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BACHADON VA QIN RIVOJLANISHINING ANOMALIYALARINI DIAGNOSTIKASI: ZAMONAVIY TENDENTSIYALAR
(ADABIYOTLAR SHARXI)

[TpoGnemMa penpoAyKTHBHOIO 370POBBSI YEJIOBEKAa OXBATHIBACT  IPUMEHSCTCS B KayecTBE METOJA CKPUHMHIA NPH  BBISBICHUH
OHOIIOrMYeCKUe, MEANIIMHCKHE, COLMATIbHBIC U QUIOCO(CKUE aCIeKThl.  aHOMAaJMil CTPOCHHMS MOJIOBBIX OPraHOB. JTOT METOX OTIHNYACTCS
PacimpeHnue u yriyOneHue HayYHbIX UCCIICIOBAHUI B 3TOM 00IACTH BO  BBICOKOW JIOCTYIMHOCTBIO M 0€30MACHOCTBIO, a TAaKXKe IO3BOJISIET
MHOTOM OOYCJIOBJICHO aKTYyalbHOCTBIO AeMOrpadMYeckux HpoOlieM — TOJMYyYHTh NEPBHUYHOE MPEJCTABICHHE O CTPYKTYPHBIX OCOOCHHOCTSIX
[1,3,4,6]. B pa3BuThIx cTpaHax oco0oe BHUMAaHHE yJeIsieTcs paHHeH  mcciemyemoil obmactu. OmHaKo €ro JUAarHOCTHYECKas TOYHOCTD
JIMATHOCTHKE M TPOQUIIAKTHKE F'MHEKOJOTHYECKUX 3a00/IeBaHUi, YTO ~ OrpaHHYeHa W BO MHOTOM 3aBHCHUT OT YPOBHS HOJTOTOBKH

CIIOCOOCTBYET UX MPEYNPEKACHHIO H CBOCBPEMEHHOMY JICUCHHIO. CIICLMAINCTA, TIPOBOJALIECTO MCCIICIOBAHUE, a TAKKE OT TEXHUYECKUX
B EBpome mmpoko pacmpocTpaHeHa TPaKTHKa pPaHHETO  XapaKTEepUCTHK oOopymoBanus [2,6,7].
obcieoBaHMs PEPOAYKTHBHOTO 3/I0POBbS KEHIMH. Ecnn y neBodex Meron TpexMepHOH ymsTpa3BykoBoil pexoncTpykuuu (3D Y3H)

B Bo3pacTe 12-13 yeT OTCyTCTBYIOT MPHU3HAKH MOJOBOTO CO3PEBAHUSA,  JIEMOHCTPHPYET  BBICOKYIO  JHArHOCTHYECKYIO  TOYHOCTH U
CICLMAINCTBl  PEKOMEHIYIOT ~ MPOBEACHHE  JMATHOCTHYECKHX  BOCIIPOM3BOAMMOCTH IOJy4YaeMbIX JaHHBIX. FEro npumeHeHue
Meponpustuii [1,3,4,6]. [lo MHEHHIO O3KCIIEPTOB, CBOCBPEMEHHOE  OOECICUMBACT PACIIUPEHHBIC BO3MOXKHOCTH BH3YaJU3allUH, TTO3BOJISS
BBISIBJICHHE aHOMAIMH pa3BUTHS MOJIOBBIX OPraHOB IO3BOJSIET  OoJiee eTajbHO OLCHUTh aHATOMHYECKOE CTPOCHUE CTPYKTYP HHXKHETO
NPaBWIBHO BHIOpaTh JICYCOHYIO CTPATerdio, 4TO B JalbHEHIIEM  OT/eNa IOJOBOW CHCTEMbI, B TOM YHMCIIE LICHKH MAaTKH M Blarajuiia.
CHOCOOCTBYeT HE  TOJBKO  CHIDKGHUIO  pacmpocTpaHeHHocTH — OmHAKo €ro NpHMEHEHHEe OrpaHHYuBaeTcss 0Oojiee  BBICOKOM
TMHEKOJIOTMYECKUX 3a00JICBaHUi, HO M YJYYIICHUIO KQUueCTBA KM3HH  CTOUMOCTBIO M HEOOXOAMMOCTBIO CIELHAIU3MPOBAHHOH IOJTOTOBKU

naruenTos [1,3,4,6]. Bpada-IuarHocTa, 4To JIeNaeT ero MeHee JAOCTYIHBIM M0 CPaBHEHHUIO C
KomrutekcHast nuarHocTHKa BpOXKAEHHBIX aHoMmanmmii passutus 2D Y3U [4,7].
JKCHCKOW PENpPOAYyKTUBHOW CHCTEeMbl TpeOyeT MpUMEHEHHs Kak HaubGonee HaAeKHBIM METOAOM TUATHOCTHKH BPOXKACHHBIX

