyKokoJbnoca. C
TEOPETUYECKONW TOYKH 3PEHHUS MPEJCTABISET WHTEpPEC TOT (PaKT, YTO TOTAIHHOE
WIK CyOTOTaJbHOE 3aKpbITHE BXOJa BO BIIArajMINE COYETAECTCS C aHOMAaJUSIMU
JPYTUX aHATOMHYECKUX CTPYKTYP. 3aMbIKaIOIIasi TKaHb MPOUCXOJUT U3 00JIaCTH,
B KOTOPOM CXOASTCS YPOT€HUTAJIbHBIM CHHYC, BOJIb(OBBI MPOTOKU U YypeTpa ¢

MIOJUUIEPOBBIMU (Blarayuiie) nporokamu. CaMo rUMEHaNIbHOE KOJIBLIO YacTO pac-
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MO3HAETCS KayAaJlbHEE 3aMbIKAIOIIEH 30HBI, MO3TOMY BBIPAXKEHUE «TMMEHAIbHOE
3aMbIKaHUE» HE Bceraa KoppekTHO. C MpakTHYECKOW TOYKU 3PEHMSI BaXKHO 3HATh
IPOTSHKEHHOCTh  AHOMAJMM, 4YTOOBI BBINOJIHUTH aJE€KBaTHYI0 KOPPEKLUUIO U
IpeaynpeauTh BO3MOXKHBIE OCIOKHEHHUS. [2].

[ToaTomy HEoOxoaumMo mipousBecty Y3 miis MCKIIOUEeHUS IPYTUX MATOIOTUN
CO CTOPOHBI )KEHCKUX MOJIOBBIX OPraHOB, TAKUX KaK CHHEXUHU MaJbIX MOJOBBIX I'y0,
BJIATAJIMIIHAs NEPEropoJKa, BIAraJIMIIHbIE KUCTbI, CUHAPOM TECTUKYJISPHOU
(dbeMuHu3aI, KAUCTHI BIIarajuina u ap.

[Ipu aTrpe3un AEBCTBEHHOM IUIEBHI O] BIUSHUEM MAaTEPUHCKOIO 3CTPOTEHA
HAOJMI0JaeTCsl BTOpPUYHAs TUIEPIPOAYKIUS CIU3M BO Bjarajuile, KoTopas
OpPUBOAUT K OOpa3oBaHHUIO MYKOKOJbIoca. WHorma HakonuBlIAsics —CiU3b
paccachIBaeTcsi, HO B OOJIBIIMHCTBE CIIy4acB JaHHas NATOJOTHsSl MNPUBOJIUT K
oOpa3oBaHMI0 HaOyXaHUs >KEITOBATOrO IBETAa B MPEAJABEpUM BIArajuina, u
NOSIBJICHUIO OOJIEBOTO CHHJIPOMA y HOBOPOXKJAEHHOI'O BIUIOTHh A0 MPHUCOETUHEHUS
BTOopuuHOi  uwH(pexknuu. B  manHoM chmydae  TpeOyercs  HEMEHJICHHOE
XUPYPru4ecKoe BMEMIATENBCTBO, KOTOPOE 3aKJIFOYAETCS B UICCEYEHUN IEBCTBEHHOM
IUIEBBI W 9BaKkyanuu coaepxkumoro. [lpu 3amozganoit aumarnoctuke, 6onee 6
MECSILIEB TOCIE POXKIAEHUS WM OTCYTCTBHUM MYKOKOJIBIIOCA XHPYPrUYECKOe
JICYeHHE OTKJIAJIbIBAETCS /10 Hayaia MeHapxe (Bo u30exaHue reMaToKoJbIIoca U T.
1.), TaK KaK CHWKEHUE HACBIIIEHHOCTH MAaTEPUHCKUM 3CTPOr€HOM mocie 6
MECALIEB TPYIHOrO0 BO3pacTa B CBOK OYEpEAb NPUBOAUT K CHHUKECHUIO
AIIACTUYHOCTH THMEHA U 3aKHUBIISIEMOCTb pPaHbl KOTOpBIE TPEeOyIOT MOBTOPHBIE
BMEUIATEICTBA B CBSA3M C pyOILleBaHMEM U CTEHO30M B 00JACTH THMEHA.
OnTuManbHBIM CPOKOM JJI JAHHOM IpyNIbl MALMEHTOB SBJISETCA HaYajlo Teaapxe,
KOTOpPO€ CBUICTEIBCTBYET O Hayajle BBIPAOOTKA OPraHU3MOM ACTPOTEHHBIX

TOPMOHOB.
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Huskoem cllyyae Helb3d MPOU3BOJAUTH MYHKLUHMIO WM OOBIYHOE
JPEHUPOBAHUE MOJOCTH, TAK KAK W3-3a BSI3KOCTH HAKOMMBUICIHCS CIU3H 3BaKyalus
MOXXET OBbITh 3aTpyJHEHA, YTO TMPUBOJUT K MPUCOCIAUHEHUIO BTOPUYHON
uHpexuun. Kpome TOro, mpu JaHHOM MOAXOJAE YacCTO HAOIJIONAETCS BTOPUYHOE
3apallleHue MyHKIIMOHHOTO OTBEPCTHS.

AKTYaJIbHOCTH NPO0JIEMBI:

HecMoTpst Ha HEOOJBIION MPOIEHT OOJBHBIX C AHOMAJIMSAMH DPAa3BUTUS B
NOMYJISIMY, a0COJIIOTHOE MX YHUCJIO 3HAYUTEIbHO W B IOCJIEAHHE TOIbI
HAO0JIFOAeTCsl POCT JIAHHOM MaTOJOTMHU. ODTH IOPOKH HE TOJIBKO BBI3BIBAIOT
HapYyIICHUS PENPOMYKTUBHOM (YHKIIMU, HO SBJISIOTCA TNPUYUHON CTpagaHui
YKEHIIMHBI, BOSHUKHOBEHUIO CEMENHBIX U COIUAIbHBIX Mpoodsem [12].

Oco0oe BHUMaHUE CpeIMd HUX 3aCIyXKUBAIOT HapylIeHHUs (DOpMUPOBaHUS
nona (H®II), paHee wu3BecTHbIE KakK JBYIOJOCTb, HWHTEPCEKCYaIU3M,
repMappoauTU3M, B BUIY OTCYTCTBHUS B JOCTYITHOM HaM JIMTEpaType KaueCTBEHHO
pa3pabOTaHHBIX MCCIEAOBAaHUNA W HEAOCTATOYHOCTH HA JaHHBIH MOMEHT
OomyOJMKOBAaHHBIX pabOT HMEIIIMX JOKa3aTelbHyro 0a3zy. HMwmeromiuecs
IPOTOKOJBl M PEKOMEHJALMU, NPEIJOKEHHbIE MHOTMMH aBTOpaMH HE BCerja
YAOBIETBOPSIIOT TOTPEOHOCTh CHEIUMAINCTOB, TaK KaK OHH HE TOJKPEIJICHBI
PaHIOMHM3UPOBAHHBIMU KOHTPOJIMPYEMBIMU HCCJIEAOBAHUSMU U B OOJIBILIMHCTBE
OCHOBaHbl Ha PETPOCHEKTHBHBIX KIMHHUYECKHX JIECKPUIITUBHBIX HCCIEIOBAaHUSAX,
WIH K€ SIBJIIIOTCS MHEHUSIMU OT/CJIbHBIX 9KCIIEPTOB B JAHHOM 001acTH.

IlepBoHauanpHasi HEONPEAEIECHHOCTh IIOJIA  SIBJSIETCA  TPEBOXKHOU W
cTpeccoBoi st ceMeid. [loaromy TpeOyeTcsi yCKOpeHHas TIIaTellbHasl OIICHKA U
OKOHYATEIbHOE PELICHHUE NOJIOBOW MPUHAIEKHOCTH. DAKTOPBI, KOTOPBIE BIHSIOT
Ha CTAHOBJICHUE NOJIOBOW MPHUHAIICKHOCTH BKIIIOYAKOT, JUArHOCTUKY, IIEPBUYHBIN
MOJIOBOM  CTaTyc, JOCTYIHOCTb  MEAMIMHCKUX  YCIyr, XHUPYpPrHYECKue

BO3MOXHOCTH, H€O6XOI[I/IMOCTB MOKHU3HECHHOM 3aMECTUTEIbHOMN TCpalinu,
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noTeHuan GepTUIbHOCTH, MHEHHUE CEMbH, HEPEIKO OOCTOSATENLCTBA CBSA3aHHBIE C
KyJIbTypoil obmiecta. [29].

HecmoTrpss Ha 3HauMTeNbHBIE TIPOrpecchl B 00JacTH  MOHUMAHUS
TEHETUYECKON OCHOBBI MOJIOBOI'O Pa3BUTHUSA 4YesoBeKa, ToJbkO B 20 % ciiyyaes
H®II npoBoauTcs MOJIEKyJspHas AWArHOCTUKA.B IPOTMBOMOJIOKHOCTH 3TOMY,
tonbko 50% 46 XY nereit ¢ HOII nomyyar okoHuarenbHbIM guarHos. M3-3a
HIAPOKOTO CIIEKTPa BBIBOJIOB M JIMArHO30B, HEBO3MOKHO PEKOMEH]IOBATh €IMHBIN
MPOTOKOJ  OLIEHKM IS BCEX CJIy4yaeB, HECMOTpPS Ha CYIIECTBYIOILIUE
JAATHOCTUYECKUE aNTOpUTMBI. Tak Kak HEKOTOpBIE HCCIENOBAHUS, TAKHE Kak
VY3U, 3aBucAT oOT mnpod)ecCHOHAIM3MA HCCIAeaoBaTelss . A TOpPMOHAIBHBIC
UCCIIEIOBAHUSI JOJDKHBI OBITh HCTOJKOBaHbI B CBSI3M CO  CHEeHUPUUESCKUMU
O0COOCHHOCTSIMU aHalii3a U HOPMAJIbHBIMU 3HAUYCHUSIMU Kak Il OEPEMEHHbBIX TaK
U XPOHOJIOTMYECKOrO0 Bo3pacTa. B  HEKOTOpHIX clydasX, HEOO0XOIUMBI
10CJIeA0BATEIbHBIC UCCIe0BaHus [29].

HoBopoxneHHbIE ¢ aHOMQJIMSIMH  IIOJIOBBIX OpPraHOB CTaBSAT MEPEN
pOOUTENIMHA  MHOXXECTBO  TPYJIHOCTEH  KacaloUIMXCsA MPUCBOCHUS  IMOJaA.
[Tapamokcamen TOT (hakT YTO caM TAIMEHT HE YYacCTBYET B PEIICHUH TaKHUX
KPUTHYECKHUX BOIPOCOB KACAIOIIMXCS €€/e€ro IMOJOBON IMPUHAUIC)KHOCTH HIIH KE
COLIMAJIbHOM TPUHAUIC)KHOCTU. Pelenne JaHHOro BOIpPOCa B HEOHATAJIbHOM
MIEPUOJIE MPUBEIIO K TOMY, YTO MHOTHE IMAIlIUEHTHI CYUTAIOT, YTO PEIIEHNUE JAHHOTO
BOIIPOCA HE JOJHKHO OCTAaBaThCA 32 JIOKTOPOM, KOTOPBIM HE UMEET MPEACTABICHUS
O BHYTPECHHHMX MEPEKUBAHUAX CAMOTO MALMEHTA. TPyAHOCTH AHHOTO BOMNpPOCA
3aKJIIOYAETCSl B TOM, YTO B HEOHATAIILHOM MEPHUOJIE HUKTO HE MOXET IPEICKA3aTh
KakuM OyJeT IoJoBasi/colMalibHasi MPUHAMJICKHOCTh WJIM JK€ IOBEJICHUYECKas
MPUHAJICKHOCTh TAIMeHTa B OyaymieM. JlaHHas cUTyamusi IPUBEIO K TOMY YTO
MHOTHE€ CIELHUATUCThl PEKOMEHIOBAIM OTKJIAJIbIBaTh MPUCBOCHUS MOJIa O TOIO

MOMCHTA KOI'Ja ITaITMCHT 6YI[CT IMPOABJIATH 0oyiee YETKO €€ WM €ro IMOJIOBYIO
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NPUHAICKHOCTh. [63]. JlaHHBIN B3I Ha MPOOJIeMy MPHUBEIIO K Pa3HOIIACUSIM
Mexay crenuanuctamu U B 2005 romy B KoHceHcyce mo mpobGimemam HOII
KOTOPbIN TTpoxoauil B Uukaro ObUIO MPUHSATO pelIEHUE O IPUBUIIETUN TTPUCBOCHUS
MoJia B HEOHATAJIBLHOM MEPUOJE, YTOOBI MPEAOTBPATUTH IICUXO — SMOILUOHAIILHbBIC
nepeXuBaHus y poauteneit [25].

Pemienrie mpuHSATOE TPYNION CHEHNMAIUCTOB OasupyeTcss Ha 4 Tpymnmax
uHAUKaTopoB: 1) ['OpMOHaNbHBIN, TEHETUYECKHMA ¢ TKaHEBOW mpoduin
HOBOPOJKJICHHOTO, KOTOPBIX MOKHO Ha3BaThb «BHYTPEHHUM I0JIOMY», 2) AHaTOMUS
TCHUTAIMA WM K€ pa3Mep TOJIOBOTO Oyropka M HaJIWYUE MIOJUICPOB IOJIOCTH
MPEJICTABIIAIOT «HAPY>KHBIN MO, KOTOPHIN SBISETCS BUAUMON 4acThio ancOepra.
Tak xe npeamnosaraéMplii pOCT NALMEHTA SBJISETCS BaXKHBIM KPUTEPUEM B TOJIb3Y
KEHCKOT0 TO0Jla, €CM TOCIEeIHUN mpeanonaraeTcss ObITh MeHbiie 160 cm. 3)
[ToTenmnuanbHass COCOOHOCTh MAallMEHTa MMETh IOJIOBOM aKT WIIM JETeH TOXe
JIOJDKEH OBITh OIIEHEH M MOXET OBITh OmpejeseHa Kak «(QYHKIIMOHATBHBIN MOJ.
4) HaBepHoe, caMbIM Ba)XHbIi HMHAUKATOP BBITEKAET U3 KYJIbTYpPHBIX H
o0Opa3oBaTenbHbIX cpell peOeHKa KOTOPBINA ONMPEesIeTCs] KaK «COLMANbHBIN MOJ.
Henb3st npucBouTh mosi peOCHKY MOJBHOCTHIO HE MOHMMAs U HE BOCHpPUHUMAS
YyBCTBA POJUTENIEH, IMPHU OTOM, 3HAs,, YTO MHEHHUE POAUTEIEH BO MHOI'OM
HAaXOJUTCS TOJ BJIUSIHUEM MHEHHS JOKTOpa. UyBCTBa pOIMUTENEH, a WUMEHHO
MaTepu IO TOBOAY CJIOKHMBIICHUCS CUTyallUM HWMEET BaXHOE 3HAYCHUE IMIpU
NPUHATHM  3aKIIOYUTENHOro pemenus. Cpeau NauueHTOB C  CHHAPOMOM
YaCTUYHOM pe3ucTeHTHOCTH K anaporeHam (CYUPA), nepexramu B OmocuHTE3E
aHJIPOT€HOB, HEMOJIHOM JUCTEHE3UEH TOHa ] HE3aBUCUMO OT I10J1a BOCIIUTAHUS B 25
% cliydaeB HaOJIIOAAETCs HEYIOBJIETBOPEHHOCTh C MOJoM Bocnutanus. [29]. Tax
KaK MHOTME€ NAlMEHThl BOCHUTHIBAIOTCS KaK MYKUMHBI. C T€HETHYECKOW TOYKH
3peHUsl JIaHHBIM MOAXOX SBJAETCS NpaBUiIbHBIM. HoO ¢ TOukM 3peHus

(bYHKL[I/IOHaJ'IBHOFO I1oJaa I[&HHBIﬁ noaxoa HE ABJSACTCA KOOPCKTHBLIM. Tak kak B
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OOJBIIMHCBE Yy TaKUX MAlMEHTOB HYXHO VYAQISITh SIMYKA B BUJY pHUCKa
MajgurHu3anuu. My Takux marueHTOB B OOJBIIMHCTBE ClIydaeB HAOIIOIaeTCs
NIEPUBHUYHAS OJIUTOCTIEPMHUSL.

KacarenbHO BpeMeHU XUPYPrudeCKOM KOPPEKUUH B COBPEMEHHON MEIULIMHE
UMEIOTCSl pPa3HOIJIacusi MEXJy CIelualucTaMd B JaHHON oOnactu. MHorue
XUPYPrd PEKOMEHAYIOT XUPYPTrUUYECKOE JIEUEHHE B NEPBBIE 6 MECSLEB >KU3HU
HOBOPOXJIEHHOTO. [64].

JlaHHblil TOIXO0JI OOBACHSETCS TEM, YTO B 3TOM IE€PUOJE MOJ BIUSHUEM
MaTEPUHCKUX 3CTPOT€HOB TKAHM SIBJIAIOTCS Oo0Jiee MIACTUYHBIMU, 3a’KUBIIIMOCTH
IOCTONEPAllMOHHON  paHbl  OBICTpOE,  MOCTONEpPALMOHHBIE  OCJIOKHEHUS
HAOJIIOIAI0TCS OTHOCUTENBHO PEXKE M TEM CaMblM TpeOyIOTCS MHHMMAaJIbHOE
KOJIMYECTBO TTOBTOPHBIX omepanuii (CTeHo3, pyOioBeie nedopmaruu). Ho B TO ke
BpEMsi UMEETCs JIPYroil MoJXoJl K JaHHOW MpoOsiemMe, 0COOEHHO MOMYJISIPHBIN B
CIIA, xoTopblii yTBepXKIaeT uTO Jro0as omnepaiusi, MPOU3BEIEHHAs B STOM
IIEPUOAEC HApyLIaeT JTUYECKME HOPMBI, TaK KaK BOIPOC XUPYPrUYECKOU
KOPPEKLHMH PEIAETCA POAUTEISAMH MMAIIUEHTA, 4 HE UM caMUM. TeM BpEMEHEM HET
JOCTAaTOYHBIX JOCTOBEPHBIX [JAHHBIX KACAIOIIMXCSA IPEUMYILECTB ITO3IHEU
XUPYPTUYECKOW KOPPEKIMHU Y TAKUX ITAlIUEHTOB.

Yro xe kacaercs MalbIX (GOpM MOPAKEHUN T'€HUTATUH TO B JAHHOM cllydae
ST NATOJIOTMM HE JUAarHOCTUPYIOTCA Cpady II0CIE€ POXKICHHS M B MOMEHT
CIIy4yallHOTO OOHAapy’>KEHUSI POJMTENSIMU WJIM K€ BpPauoM BO BpeMsi OCMOTpa B
Oojee cTapmioM BO3pacTe€ NPHUBOJUT K IICUXOJIOTHYECKOMY JIUCKOMQPOPTY U
CTPECCOBBIM TEPEKUBAHUSAM POJUTENEH, KOTOpble OyIyT OCOOEHHO SIPKO
BBIPDQXXEHbI B YCIIOBUSX HAIIEr0 MEHTaIMTeTa. KpoMe TOro mo MHEHHIO psna
aBTOPOB TaKUE OOJIbHBIE MMOABEPIratOTCsI MHOKECTBY HEHYKHBIX HCCIIEIOBaHUI CO
CTOPOHBI Bpaueil KOTOPBIE AOCTABISIOT AONOJHUTENbHBIA CTpecc poaurtessim. Ha

JAHHBIA MOMEHT B JIOCTYIIHOM HaMm JIMTEPAaType HET AOCTOBEPHBIX IAHHBIX O
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TaKTHKE BEJEHUS U JICYCHMS] TaKuxX OOJBHBIX, & UMEIOIIMECS PEKOMEHJAlUU He
UMEIOT JI0Ka3aTelbHYI0 0a3y M OCHOBaHbl JIMIIb Ha €IMHUYHbIC HAONIONEHUS
aBTOPOB. A HCIIOJIB3yEMBIE XUPYPTHUECKHE METOABI JICUEHUS] IPHUBOIAT K MEHEe
YCIEIIHBIM PE3yJIbTaTaM C TOYKH 3peHUS (PYHKIMOHAIBHOTO M KOCMETHYECKOTO
ycmexa.

Takum 00pa3om, MOKHO CKa3aTh YTO, HECMOTPSI HAa MMEIOIIHUECS TPOrPecChl
MEJMILIMHBI B JaHHOU 00JIaCTH BOMPOC BEACHUS U JICYCHHUSI I€BOUYEK C aHOMAJIUSIMU
Pa3BUTHS HApY>KHBIX IIOJIOBBIX OPraHOB OCTAE€TCS HE IMOJHOCTBK) HM3YYEHHBIM a
UMEIOIINECS JaHHbIE HE SIBISIOTCS OObEKTHMBHBIMU M OCHOBAHBI JIMIIL HA JAHHBIC

00cepBaIlMOHHON MEIUITMHBI.
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I'naBa II. MaTtepuaJj, MeTo/Jbl HCCJIEI0BAHUS U JIeUEeHHUS]

2.1. KinHu4eckasi XapakTepucTUKA 00¢/1eyeMbIX 00JIbHBIX

J171st BBITIOJIHEHMSI TTIOCTABJIEHHBIX 33/1ad BbIOpaHa ompejeieHHas mporpaMma
IMPOCTIEKTUBHBIX ~ HccienoBanuii. C  1enpio  moBBIICHUS 3O PEKTUBHOCTH
JUATHOCTUKU M JICYCHHS] IMyTeM pa3pabOTKU HAay4YHO-O0OOCHOBAHHOW TaKTHKHU
BEJICHUS C UCIIOJIb30BAaHUEM COBPEMEHHBIX TEXHUUYECKUX CPEJCTB, a TAKXKe BhIOOpA
ONTHUMAJIIBHOTO BO3pacTa U HamboJee palMOHAIBHOIO  METOJa KOPPEKIIUH,
onpeneneHuss BuAa U oO0beMa OMEepaTUBHOTO JICYEHHS B 3aBUCUMOCTH OT BHUJA
BU3yaJIbHOTO AHATOMUYECKOTO OTKJIOHEHHUS ObLIO MPOU3BEACHO KOMIUIEKCHOE
KIIMHUKO-1a00paTOpHOE W HMHCTpyMEHTajdbHOEe oOcienoBanue u Jjedenue 40
JIEBOYEK C AHOMAJIMSIMU PA3BUTHSI HAPYKHBIX MOJOBBIX OPraHOB, OOPATUBIIUXCS B
ruHekonorudeckoe  otaenenne  Camapkanackoro  OMMJIIL  O6GmactHOTO
MuoronpoduinsHoro Jlerckoro Meaunuackoro Ilentpa B mepuon c¢ 2010 -
2013rr.

Kputepun BK/II0YeHUs1 60JbHBIX B HccJIe10BaHue. B BRIOOPKY BKITFOYECHBI
NeBOYKM A0 | rojga ¢ aHOManusIMU Pa3BUTHUS HAPYKHBIX IOJIOBBIX OPIaHOB,
FOCIUTAIU3UPOBAHHBIC B OTJICJICHHE SHJIOKPUHHOU TUHEKOJIOTUHU
Camapkanjackoro OMM/IIL B nepuoa ¢ 2010 o 2013 rr.

Kpurtepuu uckiawdenusi. B uccnenoBanve He ObUTM BKJIIOYEHBI JIEBOYKH C
aTpe3ueil TMMEHa HE OCJIOKHEHHasi MyKOKOJIbIIOCOM U OOJIbHBIE C HapyILICHUSIMU
dbopMHUpPOBaHUS 10JIa OTHECEHHBIE K MY>KCKOMY TOJTY.

[IpocnekTBHOE UCcaeq0BaHUE MPOBeeHO y 40eBOYEK ¢ aHOMAIIUSAMU Pa3BUTHUS
Hapy>XHbIX IMOJOBBIX OpPraHOB. B 3aBUCMMOCTM OT BHJAa AHOMAJIUM Pa3BUTHUS
HapYy>XHBIX TEHUTAIUM OOJbHBIE ObUIM pa3jeiieHbl Ha 3 Tpymmbl: B 1-10 rpymmy
Bouun 5 (13 %) nmeBouek ¢ HeMmoiaHOM (QOpMON CHUHAPOMA PE3UCTEHTHOCTH K

aHJApOTeHaM; 2-10 rpyIy coctaBuiu 25 (62 %) neBouek ¢ aTpe3ueil JeBCTBEHHOMN
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IJIEBBI OCJIOKHEHHOW MYKOKOJIbIIocoM; 3-10 Tpyriny coctaBwin 10 (25 %) neBoyek

C BPOXKIECHHOM TUC(YHKITMEH KOPHI HAATIOUYECYHUKOB.

Pacnpe)me}me 00JILHBIX B 3aBHCHMOCTH OT BHUIAa aHOMAJIUA

Pa3BUTHUA HAPYKHBIX MOJOBbIX OPraHOB.
25;62%

5 13% 10; 25%

O Henonnas ¢opma cuHApOMa PE3UCTEHTHOCTH K aHAPOT€HaM
B ATpe3us JeBCTBEHHOM! TUIEBHI OCIIOKHEHHAS MYKOKOJIBIIOCOM
OBJIKH

Bcem  OonpHBIM = MpOBENEHO  KIMHMYECKOE W JTAOOpaTOpHO — —
UHCTPYMEHTaJIbHOE 00CIeI0BaHuE.
Bech 00bem ucciienoBanuii mpeacrasiieH B Tadnuie 2.1.1.

Taoauua 2.1.1.

HanpagsJjienue MeToabl
Ne O0beM uccjaeI0BaHuA
HCCJIeT0BAHUSA HCCJae10BAHUSA

1. C6op anamuesa, B

TOM YHCIIE
40 neBoYex ¢
TE€HEOJIOTUYECKOTO.
N3yuenne karamuesa AHOMAJIMSIMH PA3BUTHUA
| 2. N3ydenue TeueHusd
UCCIIEyEMBIX JIEBOUEK Hapy>KHBIX MTOJOBBIX

OepeMEHHOCTH U
OpraHoOB
POJIOB MaTepeit

HCCIIE Ty €MBIX

34



JCBOYCK

OOLIEKIINHUYECKAE

MECTOAbI HCCJICOIOBAHUA

1. OOwmii ananus
KpOBH
2. OOumit aHanus

MOYH

40 neBoYEeK ¢
AHOMAJIMSIMH Pa3BUTHUSA
HAPY>KHBIX MOJOBBIX

OpTaHOB

O1eHKa COCTOAHUS

HapYHBIX TeHUTAIUN

1. T'mHEeKoJIOrnYecKuit
OCMOTp
(BU3YaJIbHBIN U
MAJIBIIATOPHBIN
OCMOTP HapyX HBIX

TEeHUTAIUMN)

40 neBoYEK C
AHOMAJIMSIMH Pa3BUTHUSA
HapyHBIX TTOJOBBIX

OpTaHOB

2. OueHka HapyKHBIX

T€HUTAJIAU 110

[Ipanepy

15 neBouek ¢
HemnoJaHoH dhopmoit
CHUHJIpOMa
PE3UCTEHTHOCTHU K

aHAPOTreHaAM

OneHKa COCTOIHUS

TAa30BbIX OPIraHOB

1. Y31

25 neBoYEK C aTpe3uei
JICBCTBCHHOU ILJICBBI
OCJIOKHEHHOM
MYKOKOJIBIIOCOM

15 neBouek ¢
HEMOJIHON (hopMOon
CHUHJIpOMA
PE3UCTEHTHOCTH K

angporenam u BJIKH

HccnenoBanue

["opmoHanbHbIE TPOOBI

15 neBouek ¢
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TOPMOHAJIBHOTO HEMNoJIHOM (hopMon
npodus CHUHJIpOMA

PE3UCTCHTHOCTH K

angporenam u B/IKH
15 neBouek ¢
JlaGoparopHo- 1. IluToreneTnyeckoe | HEMOIHOM GOpMO
6 | reHeTH4YeCKoe — HCCIIEIOBAHUE CHUHJIpOMA
oOcnenoBaHue KapuoTHIIa PE3UCTEHTHOCTHU K
angporenam u B/IKH

[Ipy KIMHUYECKUX HCCIEAOBAHUSIX HA KAKIYIO IMAlMEHTKYy Oblia 3aBe/ieHa
CIielMalIbHO pa3paboTaHHasi HaMu KapTa oOcienoBanus (cMm. [Ipunnoxenue.)