TPaJMLHOHHBIX, TaK U COBPEMCHHBIX METOJOB HCCIEAOBaHWs. J[g  aHOMalnMil IKEHCKMX IIOJOBBIX OpraHOB CYHMTAETCS MAarHUTHO-
MoJydeHus] OOBCKTHBHOW KapTHUHBI TMATONOIMYECKMX U3MeHeHud  pe3onaHcHas tomorpadust (MPT). [lanmbiit meron obecrednBaeT
UCIIONB3YETC COYETaHWE HEMHBA3MBHBIX M HMHBA3MBHBIX METOJHMK,  TPEXMEPHYIO BH3YyaJM3allMI0 AHATOMHM OPraHOB MAaJoro Tasa, 3a
KaXIas M3 KOTOPBIX MIPAeT ONpPENENCHHYI0 pPOJb B YTOYHCHHHM  HMCKJIIOYCHHEM MAaTOYHBIX TPyO, M MO3BOJISIET BBIIBHTH Pa3JIMYHBIC
KJIMHUYECKOTO JIMarHo3a. MOPOKH Pa3BUTHSL, BKIIIOUas OOCTPYKTHBHBIC aHOManiu. HecMoTps Ha

OpanM w3 0a30BBIX WMHCTPYMEHTOB IIEPBUYHOM IMAarHOCTUKH — BBICOKYIO  JHATHOCTHYECKYI0  TOYHOCTH, MPT  sBisercs
SIBJISICTCS YJIBTPa3ByKoBoe uccienoBanue (2D Y3U), koTopoe HIMPOKO  JTOPOTOCTOSIIMM — METOZOM, TPeOYIOmMM  KBaIH(HUIMPOBAHHOTO
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CHENHUATNCTa I HHTEPIPETaliy MOMYYEHHBIX H300pakKeHUH, YTO
OTPAHWYMBACT €TO MIMPOKOE UCTIOIb30BaHue [3,8,9].

Oxorucrepocanbiunrorpadus (3XO-I'CT') mpezncrasiser coboit
MaJOMHBA3UBHBIN JUATHOCTUYECKHUNA METOJ, IO3BOJIIOIINNA OICHUTH
COCTOSIHUE LIECHKY MATKH U OJIOCTH MaTKH. JlaHHBII METOJ, OTJINYAETCSA
CPaBHHUTEIBHON 0E30IaCHOCTHIO, OJHAKO €ro TOYHOCTH BO MHOIOM
3aBUCHT OT KBATH(HKAIUY CTICIIUAIICTA, IPOBOIAIIET O HCCIEIOBAHHE.
BaxHO y4HTHIBaTh, YTO HEKOPPEKTHOE BBEICHHUE PE3NHOBOTO KaTeTepa
BHYTPU MAaTKH MOXET CIIOCOOCTBOBATH K TpaBME TKaHM, a TaKXke
pacuMpeHre MOJIOCTH MAaTKH C TOMOIIBIO BO3AyXa M 00pa3oBaHMS
maprka B KaTeTepe MOXET HeMpaBWIbHO HHTEPIPETHPOBATH
BHYTPCHHHE KOHTYpPBHI, 9YTO B OTACIBHBIX CIydasX CTaHOBUTCS
MPUYUHON  JIOKHOTIONMOXKUTEIBHBIX ~ WIM  JIOKHOOTPHUIATEIHHBIX
pe3ynsrartoB [46, 48].

PenrtrenoBckas rucrepocansnunrorpadpus (PI'CIY) ucmonb3yercs
JUIS BU3yalIM3allM MOJIOCTH MaTKH M MAaTO4HBIX TpyO. Hecmotps nHa
CBOIO JMAarHOCTUYECKYIO0 II€HHOCTh, MAHHBIH METOZ CUYHMTAeTCs
WHBAa3MBHBIM U COIPOBOXKAAETCS AUCKOM(OPTOM WHIM OONEBBIMU
omymenmwivMu y naruenta. OcaoBasiM HepocTatkoM PI'CI sBisercs
€ro HeCIocOOHOCTh MPEOCTaBUTh HH(POPMALUIO O BHEIIHEM KOHTYpe
MAaTKH, a TaKKe HEBO3MOXKHOCTB I depeHImanuy BHy TPUMaTOYHON
MepeTOpPOAKN OT aByporoil Marku. Kpome Toro, sror meron He
M03BOJISIET BBIIBUTH JOMOJHHUTEIBHBIN 3aKPBITBHIH POT M HEBO3MOXKHO
MPUMEHUTh MPH HEMPOXOJVMOCTH B BHUJAE IEPBUKAIPHOM WIN
BarvHaJIbHOM [4,7].

I'ucrepockonus MPEJCTaBIIsIET coboit MaJIOMHBA3UBHYIO
JIMAarHOCTHYECKYIO MPOLEIy Py, MHO3BOIIONIYIO IPOBECTH BU3YaIbHYIO
OLIEHKY COCTOSIHHS CIHM3UCTONH OOOJIOUKH IMOJOCTH MAaTKH, BKIIOYAs
LEPBUKANBHBIA KaHal ¥ BJarajumie. JTOT METOH 00ecreynBacT
BBICOKYI0 HMH(OPMATUBHOCTb TIPH HCCIEIOBAHHM BHYTPECHHEH
CTPYKTYphl MAaTKH, OJHAKO HE MPEJOCTaBIIIET JAHHBIX O BHEIIHHX
KOHTYpPaxX OpraHa WU TONIINHE er0 CTCHOK.

JUIi KOMIIIEKCHOM BU3yalH3allMd pPEIPOAYKTUBHBIX OPraHOB
MIPUMEHSETCS JIAMapOCKONHs, KOTOpasi, MOCPEACTBOM MHHUMATBHBIX
Ppa3pe30B, MO3BOJIIET BU3YAIN3UPOBATh TATOJIOIMYECKUE MIPOLECCH Ha
9KpaHe ¥ OTHOBPEMEHHO HMPOBOJMUTH UX XUPYPTUUECKYIO KOPPEKIHIO.
TeM He MeHee, TanapoCKONKs He BCEraa 00ecreunBaeT BO3MOXKHOCTD
TOYHOMH OIEHKY TONIIMHEI CTEHKH MaTKH.

Takum oOpazom, a8 MONy4YEeHHsS IONHOM HWHpOPMALUH O
COCTOSIHUM MaTKM M €€ CTPyKTyp Lelnecoo0pa3HO HCIOIb30BaTh
KOMOHMHAIMIO Ppa3JIMYHbIX JAWATHOCTHYECKHMX METOMOB, BKIIOYAs
THECTEPOCKOIHUIO, JIAMAPOCKONHMIO M yIbTPa3BYKOBOE MHCCIEIOBAHHE.
[1,2,4].

B Hekortoppix cinywasx npu cuHiapome Maiiepa—Pokuranckoro—
Krooctuepa—Xayzepa (MPKX) BeiBisroTcss OOHO WM JBa
JIOTONTHUTENPHBIX ~MAaTOYHBIX 0Opa30oBaHMS, pACIONOKCHHBIX B
JaTepaTbHBIX OTAENaX MAJIOro Ta3a. OTH PyJUMEHTApHBIE CTPYKTYPHI
MOT'YT COZIEPXKAaTh (PYHKIMOHATBHBIN SHIOMETPHHA, 9TO 00yCIIOBIHNBAET
KIMHUYECKUE TPOSABICHMS, TaKMe KaK NUKJINYeCKHe OONM WiIn
obpa3oBaHue remMaToMeTphl. llepBoHauanpHas AMArHOCTHKA OOBIYHO
HAYMHAETCSl C yIbTpa3BykoBoro wuccienosanus (Y3U), xoropoe
MO3BOJSIET OOHAPY)KUTh OTCYTCTBHE MATKH M BIIArajviia, a TaKxke
OTIPEIETUTH YPOBEHB AIUIA3HUHU BJIATAJIMINA M HAJIMYNE PyAUMEHTaPHBIX
MaTOYHbIX CTpyKTyp. OpnHako i1 Oosee JeTaabHOM OLEHKH
aHATOMHYECKUX OCOOCHHOCTEH M  BBIABICHHSA COITYyTCTBYIOIIUX
aHOMAJIUH PEKOMEHIYETCSl IPOBEJEHHE MArHUTHO-PE30HAHCHOU
tomorpapuu (MPT). MPT mnpenoctaBisieT BBICOKOKaYECTBCHHBIC
N300pakeHNS], TI03BOJISISI BU3YAJIM3UPOBATH Py IMMEHTaPHBIE MAaTOUHBIE
oOpa3oBaHMsl, HX CTPYKTYpy H Hauuuue (yHKIMOHAIEHOTO
SHJOMETpUS, a TAKXKE OLEHUTH COCTOSTHHE SMYHHKOB, KOTOPBIE YacTO
pacmosararoTcst BBICOKo mprucTeHo4H0. Kpome Toro, MPT a¢dexriBHO
BBIIBIICT COIYTCTBYIOIIME AHOMAINM PAa3BUTUSI MOYEBBIBOJIICH
CHCTEMBI, TAKHE KaK OAHOCTOPOHHSS MOYKA, Ta30Bast JUCTONHS MOYKH
WIA yIBOCHUE YaIIeYHO-JOXaHOYHOW CHCTeMBl. TakuMm 00pa3oMm,
KoMIuiekcHoe wucronb3oBanne Y3 u MPT obecnieunBaeT TOUYHYIO
IUAarHOCTHKY M TIO3BOJIIET pa3paboTaTh ONTHUMANBHYIO TaKTUKY
Beaenus narenTok ¢ MPKX. Ecnu por coctout u3 ¢pubpo3Hoii Tkauu,
€ro CTPYKTypa ONpeAeisiercss Kak HHU3KOMHTGHCHBHas Ha T2-
B3BEHICHHBIX HM300pakeHWsAX. BaXHBIM acleKTOM IHAarHOCTUKU
SIBISIETCS OIIEHKA CBSI3U PYJMMEHTAPHOIO POra ¢ OCHOBHOM IOJIOCTHIO