Y poautenedl KakI0W NAIMEHTKH  ObUIO MOJy4YeHO HH(GOPMUPOBAHHOE
corjacue Ha MpOBOAMMbBIC BMEIIATEIbCTBA.

2.2. MeTroabl uCCJIeIOBAHMS

O0mexJInHNYecKHe MeToabl. B crammonape Bcex OOJBHBIX TOJBEprayiud

MOJIHOMY  KJIIMHUYECKOMYy oOcienoBanuio. Kpome ob6mero obcnenoBaHus
TIPOBOIMIIN OOIINI aHAJIU3 KPOBH , OOIIUN aHAJIN3 MOYH, OMOXUMUYECKUA aHATH3
KpOBH, TPYIIIy KpOBH, pe3yc ¢akrop. Y JeBOYeK C HEmoaHou (opMoi
PE3UCTEHTHOCTH K aHJPOT€HAM U aTpe3ueil JEeBCTBEHHOM IUIEBBI B 00s13aTEILHOM
NOpsIAKE JUTS AHECTE3UOJIOTUYECKOTO nocoous MPOBOAIIH
anekTpokapauorpaduo. Bcece 1eBOYKM B MpenoNepallMOHHOM TMepuojie OblIn
OCMOTpPEHBI MeaAnaTpoM. Y BCEX JIEBOUEK THIATENbHO coOupanu aHamue3. [lpu
coope aHamHe3a 0co00€ BHHUMAaHUE YACNAIU CEMEHHOMY (TE€HEAIOrHYeCKOMY)
aHaMHE3y, HAJUYUIO TTOPOKOB Pa3BUTHUS MOJIOBBIX OPraHOB, TMHEKOJIOTUYECKUX U
HKCTPAareHUTAJIbHBIX 3a00JieBaHUM Yy PpOJACTBEHHHMKOB, a TakKe BO3pacTty u

300pPOBbBIO pOILI/ITCJIef/'I, OCOOCHHOCTSIM TEUCHUS 6CpCM€HHOCTI/I Yy Marcpu
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NalUEeHTKU (M3yUeHHE FeHepaTUBHOW (PYHKIIMH), T.€. MPOBOJUIN aHATIU3 BIMUSHUS
BO3MOYHBIX TEPATOTEHHBIX (DaKTOPOB.

2.2.1 TI'vHekoJiorHYeckOe oOcjaenoBaHue. Marepu  J€BOYEK B
00s3aTeIPHOM ~ TIOPSIZIKE TPHUCYTCTBOBAIM B TMporecce obOcmemoBanus. [lpu
THHEKOJIOTHYECKOM 00CIIeIOBAaHUY JI€BOYEK MBI MPUACPKUBAIIMCH IPUHITUIA «Oe3
Hacwius». Jlnst  3TOro Mbl, NpeABapUTENIbHO coOupasi aHaMHE3, OTBJIEKaJIU
JIEBOYECK, CTApasiCh TEM CaMbIM PACIOJIOKHUTh UX K ce0e U BBI3BATh Y HUX JOBEpPHUE.
[Tocne cOopa aHamHe3a MbI TPHUCTYNAIM K CIEHHAIBHOMY OOCJIEIOBAHUIO
neBouek. CrieruanbHOe OOCIEI0BAHUE MBI ITPOBOJMIN MAKCUMAIBHO OEPEKHO U
mangme. [loarotoBka K OCMOTPY BKJIIOYaI 00s3aT€IBbHOE  OMOPOYKHEHWE
KHUIIICUHHKAa U MOYEBOro My3bIpsi. Tak kak Bce oOcieayemble ACBOYKU ObLUIA B
BO3pacte N0 lroga Mbl BeIOMpANd FOPU30HTAIBLHOE MOJIOKEHUE: JIS 3TOr0 Mbl
YKJIaJbIBAJId JIEBOYEK HA CIIMHY, a MX OeJpa MPUBOIWIM K KUBOTY, KOTOpbHIE
NOAJCPKUBAIUCHL UX MaTEpPsSMH WJIM MEAUIIMHCKUM mepcoHaioMm. Mcciaenoanue
HAYMHAJIM C OCMOTpa >KMBOTA M HapPY>KHBIX IOJOBBIX OpraHoB. Omnpenensiu
COOTBETCTBHE HMX BO3pAcCTy OOJBHOM, HAIMYUME AHOMAIUHU HAPYKHBIX TOJOBBIX
opraHoB. /[[nsi ocMoTpa mnpeaaBepusi Biaraiuia OOJIBIIMM U yKa3aTeIbHbIM
najgbllaMu 00euX PYK 3axXBaThIBAJId OOJBIIHME IOJOBBIE TYObl y WX OCHOBAHUS,
OTTSATUBAJIM WX KIEPEIU U HECKOJBKO B CTOPOHBI, OOECreyuBasi TEM CaMbIM

XOpOIIHA 0030p IEBCTBEHHOMU IJIEBBI 1 THMEHAITLHOTO OTBEPCTHSI.

IIpu arpe3um THUMEHa OCIOKHEHHOM MYKOKOJIBIIOCOM B JIONOJIHEHUE
OPOBOJMIM  TaKXKe  pEKToa0JOMHMHAIbHOE  uccienoBanue. s 3roro

MMpCABAPUTCIIbHO CMAa3dB BAa3CJIMHOM MU3UWHCI BBOOAWJIN B IIPAMYIO KHIIKY.

Y Oo0dbHBIX C HENOAHOW (OPMOM PE3UCTEHTHOCTH K aHAPOTeHaM
IPOU3BOAWIIN NAJIbIALMI0 HAPYKHBIX T'€HUTAJIUMN C LEJIbIO ONPEAECICHHS HATNYUS

rogajg B TOJIC OOJIBIIBIX ITOJIOBBIX FY6 B JOIIOJTHCHHC K OICHKC CTCIICHHU
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BUPWIM3ALMNA HAPY>KHBIX IMOJOBBIX OPraHOB C MCIIOJIb30BAaHUEM KilaccU(pUKauu

Von Prader A. (1974).

Tabauuna 2.2.1. Crenedb BUPUIM3ALUN HAPYKHBIX IOJOBBIX OPraHOB

Crenensn
Yuciio
pupuwiausauuu | 'mneprpo¢gus kiauropa | Bxoa Bo Biarajaume
00JIbHBIX
o Prader
HOPMaJIBHBIN BXOJ BO
I crenenn runepTpodust Kiuropa
BJIAraJIUILE
runepTpodus KIuTopa YaCTUYHOE CPAILlCHUE
IT crenens
Pa3JIMYHO BBIPAXKEHHOE MaJIbIX MOJIOBBIX T'Y0
IIEPCUCTUPYIOLLHN
KJIUTOp TUNEepTpodUpPOBaH | ypOreHUTAIbHBIN
III cTrenens 1 chOpMHUpPOBaHA €ro CHHYC, €IUHOE
roJIOBKa OTBEPCTHUE Y
OCHOBAHHSI KIIMTOPA
rUnepTpoupPOBAHHBIHI YPOTE€HUTAJIbHBIN
KJINTOP HAIIOMUHAET CHUHYC OTKpBIBAacTCs Ha
IV crenens
HOPMaJIbHBIN NOJIOBOU CTBOJIE WJIM TOJIOBKE
YICH IIOJIOBOT'O YJICHA
MY’KCKOU THII CTPOEHHUS — | UMEETCS NTNHEAIbHAs
V crenenn
«OKEHCKUH (anoc» yperpa
BCETo 0

38




2.2.3 VYabTpa3ByKoBoOe HccJIe0BaHue. biaronaps yHUBEpPCaJIbHOCTH,
Oe3onmacHocTH, 0€300JIC3HEHHOCTH M IPOCTOTE IOATOTOBKHM B  KAadeCcTBE
CHEIMAIBHOTO METO/a 00CIIeJOBaHMsI IEBOUYKAM C aTpe3uel ruMeHa OCI0KHEHHON
MYKOKOJIBIIOCOM U HETIOJIHON (hOpMOI CHHApPOMA PE3UCTEHTHOCTH K aHIAPOTeHaM
HEOJJHOKPATHO MPOBOAMIIOCH YJIBTPAa3BYKOBOE MCCIEIOBAaHUE OpPraHOB MAaJOro
Taza. OHO MO3BOJISIO YTOYHUTH BEJIMYMHY MYKOKOJIBIIOCA M OLEHUTh COCTOSIHUE
OpPraHOB MOUYEIOJIOBOM CHUCTEMBI, @ TAK)XKE€ KOHTPOJIMPOBATH PE3YJbTAThl JICUECHUS.
JUis TmpoBeNeHUs MCCIEAOBAHUS HCIOJb30BAJIUCh YJIbTPAa3BYKOBBIE amlapaThl

Aloka SSD 1100 u Voluson 730 Pro, paGotaromiue B pexume peaabHOro BpEMEHH.

JlabopaTopHo-reneTn4eckoe oociaenoBanme: Y 6onbubix ¢ HOPA u BJIKH pis
YTOYHEHUS TEHETUYECKOTO T10J1a TIPOBOIMIH JTA00PATOPHO-TEHETUUECKOE

06CJ'I€I[OB8.HI/ICI ONUTOTCHCTUYCCKOC — UCCIICA0OBAHNC KapHUOTHIIA.

AHAJIM3 KAPUOTHUIIA YeJI0BEeKA MMPOBOAT B KYJIbType ACTSAIINXCS COMATUYECKUX
U MOJIOBBIX KJIeToK. Hanbosee 4acTo npu HUTOreHETUYECKUX UCCIIEIOBAaHUX B
MEIUIMHCKON T€HETHKE UCTIONIb3YIOT KYJIbTYPY KJIETOK nepudepuyeckoi KpoBH,
npexzae Bcero TuM(QOIMTOB, KOCTHOTO Mo3ra u ¢pudbpodiaactos. Haubonee
JOCTYMHBI JJIs1 UCCIIEIOBAHUN TUMQPOLUTHI TEpUPEPUIECKON KPOBHU, KOTOPHIE, B
OOJIBIIMHCTBE CIIyYaeB U CIIykaT 00BEKTOM IUTOT€HETUYECKOTO aHaIn3a y
YesloBeKa B OCTHATAIBHOM niepuoae. i aHanm3a KapuoTHIIA 10 MOTYT OBITh
MCIIOJIb30BaHbI PA3IMYHbIEC KIIETOUHBIE KYJIbTYPhI; UX BHIOOP JUKTYETCS CPOKOM
OEpEeMEHHOCTH, B KOTOPOM MPOBOAUTCS UcciiefoBaHue. Tak, Ha paHHEM cpoke (10
12 Hepenb BHYTPUYTPOOHOTO Pa3BUTHS) aHAIIN3 XPOMOCOM IIEJIECO00pa3HO
IIPOBOJUTH B KJIETKaX BOPCUH XOPHOHA, B TO BpeMsI Kak B 00Jiee MMO3IHEM CPOKE
UTOTCHETUYECKOMY HCCIIEIOBAaHUIO TIOJIBEPTalOT KJIETKHU II0/Ia, BHICIICHHBIC U3

AMHHOTHYECKOM KHNIKOCTH, HYHOBI/IHHOﬁ KpOBH U IINTAICHTBI.
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JIist mecsieoBaHUsI KAPUOTHIIA YeJIOBEKA JIOCTATOYHO MOJTYyYUTh 00paserl
nepudepuuecKoil KpoBu B KomaecTBe 1-2 mMil. [{lutoreHeTnueckuii aHamms
BKJIFOYAET TPU OCHOBHBIX 3Tara: 1) KyJIbTUBUPOBAHUE KIIETOK; 2) OKPACKY
npenapara; 3) MUKPOCKONMYECKHUI aHayin3 npenapaTta. KylnbTUBUPOBaHUE KIETOK
IPOBOJAMTCS ciaeAyronuM oopa3om. IToce 3a6opa oOpasen KpoBH IMTOMEIIAIOT B
MUTATEIBHYIO COJIEBYIO CPEy C JO0OABICHUEM IETHHOW CHBIBOPOTKH KPYITHOTO
poraroro ckota u 6enka 0000BBIX pacTeHUN — (PUTOrEeMarTIIOTUHUHA,

CTUMYJIMPYIOLICTO ITPOICCC ACICHUSA KIICTOK.

Yenex HMTOreHeTH4eCcKOro MCCaeJ0BaHus B 3HAUUTENIBHON Mepe OlpeieseTcs
TEM, CKOJIbKO KJIETOK B KyJbType OyIyT HaXOIUThCS B cTaauu Metadassl. s
YBEJIMYEHUS KOJIMYeCTBAa MeTa(a3HbIX KJIETOK 3a MOJITOpa yaca 10 OKOHYaHUS
KyJIbTUBUPOBAHUS B KYJIbTYpPY BBOASAT KOJIXULMH, KOTOPBIN pa3pylIaeT KIETOYHOE
BEPETEHO, MPUOCTAHABIMBACT JICJICHUE KJIETOK Ha cTaauu MeTadassl U
YBEJIMYUBAET KOHJIEHCALMIO XpOMOCOM. OOBIYHO, TPOAOKUTEIBHOCTh
KyJIbTUBUPOBaHUS cocTaBisieT 72 4. [Tociie ero okoHYaHUs KJIETKU C MUTATEIbHOU
Cpeoi LeHTPUPYTUPYIOT U MOMEIIAIOT B THIOTOHUYECKHUI PacTBOpP XJIOpUAA
KaJiusl WM LUTpata HaTpus. [ unotonnueckas o0padoTKa NPUBOJIUT K Pa3pbiBy
SAJIEpPHON 000JIOUKU U MEXXXPOMOCOMHBIX CBSI3€i MU CBOOOJHOMY IEPEMELIEHUIO
XpoMocoM B nuroruiazme. Ilocne 3Toro npou3BoauTcs Gpukcarus KIeToK CMEChIO
METaHOJa U YKCYCHOM KUCJIOTBI B COOTHOIIEHUU 3:1, MOCie Yero KIeTOYHYo
CYCIIEH3HUIO PACKAIbIBAIOT HA OXJIAKICHHBIE BIAKHBIE IIPEIMETHBIE CTEKIIA U

BBICYIIIMBAIOT HA BO3YXC.

Ha cnenyroiieM 3Tane HHTOreHETHYECKOT0 UCCJIeI0BAHUSA TIPOU3BOIUTCSA
OKpacka IpenaparoB. B 3aBUCHMOCTH OT LieJIed UCCIIeI0BaHuUsl, TO €CTh OTTOTO,
KaKoW UMEHHO THII IEPECTPOEK HEOOXOIMMO BBISIBUThH, MOKHO MCIIOJIB30BaTh

Pa3JINIHBIC BUAbLI OKpalllBaHMA.
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HauGonee nmpoctoii MeTo1 OKpalIuBaHUsI XPOMOCOM, HAa3bIBAEMbIN B HACTOSIIICE
BpEMS CILUIOLIHBIM WJIM PYTUHHBIM, IPUMEHSIIOT JIJIS ONPEACIICHUS KOJIUYECTBA
XPOMOCOM B MPENapare v BbISBICHUS T€HOMHBIX MyTallui 1 aneyrmionauu. [Ipu
ATOM OKpacKe MCHOJIb3YIOT KpacuTelb I MM3bl, KOTOPBI pABHOMEPHO
MPOKPAIINBAET XPOMOCOMBI MO BCEU IJIUHE, YTO 1AET BO3MOKHOCTD
UACHTU(DUIIIPOBATH XPOMOCOMBI M OLIEHUTh WX KOJIMYECTBO B Mpenapare. ITOT
METOJ, OKPacCKH YCIIEIIHO MPUMEHsICS A0 70-X roA0B NpOLIJIOro BeKa U MO3BOJINI
BBISIBUTH STHOJIOTHIO OOJBIITUHCTBA XPOMOCOMHBIX CHHIPOMOB,
XapaKTEPU3YIOLINXCSI U3MEHEHUEM KOJIMYECTBAa XpOMOCOM. B Hacrosiee Bpems
CILIOIIHOE OKPAIIMBAHUE TPUMEHSIOT, B OCHOBHOM, JIJI BBISIBICHUSA
KOJIMYECTBECHHBIX aHOMAJINN KApUOTHUIIA, a TAKXKE CTICIIM(PUIECKOTO caiTa
JIOMKOCTH TIpU CUHApoMe (parmibHon X-xpomocoMmsbl. [Ipenapar meradazupix

XPOMOCOM YCJIIOBCKA, OKpAIICHHBIX I10 BCeH AJIMHE, IPEACTABJICH Ha PUCYHKC.
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OpaHako UCHOJIb30BaHNE PYTHHHOTO METOIa OKPACKM HE MO3BOJISIET BBISABIISTD
CTPYKTYPHBIE IIEPECTPOUKH XPOMOCOM. B 3THX CilydastX IPUMEHSIOT ClielMaIbHbIE
METO/Ibl, TaK Ha3bIBaeMOM, U] PepeHInanbHON OKpacKU, B Pe3yJIbTaTe KOTOPOH
XPOMOCOMBI TPUOOPETAIOT NONEPEYHYIO UCUEPUEHHOCTh. Pacnionoxenue u
TOJIIMHA TEMHBIX U CBETJIBIX IOJIOC CTPOrO MHAMBUYAJIBHBI JJI KaXK 101
XPOMOCOMBI, YTO MTO3BOJISIET MPOBOAUTH UX TOUHYIO UJIEHTU(DUKALIMIO U BBIABIIATD
CTPYKTYpHBIE IepecTpoiku. [[i1st 00bsCHEHNSsI BOSHUKHOBEHUS PA3IMYHO
OKpALIEHHBIX I10JIOC HA XPOMOCOMAX BBIJIBUTAETCSA HECKOJIBKO FMIIOTE3: pa3anyus
B KOJIMYECTBEHHOM conepkannu A—T- u G—C-map ocHOBaHHi, 0COOEHHOCTH
CTPOEHHUS HYKJIEOCOM, a TaK K€ ACUHXPOHUOCTb PEIJIMKALMK Pa3JINYHbIX yYaCTKOB

JIHK.

Haunboabiee pacnpocTpaHeHue MOJy4YmnJI npoctoi u appextuBHbiil G-MeTo
g depeHInaIbHOr0 OKpaluBanusa. B 3ToM ciyyae st OKpalMBaHusi XpOMOCOM
TaK)K€ MUCIIOJIb3YIOT KpacuTelb [ MM3bI, OIHAKO, XPOMOCOMBI MIPEABAPUTEIILHO
00pabaTbIBatOT pacTBOPOM TpuricuHa. [Ipolienypa okpammBanus 3aHUMAET OT 5 10
10 MUHYT ¥ IPUBOJUT K MOSIBJICHUIO CIIEIU(PUIHOTO JUTSl KAXKIOU XPOMOCOMBI
pUCYHKa NonepeyHoil ucuepueHHocTH. [loka3zaHo. 4To KOJMYECTBO MOJIOC B
MeTada3HbIX U IpoMeTadasHbIX JIACTUHKAX CYIIECTBEHHO Pa3invaeTcs: B
MeTadasHbIX MIaCTUHKAX uX yncio pocturaet 400, a B mpoMeradasHbix - ot 800
1o 1000. IIpenapaTt meTada3HbIX XpOMOCOM YEJIOBEKA, OKpaleHHbIX 10 G-

METOJy, ITPEJICTABJICH HA PUCYHKE.

I[pyrne METOAbI OKPACKH HMCIIOJB3YIOTCA PEKE BCICACTBUC UX CIIOKHOCTHU UIIN
y3KOﬁ CHCHI/I(bI/I‘{HOCTI/I. R-MGTOI[ O6YCJ'IOBJ'II/IB3€T CCIMCHTAIIUIO XPOMOCOM,

IPOTHUBOIIOJIOKHYIO TOM, KOTOpasi KUMEET MECTO ITPHU OKpacke (G-METOIOM.
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C-meroa nuddepeHIHATBHOM OKPACKH [TO3BOJISIET aHATU3UPOBATH JIMILb
HEKOTOPBIE PAOHBI XPOMOCOM - YYAaCTKU TaK Ha3bIBAEMOTO KOHCTUTYTUBHOI'O
reTepoXpoMaTHHA, JOKAJIIM30BaHHOTO B OKOJIOLETPOMEPHBIX 00JACTIX JUIMHHBIX
ied XpomocoMm 1, 9 u 16, B 1nuHHOM 11€4e Y -XpOMOCOMBI, a TAKK€ B KOPOTKUX

IIc4ax akKpoOuCHTPUICCKUX XPOMOCOM.

das nudpepeHunaIbHON OKPACKH XPOMOCOM MOTYT HCITOJIb30BaThCS
(bIyopOXpOMBI: aKPUXHUH, AKPUXUH-UTIPUT, KBUHAKPUH U apyTue (Q-meTon
okpackn). 1o pesynpratam nuddepeHnuanbHon GryopeciieHTHON OKpacKu
UACHTUDUIUPYIOT KaXAYIO Mapy TOMOJIOTOB, a [0 CBEYEHUIO Y -XpOMaTHHA

ONPEEIAIOT HaTuYue Y -XpOMOCOMBI B UHTEp(a3HOM sIIpe.

Tpertuii 3Tan UccaeI0BAHNS KAPHUOTHUIIA YeJI0BEKA 3aKII0YaeTCs] B CBETOBOM
MUKPOCKOMTMPOBAaHUHU (PMKCUPOBAHHBIX U OKPAIIEHHBIX MTpenapaToB MeTadazHbIxX
xpoMocoM. [[71s1 aieKBaTHOTO BBISIBJIEHUSI XPOMOCOMHBIX aHOMAJIUKA HEOOXOAUMO
npoaHain3upoBaTh He MeHee 30 Metadas3HbIX MIacTUHOK. B Tom ciyuae, ecnu
IPEeAnoiaaraeTcsa MO3auiu3M M0 XPOMOCOMHBIM aHOMAJIUSIM, KOJIMYECTBO
aHAITU3UPYEMBIX XPOMOCOM JOJIKHO OBITh YBEIMYEHO. YHCIIO KJIETOK (n)
HEOOXOMMBIX JIJISl aHAJIM3a C 1IeJIbI0 ONPEIEICHUS 3alaHHOTO YPOBHS
MO3auLM3Ma MOKHO ONPEEIUTh M0 (hopMyJie ONHOMHHAIBHOT'O pacipeieIeHus:
P=(1—p)", rae p — 3amaHHbIi YPOBEHb MO3aUIIM3Ma, P - BEPOATHOCTH
0OHapy>KEeHHsI MO3auIM3Ma. Y YUThIBAsl, UTO B PA3IMYHBIX KJIETKaX OpraHu3ma
KOJIMYECTBO HOPMAJIbHBIX U AHOMAJIbHBIX KIIOHOB MOKET pa3auyarbCs, A
BBISIBJICHUS MO3auI[M3Ma MOKET NOTPEOOBATHCS aHAJIN3 HECKOJIbKUX TKaHEeM,

HaIpuMep, KJIETOK KpoBHU, (uOp0oOIacTOB, MOJOBBIX JKEJIE3.
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2.3. JleueHnmue.
2.3.1. ATpe3usi rHMeHA, OCJIOKHEHHAsI MYKOKOJIbIIOCOM.

[Tocne mpoBenéHHOro 0OCENOBaHUA MPHU OTCYTCTBUU MPOTHUBOIOKAZAHUM
MPUCTYIIATU K MOATOTOBKE ATUX IMAIMEHTOK K XUPyprudeckomy jedeHuro. Cxema
MPEIONEPAIMOHHOTO BEJCHHS TAIlMEHTOB TpeJcTaBieHa HUxe: Bo Bpems
omnepaiuu 00e3001MBaHKe IeTeil 00ecneurBaIoCch B/B aHECTE3UEH ¢ KETaMUHOM U3
pacuera 0,1 wmr/kr. bBonbHBIM MPUIABATIOCH JHUTOTOMHYECKOE TOJIOKCHUH,
oOecrieunBancs ajiekBaTHBIM aocTyn. OnepamronHas o0jacTh 00pabdaThiBaIOCh 3
% pacTBOpOM HoOmaHaTa JABAXKIBl U JOMOJTHUTEIHHO 00padaThIBAIOCh PAaCTBOPOM
cnupta. JlepuBammss MOYM OCYIIECTBIISUIOCH TPAHCYPETPAIbHO TPH IMOMOIIU
karerepa Dosest Ne 8-10 Ha cpok ot 1 10 2-3 CyTOK, B 3aBUCUMOCTH OT TEUECHUSA
MIOCTICOTIEPAIIMOHHOTO Tieproa. Jamee accCUCTeHT ¢ momolibio kprouka Papadeda
OoTOJBUTaN OOJBIINE TMOJOBBIE T'yObl BMECT€ C MAJICHbKMMHU B CTOPOHBI, TEM
caMbIM OOHaXkasi KyIlOJI MYKOKoJibItoca. Jlamee yHHMOJSPHBIM KOAryJSIITAOHHBIM
HOKOM TIOBTOPSISI XOJ] TUMEHAIBHOTO KOJIbIIA TPOU3BOIUIICS KPYTOBOW pa3pes3 1o
nepudepur  Kyrmoysia MYKOKOJIBIIOCA M HMCCEKajach ILIEHTpajbHas 4acTh
rUMEHaIbHOW TKaHW. [locrme dYero mNpoOWM3BOAMIIACH 3BAaKyallus COICPKUMOTO
Biaranumia 6e3 (opcupoBaHUS M TINATEIbHAS CaHAIMs BIIAarajiMila PacTBOPOM
NEPEKUCH BOJOpOAa U pypanuiivHa.