11

MaTK{, 4T0 TpebyerT KomruiekcHoro ucmnonb3oBanusi ['CIT u MPT
[1,2,3,5,7].

[Ipy rUCTEPOCKONMUYECKOM HCCIAEA0BAaHUM TOJOCTh OJHOPOTOM
MaTKH BU3YaJH3HUpyeTcs KaK OKpyIJas, B OTIMYHE OT TPEYTOJIBHOMN
(hopMBI, XapakTEepHOH Ui HOPMAIBHOTO CTpOeHUs. EnuHCTBeHHOE
YCTbe MaTOYHOHU TPYOBI ABJIAETCS JUArHOCTUYECKUM MapKepPOM JaHHOH
aHoMmanuu. B ciyuasx Hanmuuus pyAMMEHTapHOTO pora, He UMEIOIIEro
COOOIIEHHMSI ¢ OCHOBHOH MOJIOCTBIO, BBIIBIISETCS PyOIIOBOE BTSDKCHHE B
obmacTi ero OTXOXACHWA. Jlamapockommueckoe HCClI€IOBaHHE
MO3BOJBSIET JOTIOJHUTENBHO MOATBEPIUTH HATHYIHE PYIUMEHTAPHOTO
pora, KOTOpPBIH, KaK MPaBII0, IMEET MEHBIINE Pa3MepHI [0 CPABHEHHIO
C OCHOBHOM MAaTKOW M pPAacIoJylaraercsl JaTepajbHO, HEMHOI'O BbIIIE
BHyTpeHHero 3¢eBa [1,2,3,5,8,11].

JIByporas MaTKa XapaKkTepH3yeTcs HAIMIUEM ABYX CHMMETPUIHBIX
MOJIOCTEH, KOTOPbIE YAaCTUYHO COEAMHEHbl B HW)KHEH 4acTy,
MPEeUMYIIECTBEHHO B oOnacTu mepemieiika MaTKH. B HekoTopbIx
CiIydasX TOJIOCTH pa3fiefieHsl BIUIOTh JIO BHYTPEHHETO 3€Ba.
HezaBucumo ot opMbl maHHON aHOMaNWH, NMPH HATUYUH ABYpPOrOH
MAaTKH, KaK MPaBUJIO, ONpEesIeTcsl eAUHNYHAs IS Ka U COXpaHsAeTcs
coolmeHne MEXIY MaTOYHBIMHU TIOJIOCTSIMHL. Haubonee
MH(GOPMATUBHBIMA  METOJAMH JHATHOCTHKM JAaHHOW aHOMAaIuu
SIBISIIOTCA ~ yIbTpa3BykoBoe wuccienoBanne (Y3M) u  MarHutHO-
pe3zonancHas Tomorpadus (MPT), koTopple TO3BONSIOT YETKO
BH3yalIM3UpPOBaTh KaK BHYTPEHHHE, TaK U HAPY>KHbIE KOHTYPHI MAaTKH.
B ommmune ot rucrepocansnuarorpadun (I'CID), rucrepockomnnu u
nanapockonuy, Y3 obecrieurnBaeT HEMHBA3UBHYIO U 0oJiee MOJHYIO
OIICHKY aHaTOMHYECKHX OCOOCHHOCTEH oOpraHa, OCOOCHHO TIpHU
WCTIONB30BaHUU TPEXMepHOH pekoHcTpykumn.  Tak kxak I'CIT u
THECTEPOCKOINHS AT NMPECTaBICHUE TONBKO O BHYTPEHHUX KOHTYpax
Y TPaHUIIAX MAaTKH, a JJAAPOCKOIHS TOJIBKO BHEIITHHE TPaHUIBL. Takum
00pa3oM, SHIOCKONMIECKHE METOABI PEKOMEHIYETCs UCIONb30BaTh B
COYETaHUH JAPYT C APYTOM ISl TIOBBIMIECHUS TOYHOCTH AUATHOCTHKU U
BBIOOpa ONTUMAIBHOM edeOHOM TakTHkH [1,2,3,5].