B mocneonepanioHHOM TepuOjie Hapy>KHbIE TEHUTAIHH 2 pa3a B JCHb B
TedyeHue 3 gHeH oOpabaThiBAIUCh pacTBOpaMH TIEPEKUCH BOAOpOAa U
bypammmmHa. Ha 3-e cyTkm mociae KOHTPOJIBHOTO OCMOTpa  OOJIbHBIE
BBITUCHIBAIUCH JIOMOU. [Ipu KOHTpOIBHOM OCMOTpe Ha 3-€ CYTKH OTMEYalloCh
XOpOoIIIee 3KUBJICHHE KPAeB JCBCTBEHHOU TUICBBI, OTBEPCTHE TUMEHA OCTABAIOCH
OTKPBITBIM C COXPAHCHHBIM THMEHAJIBHBIM KOJIBIIOM KaK MpHU (U3HOJOTUYECKON
HopMe. Creayromuil KOHTPOJIbHBIA OCMOTp TPOU3BOAMIICA Yepe3 MEcCsI] Mocie

BBIIIUCKH.
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2.3.2. Henosinas (popMa cMHApPOMA pe3UCTEHTHOCTH K aHaAporenam u B/IKH.
[Tocne moarBepxkaenus auarnoza HOCPA, nis oGecniedeHrs HOpMaIbHOTO
IICUXO0 — CEKCyaJbHOTO PAa3BUTUSA  MPOBOAWIM PAHHIOK KOPPEKLUHIO BHJA
HAPYXHBIX TE€HUTAJIIMM - MEPBBIA ATall ONEPATUBHOIO JIEYEHUS N0 JOCTHKECHUSA
nalueHTamMu 2 JIETHEr0 BO3pacTa, KOrjga MAlMeHT SBISICS HEUTPaAIbHBIM B IJIaHE
IICUXO0 — CEKCYaJbHOTO pa3BuTud. (CoOrjacHO NOPUHATOMY  KOHCEHCYCYy Ha
Mexaynapoanoit KondepeHnuu, mocBAIMEeHHON HHTEPCEKCYaTbHBIM Ipo0ieMaM B
2006 r., r€ OTHACTCS IMPEANOYTCHUE K OpPraHOCOXpPAaHSIOMIUM U
(GYHKIIMOHATHHBIM OTIEPAIIASM, MBI TIPOBOIMIIH TIJIACTUKY HAPYKHBIX TCHUTAIAN C
COXpaHEHUEM YaCTH TOJIOBKH THUNEPTPOMOUPOBAHHOTO KIUTOpPA HA BEHTPAIbHOU
MOBEPXHOCTH B 3aBUCHUMOCTH OT CTEIIEHU BUPUIU3ALUNA HAPY>KHBIX TEHUTAIIAN 110
kinaccudukanuu Von Prader A. (1974). Ilpu 11, IV u V crenensix Bupuiauzanuu
MIPOU3BOJIUIIN TOTAJIBHYIO KIMTOPIKTOMMIO, a B ciyyasx ¢ [ wimm Il crenensmu
BUPUJIM3AIMUA TMPOU3BOAWIM KOPPEKIUIO THUIEPTPOPUPOBAHHOTO KIUTOpa C
COXPAaHEHHEM T'OJIOBKM Ha BEHTPAJIIbHOU IOBEPXHOCTU. L{enbro TaHHBIX onepanui
ABJISIETCS TPEBPALLIECHUE IOJIOBBIX OPraHOB, MUMEIOIIHNX I10JOBOHEONPEACICHHBIC
4epThl, B OpraHbl, KOTOPbIC OBUIM OBI CXOMHBI C >KCHCKAMHU 110 BHEITHUM

pU3HaKaM.

[Tocne MOJITBEPKACHHOTO oOcyemoBaHuMs npu OTCYTCTBUU
NPOTUBOMOKA3aHUA  MPUCTyNaJd K  MOJATOTOBKE JTHX  MAIMEHTOK K
XUPYpPrUYecKoMy JiedeHnto. CxeMa MpeaoneparmoOHHOr0 BEJICHHSI MMAIlMCHTOB HE
OTIIMYanach OT OOMENnpuHATHIX. Bo Bpemsi omepanuu oOe30onuBaHue aeten
obOecnieunBaioch OOIIEH dHAOTpaxeallbHON aHecte3uei. OmepanroHHOE I0JIe
obpabatbiBasiock 3% pacTBOpoM HomaHaTa JABaXAbl U JOMOJHUTEIHHO

00pabaThIBaJIOCh PACTBOPOM CIHPTA.
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JlepuBanyisi MOYM OCYIIECTBJSUIOCH TPAHCYPETPAIIBHO TIPU  MOMOIIHU
karerepa @oness Ne 8-10, xkoTopblid ocTaBisiics Ha Cpok oT 1 g0 S5 nHel, B
3aBUCUMOCTH  OT TEUEHHUs IIOCJICONEpPAlMOHHOTO TEepHoJa W  CTENEHHU
Bupunuzanuu. Ilocie omnepanuu JEBOYKM HAXOJWIWCh B PEaHUMAIMOHHOM
OT/eTIeHUU B TeueHue 24 dvacoB. AHTHOAKTEpHANbHYIO TEpaIvi0 Ha3Ha4dalu B

MOCJIEOTIEPALIMOHHOM MIEPUOJE B TEUCHUE 5-7 THEM.

2.3.2.1. TexHuka KIUTOPIKTOMMH.

[locne 4YacTUYHOrO WM TOJHOIO  PAcCEUYEHHMs] HWKHEH  CTEHKH
YPOT€HUTAIIBHOIO CHUHYCa W YCTAHOBKHM ypPETPaJIbHOIO KaTeTepa, NMPUCTyHaIH K
amMnyTanuu  Kiutopa. OKaWMIISIOIIMM pa3pe3oM BOKPYT BEHEUHOM O0po3bl
TOJIOBKH KIIUTOPA OTAEJSIACH KOXKAa CTBOJIOBOW YacTH KJIMTOpA. ¥Y3/1€UKa KIUTOpPA
OTCEKAJIaCh OT TFOJIOBKHU B BHJI€ TPEYrOJIBHOTO JOCKyTa. OCTPBIM U TyIbIM IyTEM
BBIICJISJIM KaBEPHO3HBIE Tella TUIepTpoGUpPOBAHHOTO KIUTOpa A0 Oudypkauuu.
3areM MPOU3BOIMIM MOOMJIM3ALMIO HOXKEK KJINTOpAa y HU)KHHUX BETBEH JIOHHBIX
KOCTEH, TIOCJIEIHHE TPOIIMBAIUCh M  TmepeBs3piBaivch (ménk  2/0,3/0).
KaBepHO3HBIE TEna BMECTE C TOJIOBKOM OTCEKAIM IHUCTalbHEEe ymrarypsl. [locie
yAAJIEHUs] KaBEPHO3HBIX TEJ U TOJOBKH, KOXKY KJIUTOPAa CUMMETPHUYHO MCCEKAIH U
CHIMBAJIM C TPEYTOJIbHBIM JIOCKYTOM Y3[€YKH KIUTOPA OTACIbHBIMUA KETTYTOBBIMU
IBaMHU.

VY GonbabIx ¢ BJIIKH BMecTe ¢ onepaTUBHBIM JICYEHHEM ITPOBOIUIACH TaKXKe
3aMeCTHUTEIbHAs TOPMOHAIbHAS TEPAITHSL.
KoncepBaTuBHnoe jieuenue AI'C
3amecTUTeNIbHAsI TOPMOHAJIbHAS Tepanus
I'unpokopTtuszon B/B i B/M 10—15 mr/kr/cyt, 2—3 cyT wiu

[Ipennuzosion B/B kanenbHO 2—7,5 MI/Kr/cyT, 2—3 CyT

_.l_
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He3okcuxopron B/M 0,3—0,5 mr/kr 1 pa3 B 1—2 cyt, 2—3 cyt. B nepBbie 1—3
JIHS Tepanuy 11eJIecoo0pa3Ho paBHOMEPHOE pacmpenenenue 1036l Beex JIC B
TE€YEHHUE CYTOK (IPUMEHSIOT MUKPOCTPYHHOE BBEICHHE); IPU OOJIEE JIETKOM
teuennn OHH nonoBuHy CyTO4HOI 103bI BBOJAT B/B, @ OCTAIBHYIO YacTh B/M
PaBHBIMU YacTSIMHU C HHTEPBAJIOM B 2—3 4 JINOO BCIO CYTOUYHYIO /103y BBOJSAT B/M C
WHTEPBAJIOM B 2—4 4.

Ha 2—3wu cytku no3y I'KC (ruapoKopTHU30H WIH NPEIHU30JIOH) U
MuHepanokopTukouaHbIx JIC (ne3okcukopToH) cHuxkaroT Ha 30—50% u BBOISAT C
WHTEPBAJIOM B 4—6 4, a 3aTeM MEPEXOJAT Ha NOAACP>KUBAIOLIYIO TEPAIIHIO:
Koptuzon BuyTph 25—50 Mr/m2/cyt (12—15 mr/cyT) B 3—4 nipuema,

ITOKHU3HCHHO.
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I'masa 111 PE3YJbTATBI COGCTBEHHBIX HCCJIEJJOBAHUN

Hamu o6cnenoBanst 40 neBoUYeK ¢ aHOMATHSIMU Pa3BUTHS HAPYKHBIX
MOJIOBBIX OpranoB. M3 Hux sxutenu ropojaa coctaBuiu — 10 (25%) u cena
coctaBuiu - 30 (75%), puc. 3.1.

Puc. 3.1. PacnipenesieHne naumMeHTOB MO MECTY KUTEJIbCTBA

MNopon

75%

OTlopon EMCeno

Bospact o6cnenoBaHHbBIX J€BOYEK COCTABHII OT 6 MecsleB 10 1 roaa,
cpenHuii Bo3pact — 7,4 mecsitieB. M3 HUX B BO3pacTe 10 6 MECAILIEB COCTaBUIN —
18, ot 6 10 8-mecsieB — 10, 8- 10 mecsueB — 7, ¢ 10 mecsues go 1 roga — 5.
Pacrnipenenenue neBoyek 1o BoO3pacTy moka3aH Ha puc. 3.2.

Puc. 3.2. Pacnipenesienne 00c/ie10BaHHBIX 110 BO3PaCTy.

10-12 mec.

8-10 mec.

6-8 mec.

o 6 mec. 5,5 %

0 5 10 15 20

Of0o 6 mec. @6-8 mec. [08-10 mec. [010-12 mec.
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COop anaMHe3a uccleayeMbIX IeBOUEK MoKaszan uto, y 11 neBouek (27,5 %)
HACJIEICTBEHHOCTh ObllIa OTSTOIICHA, T.€. Y OJMM3KUX POJICTBEHHUKOB
HaOmoAanuch paznuyHbie anomanuu. Y 4 nesouek ¢ BIIKH cectpsl Toxxe Oonenu
3TOM ke 00Je3HbI0. KpoMe TOro, yCTaHOBIIEHO UTO, Y poauTeneit 15 neBouek, 4yto
coctaBmio 37,5 %, Opak ObLT POJICTBEHHBIM.

Bo3pact matepu:

Ot 17-19 cocraBun — 3 (7,5%)
Ot 20-23 cocrasuin 7 (17,5%)
Ot 24-30 coctaBui -16 (40%)

30 u 6oistee cocraBun 14 (35%)

Bo3pacT maTepeun nccrnenyembix XeHLUH

7,50%

17,50%

35% 3 17-19 et

m 20-23 net
0 24-30 net
0 30 u 6onee

40%

AHanu3 TeueHus: 0EpEeMEHHOCTH Y MaTepel UCCeyeMbIX IeBOUYEK MOKa3al,
YTO OHU BO BpeMs OPEMEHHOCTH TIEPEHECITH Pa3IuYHbIC HH()EKITMOHHBIC
3aboneBanus. Tak, BO Bpemsi 6epeMEeHHOCTH Kophio Oosenu 3 marepu (7,5%),
KpacHyxo# - 6 (15%), OPBU nepenecnu (Tsxénas popma rpumnmna) — 26 (65%). Y

5 (12,5%) GepeMeHHOCTH MpoTeKaia 6e3 ocobeHHocteit (puc. 3.3.).
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Puc. 3.3. Teuenune OepeMeHHOCTH Yy MaTepeil uccieyeMbIX IeBOYeK.

13%

8%

64%

|I:I Kopbs B KpacHyxa OOPBW Olnapkoe TeueHue |

AHanmu3 kajmo0 co CI0B MaTepei IoKa3aj, 4To y JEBOYEK C arpe3uei

JIEBCTBEHHOU

ILJICBHI,

OCJIOKHEHHOU

MYKOKOJIbIIOCOM

1.6eciOKOHCTBO BO BpEMSI MOUYEHCITY CKaHHUS,

2.Kanpu3HOCTh,

3.0ecnpyu4MHHBIN J1a4 ¥ MHOT1a TPU3HAKU OCTPOTro KMBOTA .

HaOJII01aTUCh:

A nipu HenoHOM dopme pesucteHTHocTH K anjaporeHaM u BJIKH - runeprpodus

KIIMTOPA, PAa3BUTHUC HAPYKHBIX IIOJOBBIX OPraHoB II0 CMCIHIAHHOMY THILY,

OECITOKOHNCTBO.
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HpOBCI[GHBI TAKXKC O6H_ICKJ'II/IHI/I‘ICCKI/IC MECTOObI UCCIICAOBAHUA:

1. OO6mwmit aHaIM3 KPOBHU:
a. AHemus nerkoi crenenu — 8 (20%)
b. Aunemus cpenneit crenenn — 28 (70%)
c. Anemus tsxénoit crenenu — 4 (10%)
2. OOt aHaIM3 MOYH:
a. JlelkouThl B 00JIBIIOM KoJinuecTBe HaOmoaanucek y 7 (17,5%)
OOJBHBIX
b. B mpenenax Hopmsl 33 (82,5%) GONbHBIX.
3. I'pynna kposu no ABO cucremy:
a. O (I) rpymma 12 (30%)
b. A (II) rpynna 20 (50%)
c. B (III) rpymnma 7 (17,5%)
d. AB (IV) rpymnma 1(2,5%)
4. Tlo (Rh) pesyc daktopy:
a. (Rh) pesyc — monoxutenbuniit —y 31 (77,5%)
b. (Rh) pesyc — orpunarensusiii —y 9 (22,5%)

V¥ 10 neBouek ¢ BJIKH Takxxe nmpoBenen ananus Mmouu Ha 17- OIIK
(OKCHMpPOrecTepoH KalpoHar) , y BceX HaOII0AaI0Ch OBBIIIEHHE YPOBHS 17-
OIIK.

Pesynbratel Y3U y 40 neBouek mokaszaiu, 4To y 25 OOJbHBIX OMPeaeIIsiin
KUIKOCTHOE 00pa3oBaHUE BO Biarajiuile (MyKoKojabnoc). MaTka ¢ npuaaTkaMu
BusyanusnpoBanack y 10 nesouek ¢ B/JIKH, He Bu3yanmsupoBanace y 5 1eBOUYEK C

CYPA.
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12,50%

B Mykokonbnoc @ Martka nmeetca [ Matka He nmeetcs

JI71s1 aHeCTe3M0JIOrMYecKOoro mocodus BceM JeBoukam npopoauiiack JKI.

['mHEeKOIOTHYECKUIT OCMOTpP HAPYKHBIX TCHUTAJIUN MTPOBEICH BCEM OOIBHBIM.

VY 25 (62,5%) umeetcs atpesust 1eBcTBeHHOM miieBbl, y 15 (37,5%) 60abHBIX
UMEETCSI aHOMATHSI T.€. TUIEPTPOUS KIUTOPA U aMOMBAJIEHTHOCTH TI0J1a. A Takxe
IIPOBOUIIOCH PEKTOA0JOMUHAIIEHOE UCCIIEIOBAHKE, TIPU KOTOPOM Y 25 (62,5%)
OOJILHBIX OTPEIEIISIIN OMyX0JIEBUIHOE 00pa30BaHHUE.