[pu Y3U u MPT ynBoeHHast MaTKa W BIIarajuiie BBHITILSACTh KaK
JIBa PA3HBIX HE KAacalolmMXCs Ipyr Apyra Tel MAarTkKH, KOTOpBIE
pAacIooraioTcs M0 OTASIBFHOCTH Ha PAcCTOSHUM. Tarxke Halo yMeTb
JIMarHOCTHPOBATH /B INEHKH M B HEKOTOPBIX Cllydasx y MAI[MeHTOK
BBUIBIISIETCS YJIBOCHHME BJArajuila C MPOJOJBHON MEPEeropoaKoi
MeXIy IByms KaHanamu. Jns muddepeHuuansHOW AMATHOCTHKA
BHYTPUMATOYHOH NEPETOPOJKM MarHUTHO-PE30HAHCHAs Tomorpadus
(MPT) mo3BosieT OLCHUTH BHEITHUN KOHTYP MATKH: TIPH COXPAHCHUH
OJHOPOJHOIO HAPYXHOIO KOHTYpa [AHAarHO3 4dalle CKJIOHSIETCA B
CTOPOHY BHYTpPUMaTO4YHOM neperopojku. B ciyuasx, korga Ha MPT
BH3yalIHU3upyercsi HeOobIIas BOrHyTOCTh B 001aCTH HA MAaTKH, PeUb
uaeT O ceToBHAHOM MaTke. Ecim ke yriyOneHue JocTUraeT ypoBHS
BHYTPEHHETO 3€Ba MJIH IPOHUKAET ITy0Xke, TUarHOCTUPYETCs IBYypOrast
MaTKa.

KonrpactHoe ycunenue B xoae axocanbnunrorpaduu (OCI), mpu
BBEJICHHM BEIIECTBA B KaXAyI0 W3 INEEK MAarK{, II03BOJLIET
BU3yalIN3UPOBATh H30JIMPOBAHHBIE pora, MOp(}OTIOruIecKH
HaIOMUHAIOIIKE OJJHOPOryIo Matky. IIpu 3TOM, eciu BepXHHH KOHTYp
MaTKH COXPaHseT HEMpPEepbIBHOCTh, HAHOOIEEe BEPOSTHBIM JHArHO30M
SIBIISIETCS BHYTPUMaTOYHAS MIEPErOPOJIKa. Hesnaunrensnoe
yriayOneHne Ha JHE MAaTKH WHTEpIpPEeTHpYyeTcss Kak CeUIOBHAHAS
¢dopma, a BBIpaXKEHHas paclIeNuHa, MJOXOMAIMAs OO YpPOBHS
BHYTPEHHETO 3€Ba — KaK JIBYpOTast MaTKa ¢ JBYMsI TOJIOCTSIMU U ABYMS
LICHKaMU.

VYapTpa3ByKoOBOE MCCIEIOBAHWE HE BCerjga AaéT BO3MOXKHOCTb
9éTKO Pa3NIUUUTh TOJHYI0 U YaCTHYHYI0 BHYTPHUMATOYHYIO
neperopoaKy. Jlist IMarHOCTUKH CEJIOBHIHOM MAaTKU HMPUMEHSIOTCS
V3U, rucrepocanbnunarorpapus u MPT, mo3somnsiomniye OmnpeaenTh
IUIAaBHOE PACIIMPEHNE U YIUIOIMEHUE AHA TOJIOCTH MaTKHU, XapaKTepHOe
it gaHHoi (opmel. CemioBHAHAs MaTKa CYHUTAETCS BapHAHTOM
n€rkoil  (OpMBI IBYPOrOil MAaTKH, OJHAKO CpPEeO CIICHUAINCTOB
CYIIECTBYET Pa3HOIJIACHE B OTHOIICHUH €€ TPAKTOBKU M KIMHHYECKOH
3Haunmocrwu. [1,2,3,5,9,12].