NHTepcekcyanbHOE COCTOSIHUE TTOJIOBBIX OPraHOB Y JIEBOYEK C HEMOJIHOU
dbopmoii cuHpOoMa pe3ucTeHTHOCTH K anaporeHam u BJIKH ycranaBnuBanoch
corjlacHo kpurepusim, npuHsATeIM EBponelickum Koncencycom (2006). [ns aToro
MIPOBOJUIIOCH TEHETHYECKOE W KIIMHUKO-JIa0opaTopHOe 00cIe0BaHmeE,

IPUHUMAJIH PEUIEHUE O MOJIOBOM MPUHAAJIEAKHOCTH peOeHKA.

I[J'I}I OmnpcACICHNA CTCIICHU BUPHUIIN3allU HAMU NCIIOJIb30BaHA

knaccudukanus Von Prader A., 1974 (tabn. 3.1.1.)
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Tabnuua 3.1.1. CteneHs BUPUIM3ALMU HAPYKHBIX MOJIOBBIX OPraHOB

Crenensn
I'mneprpodus Yucao
BHPWIH3ALNH Bxoa Bo Baaraiuie
KJIHUTOpA 00JIbHBIX
no Prader
HOpPMaJIbHBIN BXOJ1 BO
I cremens | runeptpodus KiauTOpa 1(7%)
BIIATaJIMIIIE
runepTpodus KIuTopa
YaCTHUYHOE CPAIllEHUE
II crenenb pa3InYHO 7(46%)
MaJIbIX TIOJIOBBIX T'y0
BBIPaKEHHOE
IIEPCUCTUPYIOLIN I
KIIUTOP
YPOT€HUTAIIBHBIN
runepTpopupoBaH u
III cTrenenn CHUHYC, €IMHOE 6(40%)
chopMHpOBaHa €ro
OTBEpPCTHE Y
roJIOBKa
OCHOBAHHUSI KJIUTOpA
YPOT€HUTAIIbHBIN
rUNepTpOPUPOBAHHBIN
CHUHYC OTKpBIBAETCS
KJIUTOP HAIIOMUHAET
IV crenenn Ha CTBOJIC WU 1(7%)
HOPMAJIBHBIN ITOJI0BOM
TOJIOBKE TIOJIOBOTO
YJIeH
YJIeHa
MY>KCKOH THII
UMEETCSI TMHEAIbHas
V cTeneHb | CTPOCHUS — «KEHCKHUM 0
yperpa
damioc»
BCETO 15(100%)
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[{uToreHeTHueCKOE MCCIEAOBaHNE KAPHOTHUIIA TIPOBOINIIOCH C IIEITBIO
onpeneneHus nojay 15 6onpabIX. Y 10 60ompHBIX ¢ BJIKH 46 XX, y 5 O0NBbHBIX C
H®OCPA 46 XYV.

AHanu3 KapuoTtuna YyesrioBeka

CUPA;
5; 33%

m Kapvomin XY

m Kapuomwn XX

BOKH,;
10; 67%

[Ipu BBIOOpE TAKTUKU XUPYPIUUECKON KOPPEKIUHU OOJIbHBIX C HAPYIIEHUSIMU
(dbopMHUpOBaHUS 10J1a, Mbl PYKOBOJICTBOBAJIMCh OCHOBHBIMU IMOJIOKEHUSIMU
EBponerickoro koncencyca 2006 roga, npuHATEIMU EBpOnelicKkuM n
AMepHKaHCKUM OOIIECTBAMU JETCKUX SHIAOKPUHOJIOTOB, 110 JIEUYEHUIO
MHTEPCEKCYaJIbHbIX PaCCTPOUCTB.

[Ipn HAJIMUMK BUPUIIM3ALMN HAPYKHBIX ITOJIOBBIX OPraHOB, €AMHOBPEMEHHO
BBINIOJIHSJIM NIEPBBIN Tal (HEMUHU3UPYIOIIEH ITACTUKH - KIIMTOPOPEAYKIIHIO, C
OCTaBJICHUEM T'OJIOBKH KJIMTOpPA HA BEHTPAIBHON MOBEPXHOCTH. Y OOIBHBIX C

H®CPA B 10mn0JIHEHHE BBITIOJIHSIN PE3EKIMIO TOHA.

Bupunuzanus HapyKHBIX TIOJIOBBIX OPTraHOB PAa3JIMYHON CTENIEHU
HaOmoManack y 15 60JIbHBIX: U3 HUX C BPOXKICHHOU TUIIEPIIIa3uel KOPBI
HaanouyedyHUKoB 10(25%) O0NbHBIX, C CHHIPOMOM TECTUKYJISIPHOU (peMUHU3aLIUN

HenonHas popma 5(12,5%) 6ompabIX. [Ipy Bupunu3anmm Hapy>KHBIX MTOJOBBIX
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OpraHoB, KOrja Ha0JtoAanack runepTpodus KIMTOpa U HOPMAJIbHBIN BXOJT BO
BJIAraJIMILEe, IPOU3BOAWICS | dTanm XUpyprudecKkoro Je4eHus — T.€. pe3EKIMs
(ynaneHue) KaBEpHO3HBIX TEJ KIIMTOPA, C OCTABJIEHUEM TOJIOBKH KJIIUTOpPA Ha
BEHTPAJIILHOU ITOBEPXHOCTH.

deMUHU3UPYIOIIAsE KOPPEKIUS HAPYKHBIX MOJOBBIX OPTaHOB 00beINHSIA
METO/Ibl PE3EKIMH TUIEPTPOGUPOBAHHOTO KIUTOPA C OCTABICHUEM I'OJIOBKU
KJIMTOPA Ha BEHTPAJIbHOU IIOBEPXHOCTH (BMECTO yIaJIE€HUS KIUTOPA,
KIIMTOPIKTOMHMH.

TexHHKa KOppPEeKIHH IMNIEPTPOPUPOBAHHOIO KIUTOPA C COXPAHEHHEM

r0JI0BKHM HA BEHTPAJIbHO MOBEPXHOCTH.

Jlannas metonuka Obuta ucnosibs3oBana npu II-1I1 crenenu Bupunu3anuu mno
Prader. IIpoBoaunics okaiMIISIONINI pa3pe3 BOKPYT BEPXHETO Kpasi BEHEUHOM
O0pPO3/1bl FOJIOBKU TUIIEPTPOPUPOBAHHOIO KIUTOPA, O€3 pacceUeHUs BEHTPAJIbHOM
NOBEPXHOCTH. ['0JI0BKa OTCeKalach BMECTE C ()parMeHTaMu KaBEpHO3HBIX Tel. B
IPOKCHMaJIbHOM HAIPaBJIEHUU KaBEPHO3HbIE TeJIa OCBOOOKAAIUCH OT KOXKH
KJIUTOpa 10 OudypKaiuu, Ha TOM YPOBHE IIPOIIUBAINCH U IEPECEKATIUCH.
['onoBka kiMTOpa PUKCHPOBANACH K KYJIbTE PE3ELIUPOBAHHBIX KABEPHO3HBIX TEN.
KoskHbI€ Kpast pa3pe3a CTBOJIA KIIMTOPAa CHMMETPUYHO CIIUBAIUCH C KOXKEU

T'OJIOBKH.

KocmeTnueckuil pe3ynbTaT TEXHUKH KOPPEKIUU TUIIEPTPOPUPOBAHHOTO
KJIMTOPA MBI OLICHUJIN BO BCCX CJIyHaAX: HAPYIKHBIC ITOJIOBBIC OPraHbI
COOTBETCTBOBAJIM T€HUTAIMSAM KEHCKOTO I10J1a, TOJIOBKA CO3/1aBajia BIIEYaTICHUE
HOPMAJILHOTO KJIUTOPA, MaJIbie MOJIOBBIE TYOBI, C(HOPMUPOBAHHBIE U3 KOXKU CTBOJIA
KJIMTOPA, BBITJISJEIIA €CTECTBEHHO. [ 0JIOBKA KIIMTOPA, KOTOPast OCTAETCS
YyBCTBUTEIIbHOM B CBA3U C COXPAHEHUEM JIAALEBUIHOM IMKH — CAaMOM

LIyBCTBI/ITG.]H)HOI‘/’I 30HBbI KJIIMTOPA, KOCMCTHYCCKHU HAIIOMHUHACT JKCHCKHUM KJIMTOD.
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[IponieHT OCNOXKHEHUN TOCJI€ BBIMOJHEHUSI METOJMKHA C COXPaHEHUEM
TOJIOBKM HA BEHTPAJBHON MOBEPXHOCTU COCTaBWI 27% OT OOIEro KOJIMYECTBA
onepupoBaHHbIX aetTeil. B 2 (13%) cnydae oTMedanoch oOpa3oBaHUEe MOAKOKHOU
reMaToMbl, KOTOpas HE MOoTpedoBajga JOMOJHUTEIBHBIX BMEIIATEILCTB U
CaMOCTOATENLHO paccocanach. Jluratypuseiii cBuiy oopazoBaics B 1 (7%) cinydae,
KOTOPBIN CaMOCTOSITENIbHO 3aKpbuIcs. YacTUYHOE PacX0kJI€HHE IIBOB OTMEYAIOCh

B 1 (7%) cityuasix, B CBSI3U C UCHOJIb30BAHUEM KETTYTa.

7% (1 cnyvae)
nuraTtypHbIn

CBMLY

13% (2 cnyuvasx)
NoAKoXHas
rematoma

7% (1 cnyvae)
YyacTuyHoe
pacxoxaeHue
LIBOB

K kxpurepusim pe3yiapTaToB ONEPATUBHOIO JICUEHUS OTHECIM TaKWE€ IOKa3aTelH,
KaK CTENEHb BUPWIM3ALMU HAPYKHBIX T€HUTAIWNA, OCJIOKHEHHS BO3HUKIIHE B
IIOCJICONIEPALIMOHHOM ~ [EPUOAE W  BHEIIHMM  BUJ  TEHUTAIMM  1OCIE
(heMUHU3UpYIOLIENH KOPPEKLIUU.

KocMernueckuili  pe3ysbTaT OLEHUBAICA W3 NPHUAAHHUS  HApyKHBIM

reHUuTaIUsIM OoJjiee (PEMUHHOTO BHEIIHETO BUAA U OTCYTCTBHUS 3aTPyJHEHUHN NpHU
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MoYeucnyckanuu. YeMm Bblllle OblIa CTENEHb BUPWIM3ALUM, TEM HUXKE
MIOJIy4aeMbId KOCMETUYECKUM PE3YJIbTAT.

Pe3ynbrarsl XUPYPTrUYECKOTO JICYCHHUS OLICHUBAJIU Kak
YAOBJIETBOPUTENbHBIE TTPU TOTAIBHON KIUTOPIKTOMUU B CBSI3U C KPOBOTECUEHUEM
BO3HUKIIIMM B IIOCJIEONEPAIMOHHOM TE€pHOJie, KOTOPBIM MOTpeOOBad CMEHBI
NnoBsI3KM (2 ciywast), 3aXUBJIEHUS paH BTOpUYHBIM HarTspkeHuem 1. K
YAOBJIIETBOPUTEIBHOMY pE3YyJIbTATy MPU METOAUKE C COXPAHEHUEM TOJIOBKU Ha
BEHTPaJIbHOW MOBEPXHOCTU MBI OTHECIU | Ciydail 3aKMBJICHUSI PaHbl BTOPUYHBIM
HATSHKCHUEM.

IIpu ocMoOTpe Hapy>KHbIE MOJIOBbIE OpPraHbl COOTBETCTBOBAIM T'€HUTAIHUSAM
YKEHCKOTO I0J1a: TOJIOBKA CO3/laBajia BIIEUATIECHWE HOPMAJILHOTO KJIUTOpa U Oblia
PO30BOTr0 1BETA, TUIIOIIA3UPOBAHHBIE MAJIbIE MTOJOBBIE YOI IPU HEZHAUYUTEIILHOU
BUPUJIM3AIIMN BBITIISICIA €CTECTBEHHO, OOJIBIIME IOJOBBIE T'yObl MPUKPHIBAIN
BYJIbBY.

OtnanéHHple pe3yabTaThl MOCIE XUPYPruyeCKO KOPPEKUUHU OIIEHUBAIA B
cpoku ot 3-4 MecsueB A0 2 ety 10 neBoyek B Bo3pacte 2-3 roja.

IIpu ocmoTpe MBI HE BBIIBUIM HHUKAKUX KOCMETHYECKUX AE(EKTOB —
MOCJICONIEPAIMOHHBIM ~ pyOerr He oOpasyercs, B CBA3M C HHTUMHBIM
COTNOCTABJIECHHUEM CIIMBAIONIUX KpaéB; rOJIOBKA, PUKCUPYACH K KYJIbTE KIUTOPA,
JIETAT paHeBOU NMe(eKT Ha JTBE paBHBIC YACTH W MPU CUMMETPUYHOU PE3CKIIUU
damIM4ecKod KOXH, TOCICIHSS PaBHOMEPHO YKJIAIbIBaeTcsl U (DUKCHUPYETCH.
["o0BKa UMena po30BbIi IIBET U OblJIa YyBCTBUTEIBHA.