JlmarHocTrka TMOPOKOB pa3BUTHS BO3MOXKHA ¢ momormbio Y3U,
MPT, sxocanpnuarorpaduu (ICE) u ructepockonuu. Jlamapockonus,
B OTJIMYHE OT 3TUX METOJOB, HE MPEIOCTaBIseT HH(POPMALMU O
HaJIMYUK CTPYKTYPHBIX aHOMaNNii. BHeIpeHne COBpEMEHHBIX METOIOB
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BU3yalIM3alludl CIIOCOOCTBOBAJIO MOBBIICHUIO YaCTOTHI BBITBICHUS
BPOJKIICHHBIX MOPOKOB MAaTKH M BJArajiving, 0COOCHHO peakux ¢opm
[1,2,3,5].

IIpn BBeneHUH KOHTpAcTa BO BPEMsI 3XOCalbIHHrorpaduu B
OTJETBHYIO C BYX CTOPOH IIEHKY MaTKH IO3BOJSIET O0OHAPY>KHUTH J1Ba
OTJETBHBIX pPOra MAaTKH KOTOPBI€ II0 CTPOCHHIO HAIOMHHAIOT
omHoporyro  Marky. OmHOM W3  TPyAHO  IONAIOLIUXCS
nudepeHINATFHON JHAarHOCTUKE MATOJIOTHH, HMMEIOMICH CXOXKYIO
BU3YyalbHYIO KapTUHY nipu ructepocansruarorpaduu (I'CT), sBasercs
MONHAsE BHYTPUMATOUYHAs Ieperopoika. IIpumeHeHne MarHWTHO-
pe3onancHoit Tomorpadhun (MPT) mo3BomisieT ¢ BBICOKOW TOYHOCTHIO
HUAEHTU(HUIUPOBATh JAHHOE COCTOSTHME, Onaromaps BO3MOXHOCTH
OLIEHKH HApY>KHOTO KOHTypa AHA MAaTKH{, KOTOPBIA IPU HaIUIUU
MEPETOPOKH OCTAETCSI HEU3MEHEHHBIM.

Takum 00pa3oM, KOMIUIEKCHAs IHATHOCTHKA BPOXKACHHBIX
AHOMAJIUH PENpPOAYKTUBHOM CHUCTEMBI MMEET KIIIOYEBOE 3HAUCHHE.
ComocTaBieHne pe3ylnbTaToOB PA3IWYHBIX METOJO0B BH3yalIHM3aIWH, a
TaKKe OLECHKA MX HWHGOPMATHBHOCTH W TOYHOCTH MO3BOJSET
chopMupoBaTh 00BEKTUBHOE MIPEACTABICHHUE O XapaKTePe aHOMATHHU U
BBIOPATh ONTUMAIIEHYIO TAKTUKY BeICHUA manueHTkH [ 1, 2,3,5].

BpoxnenHble aHOMalIMM a Tak)Ke MOPOKU Pa3BUTHSI MOYETIONIOBOM
CHCTEMBI XapaKTEePHU3yeTCsi AHATOMO CTPYKTYPHBIMH H3MEHEHHSIMH
caMoro OpraHa WM €ro OTCYTCTBHEHAa pPaHHUX  OJTamax
BHYTPHUYTPOOHOTO Pa3BUTHS. DTHOIOTUS TAKIX AHOMAJIUI MOKET OBITH
pa3HOH, KOTOpass MOXET ObITh CBf3aHa C HACIEICTBEHHOCTHIO,
MyTanuei reHos [1, 2,3,5].

VYdeHsle CUMTAIOT YTO AHOMAIIUH Pa3BUTHUS BO3HUKAIOT BCIIEJICTBUE
9HJOT€HHBIX U 9K30reHHBIX (pakTopos. [1, 2,3,5,7,9].

MHorue yd4eHble TOBOPAT YTO IMOPOKH Pa3BUTHSI MOYEIIONOBOM
CHCTEMBI OOJIBIIE CBS3aHBI OT SK30I'CHHBIX (JAKTOPOB TAKUX KaK, TUIIEP-
TUIIOTEPMMSI, pajguanus, XUMHYeckue BemectBa u  T.0.  llo
BBICKa3bIBAHMSIM JIPYTHX YUCHBIX aHOMAJIUM Pa3BUTHS MOYEIIOJIOBOM
cucteMsl B 12-24% 3aBHCHUT OT T€HHBIX MYTallUH, XPOMOCOMHBIX
aHOMAIMSAXB BUJE TPaHCIOKauuu win aerenw [1, 2,3,5] u B 66 %
ClTydaeB MPUYMHA AaHOMAIHI Pa3BUTHS MOYETIONOBOM CHUCTEMBI TaK U
OCTaeTCsl HEBBISICHEHHOM.

Cunppom Maiiepa—Pokuranckoro—Krocraepa—Xayszepa (MPKX)
MPEACTAaBIACT 3HAUMTENBHBIA HAyYHBIH  HHTEPEC, IOCKOJBKY
XapaKTepU3yeTCs BPOXKACHHBIM OTCYTCTBHEM MAaTKH, MIEHKH MAaTKH U
BEPXHUX ABYX TpeTed Biaraauia y (EHOTHITMYECKH HOPMAaTbHBIX
JIEBOYCK C >KCHCKHM KapuoTurmoMm 46,XX. AreHus WIN BbIpaKCHHAsS
THIOIUIA3USA JKGHCKHX PEMpOJYKTHBHBIX OPraHOB MOXET TaKXke
HaOIIOAAThCS MPH PSAAE PEAKUX TEHETUUECKUX CHHIPOMOB, TAKUX KaK
cuaapom  MakKeiocuka—Kaypmana (myramum rteHa  MKKS,
nmokanmu3oBaHHOro B obmactu 20pl2), cunapom bapaera-bumns (c
BosneuenneM MKKS u fapyrux reHoB), cunapom Bonbsdha—Xupirxopra
(meneumn B ydactke 4pl6.3), a takxke cuHgpoM lonmeHxapa. DT
HaOJIIOAEHNS YKa3bIBAIOT HA BO3MOXKHYIO OOIIIHOCTB ITATOT€HETHIECKIX
MEXaHU3MOB, JISKAIX B OCHOBE YKa3aHHBIX HapylieHuil.[ 1,6].

MHOTOT€HHOCTh OTCYTCTBUS BIArajuiia M MaTKH PAacIOJOraeT
OOHapy>KeHMSI MOJEKY/ISPHBIX HAPYIICHHH BIMSIONMX HA PaHHHE
CPOKH 3MOpHOTreHe3a, BO BpeMs CIHSHUS MIOIIEPOBBIX MPOTOKOB,
TaKXKe TOT CHHAPOM COYETACTCSI C aHOMAIMSIMU MOYEK TaK KaK TaKKe
MOYKH 00pa3yroTcs U3 Me3oAepmsr [2,3].

Panee cumTanock, 4T0 MaTOYHO-BarMHAJIBHAS aIwiasws (CHHAPOM
MPKX) Bo3HHKaeT MpeHMyIIECTBEHHO cropaandecku. OaHako Bcé
OosbIiee  KOJMMYECTBO 3aPETHCTPHPOBAHHBIX CEMEHHBIX —CIIydaeB
MOJTBEPIKIACT TEHETHUECKYIO IPUPOTY AaHHOTO cocTtosHus [1,2,3,5].
B momoOHBIX ceMeHBIX HAOMIOACHHUAX CHHIPOM TMepenaéres IO
ayTOCOMHO-IOMUHAHTHOMY THIIy HAcCJICOBAaHMSI C BapuaOEIbHOMH
9KCIIPECCHEH W HEMONHOW NEHETPAaHTHOCThIO. OJTO YKas3bIBaeT Ha
BO3MOXKHOCTh HAJIMYHS MyTaluil B KIIOYEBBIX T€HAX, PETYIUPYIOMINX
SMOpPHOHATBHOE PA3BUTHE, JTHOO HAa OTrPaHUYCHHBIE XPOMOCOMHBIE
HapymeHns. COrmacHO JUTEPaTypPHBIM JAHHBIM, OMHCAHO BCero 68
ciy4aeB cemeitHoit ¢popmbl cuaapoma MPKX [1,8].

Cornacuo JI.B. Amamsia u coasr. (2008), renerndeckue GpakTops
UTPAIOT 3HAYUMYIO POJIb KaK B MATOT€HE3e BPOXKIEHHBIX aHOMAIHI
MaTKd W BIATAIWINA, TaK W B pa3BUTHM SHAOMETpuo3za [2,4].
Habnromaemass  accommarmmss  Mexnay  cugpomom MPKX  u
9KTOIMYECKUM JHIOMETPHO30M B psife KJINHUYECKHX CIIydaeB

12

MO3BOJISIET MPEIONIOKUTh HATUYHE OOIIEro IaTOreHETHYECKOro
MexaHn3Ma. BeigBuHyTa rumnoresa o MyabsTH(AKTOPHATIBHOM MpHpoe
9THX 3a00NeBaHMI, B OCHOBE KOTOPOH JIE)KAaT TCHCTHYECKHE
MOTUMOP(HU3MBL, HACIEACTBEHHAS! IPEIPACHONOKEHHOCTh U BIIMSHHE
TOPMOHAJIBHOTO (DOHA, B YACTHOCTH — BO3JCHCTBHE HA PEIETITOPHI
3CTPOreHOB U Iporectepona [11].