CekcyanbHyl0 (DYHKIIMIO ITHUX MAIlMEHTOB MBI HE MOTJM OIICHUTh, H3-3a
BO3pacTa JEBOYEK, HO MPHU JIAaHHOW OMepalluu COXPaHseTCs KPOBOCHAOKEHHE W

CCHCHUTHUBHBLIC 30HbI BYJIbBEI.
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Y 60abHbIX ¢ B/IKH 10110/ ibHUTEJIBbHO NPOBOANIACH 3aMeCTHUTE/IbHASA
rOPMOHAJILHAS Tepanus.
3amecTuTeNbHas TOPMOHAJIbHAS TEPANUS
['mapokoptuson B/B unu B/M 10—15 mr/kr/cyt, 2—3 cyT unu
[Ipenuu3omoH B/B KanenpbHO 2—7,5 MI/Kr/cyT, 2—3 CyT
4
He3okcuxoptoH B/M 0,3—0,5 mr/kr 1 pa3z B 1—2 cyTt, 2—3 cyT. B nepsoie 1—3
JTHSI TEpANKH 11eJ1ec000pa3Ho paBHOMEpPHOE pactipeenenue 1036l Becex JIC B
TE€YCHHUE CYTOK (MIPUMEHSIIOT MUKPOCTPYWHOE BBEICHHE); IPU OOJIEE JIETKOM
teueHnn OHH nonoBuHy CyTO4YHOM /10361 BBOASAT B/B, @ OCTAJIbHYIO YacTh B/M
PaBHBIMM YaCTSIMU C UHTEPBAJIOM B 2—3 4 JTUOO BCIO CYTOUYHYIO /103y BBOJST B/M C
WHTEPBAJIOM B 2—4 4.
Ha 2—3wu cytku 103y I'KC (ruipokopTHU30H WK NPEAHU30JIOH) U
MuHepanokopTukouaHbIX JIC (ne30kcukopToH) cHuxkaroT Ha 30—50% u BBOISAT ¢
MHTEpPBAJIOM B 4—~6 4, a 3aTeM NEPEXOAT HA MOAAEPKUBAIOIIYI0 TEPAIIUIO:
Koptuzon BHyTph 25—50 Mr/mM2/cyT (12—15 mr/cyT) B 3—4 nipuema,
MOKU3HEHHO.

VY GoNbHBIX C aTpe3uell TMMEHa, OCI0KHEHHON MYKOKOJIBIIOCOM MPU OCMOTPE
Ha THUHEKOJOTHMYECKOM Kpeclieé UM PACKPBITUU MajbiX W OOJIBIIUX MOJIOBBIX T'y0
O0TMEYaJIOCh KYIMOJIO0OOpa3HOe BBHIOYXaHWE IEBCTBEHHOW IUIEBBI C JKEITOBATO —
cepbiM OTTeHKOM. [Ipu HajaBiIMBaHMK Ha HAUIOOKOBYIO 00JacTh OTMEYAIOCh
HalpsbKeHHe 00pa30BaHUs, TakKE€ OTMEYANICsl IMOJIOKUTENbHBIA — KalllJIeBOU
CHUMIITOM.
[Tocne cooTBeTCTBYIONIEH MOATOTOBKH M 00€300JIMBaHMs OOJIBHBIM MPUABATIOChH
JUTOTOMUYECKOE TIOJIOKEeHHE. bobIue 1 MaJible TIOJIOBBIE TYOBl Pa3BUTAIHCH
JaTepaibHO — 0OecTeurBalIcs aleKBaTHRIN TOCTYyI. Jlanee yHUNOJISpHbIM

KOaryJisiiuOHHBIM HOKOM ITOBTOPAA X0 TMMCHAJILHOI'O KOJIbIIA ITPOU3BOANIICA
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pas3pe3 rMMeHa U UCCeKasach 4acTh TMMEHAIbHON TKaHU B LieHTpe. Ilocie aroro
IIPOU3BOJIAIIACH DBAKYALAsl CONEPKUMOIO U TINATEJIbHAS CaHALMS BIaraJnIna
pacTBOpPOM IIEPEKUCHU BOAOpOAa. B nocieonepaninoHHOM MIEpUOE HAPYKHbIE
MIOJIOBBIE OpPTaHbl 2 pa3a B IeHb 00pabaThIBAIMCh aHTUCENTHYECKUMU PACTBOPAMH.
2-M 00JBHBIM C BTOpUYHBIM 3apatienuem JI1 npoBoaunacs anHtuOakTepraibHas
Tepanus B CBA3U NPUCOECTUHUBIIEHCS BTOPUYHON HHDEKIUU. Y OCTalbHBIX
OOJIBHBIX MTOCJICONEPAIIMOHHBIN TIEPHO] IPOTEKAI TIIaKO 0€3 NHDEKITMOHHBIX
OCJIO’)KHEHUH U Ha 3-€ CYyTKH 110CJI€ KOHTPOJIBHOI'O OCMOTPa OOJIbHBIE BBIITUCAIUCH
JIOMOM B yIOBJIETBOPUTEIIBHOM COCTOSHUH. 1Ipu KOHTpOJIBHOM OCcMOTpE Ha 3-€
CYTKH OTMEUYaJIOCh XOPOLIEE 3aKUBJICHUE U OTBEPCTHE TMMEHA OCTABAJIOCh
OTKPBITBIM C COXPAHEHHBIM TMMEHAIBHBIM KOJIBLIOM KaK IPH (PU3NOIOTrHUYECKOM
HopMe. Cliey ol KOHTPOJIbHBIA OCMOTP MTPOU3BOAMIICSA YEPE3 MECHLL ITOCIIE
BBIINMCKH, P KOTOPOM KapTHHA F'MMEHA Obljla HEU3MEHEHHOM, pELUBOB HE

OTMCYAJIOCh.
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I'JTABA 1V. OBCYXJIEHUE PE3YJIbTATOB.

[Topoku pa3BuTHS Biaraimuiia y JEBOYEK SBISIOTCS OJHOW W3 Hambosee
aKTyaJIbHBIX TPOOJIEM PENpPOAYKTHUBHOTO 3[0pOBbsS JeTed U moApocTkoB. C
KQKIbIM TOJIOM KOJIMYECTBO MOPOKOB PA3JIMYHBIX OPraHOB M CHUCTEM
YBEIIMYUBACTCS, MpPU HSTOM IOPOKU IOJOBOM cUCTEMbl cocTaBialoT 4 %
(Xamyxoesa A.3., 1998; boraganora E.A., 2000).

AHOMaJIUM pa3BUTHS OPraHOB PENPOAYKTUBHOW CHCTEMBI SIBIISIOTCS
MOJIMATUOJIOTUYECKUMHU TOPOKaMH, CBSI3aHHBIMM C XPOMOCOMHBIMHU W T'€HHBIMHU
AHOMAJIMSIMH, TEPATOT€HHBIM BO3JCHMCTBUEM Ha IUIOJ PAa3JIUYHBIX JK30I€HHBIX U
OHJIOTEHHBIX (PAKTOPOB, TOPMOHAIBLHBIMU HAPYIICHUSIMH B TIEPHO]] OpPraHOTeHE3a
[Kacatkuna 3.I1. 2009, ®enopoa H.H., 2006; Sadler T.W., 2000] u moryTt
HaOMIOJaThCsl Ha BCEX JTalax 3MOPHOHAIBHOTO Ppa3BUTHS TOJOBOTO TpPakTa,
BKJIFOYAs: AHOMAJIMM T'OHAJl, BHYTPEHHUX U HAPY>KHBIX MTOJIOBBIX OPTaHOB.

Boibop  nHanbonee  3(p(HEKTUBHBIX  PEKOHCTPYKTUBHO-IIJIACTUUYECKUX
oIepanyii MpyU MOPOKAX PA3BUTHUS T'CHUTAIMH OCTAETCS JOCTATOYHOM CIIOKHOM
npo0iemMoii, B CBSI3M C MHOroooOpaszueM (QopM aHOMaJHMil TOJOBBIX OPraHoOB U
COYETAaHHM C BPOXKJICHHBIMHA IOPOKAMHU JAPYTHX OPraHoOB, COMYTCTBYIOIIUMH
3a00/I€BaHUSIMUA, COYETAHHOM OHHIAOKPUHHOW TMATOJOTHEH U HapyUICHUSMU
cekcyanbHo U penpoaykTuBHON (yHkuuu [OxynoB A.b., Iloanyousiii M.B.,
daitzymnun A.K., 2008; Fedele L, Bianchi S 2004, Migeon CJ, 2000].

Hecmorpss Ha 3HauurensHble ycnexu B mnoHuMmanuun HODII, Bompoc
IPUCBOEHUS Moja HOBOpOxkAeHHbIM ¢ HO®II ocraercs akryansHeiM. Ocoboe
BHUMaHHE 3aciykuBaer HemoiHas ¢opma CT®, rme mnpu TeHETHYECKU
JE€TEPMUHUPOBAHHOM MY>KCKOM IMOJI€ BHUJI HAPYKHBIX T'€HUTAIUN BapbUPYET OT
MOYTH HOPMAJIbHBIX >KEHCKHX JI0 MOYTH HOPMAIbHBIX MY>KCKUX, MPU KOTOPBIX

IMPUCBOCHUC 110JIa 3HAYUTCIIbHO 3aTPYAHACTCA.
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[lepBoHauanbHast HEOMPEACICHHOCTh M0JIa SABJISIETCS TPEBOKHOU U
cTpeccoBoit s cemeit. [ToaTomy TpeOyeTcst yckopeHHas TIaTelbHas OIICHKA U
OKOHYATEJIbHOE PEIIEHUE TTOJIOBOM MPUHAIICKHOCTU. PaKTOPHI, KOTOPHIE BIHSIOT
Ha CTAHOBJICHHE MOJIOBOW MPUHAJIJICAKHOCTH BKJIIOYAIOT, IMATHOCTUKY, IEPBUYHBIHA
MOJIOBOM CTaTyC, JOCTYMHOCTh MEAUIIMHCKUX YCIIYT, XUPYPTHUECKUE
BO3MOKHOCTH, HEOOXOAUMOCTh TTOKU3HEHHOM 3aMECTUTEILHON Tepanuu,
noTeHIHaNl (GepTUIHLHOCTH, MHEHHUE CEMbH, HEPEAKO OOCTOSITEIbCTBA CBSA3AHHBIC C
KyJbTYpOil 00I1IecTBa.

[IpoOGnema Xupypruyeckoi KOPpeKLUU HApYyKHbIX T€HUTAINNA y HAlUEHTOB
¢ H®II B HacTosiiee BpeMs OCTAETCA aKTyaJIbHOM, B CBSI3U C JUCKYCCUOHHOCTBIO
BOIIPOCOB O KA4yeCTBE JICUCHHUS, a TaK XKe, MMOTOMY YTO OHa HaXOJUTCS Ha
nepeKkpeécTke TPEX MEAUIMHCKUX CHEHUATBHOCTEH: 3HAOKPUHOJIOTUH, AETCKOU
TMHEKOJIOTUM M yposioruu. Jlo cux mop, Mbl NPOAOHKAEM CTAJIKUBATHCA C
MHOTOYUCIICHHBIMU JIMATHOCTUYECKUMU W TAaKTUYECKUMM OIIMOKaMHu, KOTOpbIC
NPUBOIAT K JUIUTEILHONW METUIIMHCKON peadmIuTaluu M IICHXOCEKCYalbHOU
a/JlaTaliy dTUX MAIlMEHTOB B OOIIECTBE.

MHorue Xupypru peKOMeH/1yI0T MPOBOJIUTH ONEPATUBHOE JICUCHHUE B TEUEHUE 6
MmecsreB nocie poxaenus (Donahoe PK, Hendren WH. Perineal reconstruction in
ambiguous genitalia infants raised as females. Ann. Surg 1999; 363-71. ; Gonzalez
R, Fernandes ET. Single-stage feminization genitoplasty. J Urol 2000;143:776-8. ;
Krsti¢ Z, Perovic S, Radmanovi¢ S, Nesti¢ S, Smoljanéc 7, Jevti¢ P, Surgical
treatment of intersex disorders. J Pediatr Surg 2005;(30):1273-81. ; Rink RC,
Adams MC. Feminising genitoplasty: State of the art. World J Urol 2001;16:212-
8.), TaK KaKk B 3TOM BO3pacTe TKaHU OpraHu3Ma MO0 BO3/IEUCTBUEM MATEPUHCKOTO
ACTPOreHA OCTAIOTCS MJIACTUYHBIMU YTO CLIOCOOCTBYET OBICTPOMY 3a)KUBIICHUIO,
KOTOpO€E TpeOyeT MEeHbIIIee KOJIUYECTBO MOBTOPHBIX XUPYPTUUECKUX

BMELIATENBCTB. HO OHOBPEMEHHO C 3TUM UMEETCS APYrOM MOAX0] K JaHHOU
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npobieme ocodenHo nonyisapHeiil B CLIIA, npu koTopoM jt00bie XUpyprudeckue
BMeEIIATEIHCTBA O€3 COTTIacusi CaMOTo MalyenTa (He poAuTeiell) paccMaTpuBaeTCs
KaK HapylieHue 3Tuueckux HopM. Heo6Xxoaumo noJuepkHyTh YTO JIOJITOCPOYHbIE
pe3yJIbTaThl XUPYPrUYECKUX BMEIIATEIBCTB MOITBEPKIAIOIINE KOPPEKTHOCTh
JTAHHOT'O TI0JIX0/Ia B HACTOSIINNA MOMEHT He uMetoTcst. Ho ¢ apyroit cTopoHsI
aTUININYECKOE CTPOCHUE HAPYKHBIX TeHUTAIUMN MICUXUYECKU TPYAHO MEPEHOCUTCS
NalUEHTaMU U Mbl CYUTAEM, YTO KOPPEKIUS BUAA HAPYKHBIX TEHUTAIUN JOJIKHO
IIPOBOJIUTHCS B JI0 2-X JIETHErO BO3PAcTa, T.€. 10 CTAHOBJIICHHUS Y MMALIUEHTOB
MTOJIOBOTO «S1».

CylecTBYIOT OJHOATallHbIE M MHOIO3TAHbIE MOAXOJbl K MPOBEICHUIO
GbeMUHU3HUPYIONIEH TIUIACTUKH, 3aBUCAIIME TJIABHBIM 00pa3oM OT CTENeHU
BUPUJIM3AIMA HAPYXKHBIX TEHUTAJIUM, a TaK JK€ pa3iuyarolluecss Mo CpokKam
BBIITOJTHEHUS U MOCIE0BATEIbHOCTH MPOBEICHMS. MeToAbl KOPPEKIIMU Hapy KHBIX
TEHUTAIUA  BKIIOYAIOT B ce0S  pas3UyHble  CIOCOOBI  YMEHBIICHUS
TUIEPTPOPUPOBAHHOTO KIWUTOPA, TUIACTUKY MAaJbIX M OOJBIIUX TMOJIOBBIX TYO,
paccedyeHre ypOreHUTAIBHOIO CHUHYca M (OPMHUpPOBAHME BXOJla BO BIarajuile
(Hinderer U.T., 2001, 2004; Kupmarosckuii .., 2004; Powell D., 2005; OkynoB
A.B., 2000; ITpotacoB A.A. 2001 u np.).

B Hameil crpaHe u 3a pyOeoM 4allle BCEro MCHOJIb3YETCs JIByXATarHas
KOPPEKIMS MPU BBICOKUX CTEMEHSIX BUPWIM3ALKUKU HAPY>KHBIX T€HUTAIHM, B CBSI3U
C BBICOKUM TPOLEHTOM (36-65%) CTEHO3UPOBAHUS UHTPOUTYCA MPU OJHOITAITHOM
BbInoHeHNH QemuHmsupytonieit muactuku (Alisai NK, 1999; Azziz R, Mulaikal
RM, 2006; Costa EMF, 2007; Donahoe PK, 2004; Okynos A.B., 2000; IIporacos
A.A. 2001 u np.).

B oTedecTBEHHON MPAKTUKE COTJIACHO MPUHSATHIM MOJIOKEHUAM IO BEICHUIO
ooneubix ¢ BJIKH, mepBelit aTan GpeMUHU3UPYIONIEH TUIACTUKUA BBITOJHSITCS 10

JOCTHXKCHHNHU KOMIICHCAIlM1 OCHOBHOI'O 3a00JIeBaHUS ()KeJ'IaTCJ'IBHO a0 3-X JIE€THETO
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BO3pacTa), KOTOPHIA BKIIOYAECT B CEOSl TOTAIbHYIO WU CYOTOTAIBHYIO PE3EKIIUIO
rUNepPTPOPUPOBAHHOTO KIUTOPAa M TIOJHOE MM YAaCTUYHOE pacceyeHUs HUKHEH
CTCHKHU YPOT€HUTAJIBHOTO CHHYCa. BTOphIM 3TanmoM, Hpu BBICOKMX CTEIEHSX
BUPUJIM3AIMU HAPYKHBIX T€HUTAIIUM, TUOO0 JOPACCEKAIOT CUHYC A0 TMMEHAJIbHOIO
KOJIbIIa, JTMOO BBIMTOJHSAIOT WHTPOUTOILUIACTUKY, IMPOHM3BOJUMYIO B ITyOepTaTHOM
nepuoae (Kacarkuna 3.I1., 2002; Cauukuii I'.A., 2005; Kupnartockuit W1./I.,
2000; Hepesauko .M., 1997; OxynoB A.b., 2000; ITporacoB A.A. 2001 u np.).

B nacrosimee BpeMs BOIPOCHl KOPPEKIIUU THUIEPTPOOUPOBAHHOTO KIUTOPA
OCTalTCA TMPEAMETOM JIHUCKYCCHM M MCCIEIOBAHWN, HO €IWHCTBA MHEHHM IO
ATOMY BOMpOCy HeT. MHOTO0Opa3re MpeyIoKeHHBIX METOJI0B CBHJICTEIICTBYET O
HEYJIOBJIETBOPEHHOCTH XUPYPrOB Pe3yJIbTaTaAMU ONEPATUBHOIO JICUCHUS.

[To maHHBIM JUTEpPaTyphl, BBLACISIIOT TPU THUMA ONEpalUil MO KOPPEKIUU
TUNepTPOPUPOBAHHOTO KIUTOPA:

1. Meroauku TOTaabHON WJIM YaCTUYHOM ammyTtaruu kiautopa (Jones H.W.
Jr., 2004; Gross R.E., Randolph J., Crigler J.F. Jr., 2006; Jones H.W., Wilkins L.,
2001).

2. MeToIuKN MO COKPBITUIO KIIUTOPA C OCTABICHUEM 3PUKTHIIBHBIX TKAHEH
(Lattimer J.K. 2001; Seymour R.J., Kinch R.A., 2006; Huffstadt A.J.C., 1967).

3. MeTouKN MO MCCEUYECHUIO CTBOJIA KIIMUTOPA C COXPAHEHUEM €T0 T'OJIOBKHU
(Kumar, H., Keifer, J.H., 1994; Barinka L. u ap. 1998; Hinderer U.T., 1994, 1997).

BOABIMIMHCTBO METOJIMK, B CBS3M C MHOIOYMCJICHHBIMU OCJIOXKHCHHUSIMU H
HEYIOBJIETBOPUTEILHBIMU (DYHKITMOHATHHBIMA U KOCMETHYECKUMU PE3yJIbTaTaMU,
HE HalUIM IIMPOKOr0 MPUMEHEHHUS B MpakTUKe. MHOTHE W3 NPEAJIOKEHHBIX
MJIACTUYECKUX OMepaluid Ha TUNEPTPOPUPOBAHHOM KIIUTOPE, B KOHEYHOM CUETeE,
cBoauiuch K ToTanbHOM ammyrtauuu (Yong, H.H., 1997; Jones H.W.Ir,

Verkauf.B.S., 1999 u np.).
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UccnenoBanus B 001acTU KOUTyca y OOJIBIIMHCTBA JKEHIIUH MMOKa3aJid, YTO
[EHTPAJIbHAS POJb OTBOJAUTCA KiuTOpanbHOU uyBcTBHTENbHOCTH (Kinsey, A.C.,
Pomeroy, W.B., Martin, C.F., u ap. 2003; Masters, W.H., Johson, V., 2006).
Hcxoast U3 3TOTr0, KOPPEKLHs MACKyJIMHU3UPOBAHHBIX TCHUTAIMN Yy JEBOYEK C
BJIKH pommkHa HE TOJNBKO OOCCIEYHMTh BHEIIHEE COOTBETCTBHE I'CHUTAIIHMI
YKEHCKOMY TOJTy, HO U COXPaHUTh YyBCTBUTEJIbHBIC TKAHU BYJIbBBI.

NIMeHHO ¢ 3TUX COOOpaKeHM TEXHHUKA KOPPEKIUU TUIEPTPOGUPOBAHHOTO
KJIIUTOpAa C COXPAHEHUEM TOJIOBKM Ha BEHTPAJIbHON MOBEPXHOCTHU SIBIISIETCS
NPUEMIIUMBIM CIIOCOOOM TakK Kak MHpH 3TOM PE3EHUPYIOT KaBEPHO3HbIE Tela C
COXpaHEHUEM BEHTpalIbHOUW moBepxHOCTH (1/3) YacTH TOJOBKHU, BKIIOYAIOIICH B
CBOM CcOCTaB HanboJIee YyBCTBUTEIHHYIO €€ YacTb.

1. Atpe3ust [1€BCTBEHHOW IUJIEBBI SBIISIETCS CAMOW 4YacTOW OOCTPYKTHUBHOMN
NATOJIOTUEN JKEHCKUX IIOJIOBBIX OPraHOB M B IMOIYJSLUUHA BCTPEYAETCS C
yactoroil 1 cimydaii Ha 1 000-10 000. OOGbIYHO aTpe3usi AEBCTBEHHOM IJIEBBI
BCTPEUAETCS CIOPAAMYECKHU, HO B MOCIIEIHEE BpEMS B JUTEpaType BCE yallle
BCTPEUYAIOTCSl COOOIICHHUS] O CeMeWHbIX ciydasx. [loaTtomy pekomeHmyercs
TaK)K€ PYTUHHBIA OCMOTpP TIEPBOCTEIECHHBIX POJACTBEHHUKOB OOJIbHOM.
(Apamsn  JI.B., Kynakos B.M., XamykoeBa A.3. Ilopoku pa3Burus
reautaniuid. M. 1999.; BepbOenkoA. A., IllaxmaroBa M. II. Amnnasus
prarasmma. M.: Memguuuna. 2002.; I'manym E. B., MangoBamn M. H.,
Kopumapy B. W. Xwupyprudeckoe JeueHue amia3ud Biaraauma //
3npaBooxpanenue Monaasckoit CCP. 1988, Ne 1. C. 24 - 26.; I'ypkun 1O. A.
«I'unexonorus nogpoctkoB» 2000 r. ctp-100; XKykosckuidt M. A. Hapyuienus
nosioBoro pa3putusi / M.A. XKykoBckuii. — M.: Menuiuna, 1999.)

Benenue OONBHBIX C aTpe3weil TEBCTBEHHOUM TUIEBBI OCTACTCS HEM3MEHHBIM CO

BPEMEH IIEPBbIX ONHUCAHUMN ONEPATUBHBIX BMEMIATENBCTB. BTN pEKOMEHOBAHBI

pa3sHbIC IMMOAXOJAbI K BCACHHIO, TaKHMX KaK HCIIOJIb30BAHHUC Jia3€pa WA
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AJIEKTPOXUPYPrUM BMECTO CKAJbIENs N1 UCCEUCHUS JEBCTBEHHOM IJIEBBI HO B
BHJly pPa3HbIX NPUYMH JaHHbIE PEKOMEHIAIMU HE HAIUIA IIHUPOKOr0 MPUMEHEHUE
B IIpakTHKE. B Hacrosee BpeMs IHUPOKO UCHOJIb3YETCS KIIACCUYECKUN METO/I C
MCIIOJIB30BaHUEM KPECTOOOPA3HOIo pa3pesa JEBCTBEHHOM MIIEBBI, TPU KOTOPOM
MOCJE€ HBAaKyallMd COJIEPKUMOro 4 Kpas HCCEUYEHHOW IUIEBBI C MOMOILbBIO
paccachIBalOLIETO MIOBHOTO MaTepuaia NPUIIMBAIOTCS K CIM3UCTOM Biarajiuiia
JUISL IPEIYNPEXKACHUS BTOPUYHOTO 3apalleHusi ruMeHaibHoro orsepctus (A.C.
Boned, FHO. 3. Murrar «Atinac JIeTCKOH U TMOJIPOCTKOBOW THHEKOJIOTHH
I'DOTAP — ME/], 2004 r. 301 c.; Kaun /I. B. PykoBoACTBO 1O aKylIepcKOW U
TUHEKOJIOrn4ecKoi ypoaoruu. M.: Meaununa, 2003.)

JlaHHBIA METOJH, HECMOTPsS HAa XOPOIIUMKW XUPYPIrUUYECKUH HCXOH, HUMEET
OTPOMHBIN HEJOCTATOK, TaK KaK MpPH MPUILIKMBAHUU KPAeB JIEBCTBEHHOW IJIEBBI K
CIM3HUCTON BJAraJIMINA 3a4acTyl HApYyIIAETCS LIEJIOCTHOCTh AEBCTBEHHOM ILJIEBBI.
KpoMe Toro mpu HaHeceHUM pa3zpe3a HUMeeTcs OOJIBIIOW PHUCK TPaBMbl Kak
TUMEHAJIBHOTO KOJIbIA TaK U YPETPHI.

[Ipynumass BO BHUMaHuE TOT (HDAaKT, YTO HUHTAKTHBIA THUMEH SIBIISETCS
MIPU3HAKOM JEBCTBEHHOCTH JIAHHBIM HEIOCTATOK SIBJISIETCS HENPUEMIIEMBIM BO
MHOTHX COIIMAJIbHBIX KYJIBTYpax, B TOM YHCIIe U B Y30eKHUCTaHe.

Takum oOpa3oM, B 3aKJIIOUYCHUU MOXKHO CKa3aTb, 4YTO HCCEUYCHUE
JICBCTBEHHOM IUIEBbI C COXPAHEHHEM T'MMEHAJbHOTO KOJIbIA SIBJISICTCS CaMbIM
palMOHAIIBHBIM METOJIOM XUPYPTrUYECKOTO JICUEHUS] aTPE3UH JI€BCTBEHHOW IUIEBBI
C YAOBJIETBOPUTEIBHBIM UCXOAOM. J[aHHBIA METOJ MOJHOCTBIO MCKIIOYAET PUCK
TpaBMBbI KaK YPETPhI TaK U TUMEHAIBHOTO KOJIbIIA, TPU 3TOM HET HEOOXOAUMOCTH B
JOTIOJTHUTEIIbHOM ~ HAJIOKEHUM IIBOB  JUIi  NPEAYNPEXKICHHUS BTOPUUYHOIO
3apalleHrsT TUMEHAJIBHOIO KOJbLIA M TEM CaMbIM COXPAaHSETCS ULEIOCTHOCTD

IIOCJICOHCTO. KpOMe TOI'O BaXHO OTMCTUTL YTO IIPH OdHHOM MCTOZIC
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YMCHBIIAKOTCA KaK CPOKHU Hp€6bIBaHI/I$I B CTalMOHApPEC TaK U (1)I/IH8,HCOBBI€ 3aTpaThbl

Ha JICYCHHC.

KauecTBo %H13HU OO0NBHBIX C BPOKICHHBIMU aHOMAJIMSIMH MOJOBBIX OPraHoB, a
TaK)Ke pelIeHHe MPoOJIeM CeKCyaJbHOM U PEerpoyKTUBHON (DYHKIIMII BO MHOTOM
onpeaenstorcs 3p(HEeKTUBHOCTHIO U 000CHOBAHHOCTBIO XUPYPTUUYECKOM
KOppEKLUHU, OCOOEHHO MPOU3BOAUMOI B IeTCKOM Bo3pacre. Heooxoaumo
COBEpIICHCTBOBATh METO/IbI BOCCTAHOBIICHUS CEKCYalTbHOW U J€TOPOTHOM
(GYHKIMM Y TAIUEHTOK C aHOMaJIMSIMH Pa3BUTHsI TEHUTAJIUHI MOCe
KOPPUTHPYIOIIKX OIlepaluii B JETCKOM U PENPOAYKTUBHOM Nepuonax, [Azziz R,
Jones HW Jr, Rock JA., 2001; Lewis VG, Money J. 1983; Wisniewski AB,
Migeon C J, 2000].
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