Ocoboe BHUMaHHE B HAYYHOH JHUTEPaType yIe/SIETCS PO FEHOB
cemeiicte  WNT, HOXA u PAX, BOBNCU€HHBIX B IMPOIECCHI
sMOpuoreHe3a penponykTuBHOM cuctembl [1,2]. I'emst WNT, B
gacTHOCTH Wnt4 1 Wnt9b, UrparoT BaXHYIO POJib B ()OPMHPOBAHUHU
MOYETIOJIOBOM ~ CUCTEMBI: Wnt4  ydactByer B MOJIOBOH
muddepeHnpoBKe, a TaKKe PETyIHpyeT HHBA3UIO JIIOMHHAIBHBIX
SMUTENIMAIBHBIX KIETOK; Wnt9b sKcmpeccupyercss B SHUTETHU
BOIB(OBBIX IPOTOKOB M CHOCOOCTBYET Y/UIMHCHUIO MIOJUIEPOBA
mpotoka [1,2,3,5].

VY uenoBeka Wnt4 ObUT MEpBbIM HICHTUOUIUPOBAHHBIM TI'€HOM,
ACCOIIMUPOBAHHBIM C JUCT€HE3WeH MaTKM M T'HIICPaHAPOTreHHEH.
MyTamu B 3TOM TC€HE MNPHUBOAAT K HAPYIICHHIO IOABICHUS
aKTUBHOCTH CTEPOMJOTEHHBIX (DEPMEHTOB B SHUYHMKAX H K
MaTOJIOTMIECKO SKcpeccuu 170-TUAPOKCHUIIA3kl, YTO 00YCIOBIHNBAET
pasBurHe runepanaporenun (Biason-Lauber u ap.). B uccnenoBanuu
Philibert R. u coasrt. (2008) y 28 neBouek ¢ mepBUYHON aMeHOpeel u
IUCIUIA3MeH MaTKH W BJArajuiia ObUTM BBISBICHB MYTalliH,
BBI3BIBAIOINNE YCHICHHYIO SKCIPECCHIO aHIPOrCHCHHTE3UPYIOIIIX
(hepMeHTOB. DTH IaHHBIE MMO3BOJBIIOT paccMaTpuBath cuHIpoM MPKX
C TUNEpPaHIpPOreHHEeW Kak OTIENbHBIM KIMHUYECKUN BapuUaHT
3aboseBanus [1,9].

B 10 xe Bpemst B uccnemoBanuu Ravel C. u coasr. (2009) e
YJaJIOCh BBISIBUTH MyTaluii B reHe Wnt7a y NallueHTOK C CHHAPOMOM
MPKX [4,7]. Tlosnaee Wang u coast. (2014) BrepBeie cooOUmM O
MyTanusix B TeHe Wnt9b, CBS3aHHBIX C CHHIPOMOM B KHTaHCKON
nomynanuy. OfHAKO MOCIEAYIOMHNe UCCIEA0BAHNUS HE TOATBEPIWIN
YCTOHUMBYIO KOppeisiiuio Mexny Wnt9b u maHHeiM 3a0orneBaHHEM
[10,36]. Tem He MeHee, Oonee Mo3aHIE paOOTHI BHOBb YKa3aJIH Ha POJIb
Wnt9b B stnonorun MPKX: y mammentok ¢ tunom I cuaapoma Obutn
OOHapy>XEHbl IATh TE€TEPO3UTOTHBIX MHCCEHC-MyTallMH ¥ OXHA
TeTEePO3UTOTHAs ~ HOHCEHC-MyTalWs, dTO  TOATBEPXKAAeT  €ro
MaToOreHeTHYeCcKoe 3HaueHue [2,4].

I'ensr cemelictBa romeoOokcoB, B dacTHOcTH kiactep HOX,
WrPalOT BaXHYI0 POJb B Pa3BUTUU JKEHCKOM pPENpOLyKTHBHOU
cuctemsl. Cpenn HEX o0coOblii mHTepec npencraBmsiror HOXA9-
HOXA13 u HOXB9-HOXBI13, paccmarpuBaeMble KaK
MOTeHIATbHbBIe KAHAUAATHI B popmupoBanun cuaapoma MPKX [3]. V
yenoBeka mytamuu B HOXA13 mnn nenenmu Bcero HOXA-kmacrepa
MOTYT OKa3bIBaTh BBIPRKCHHOE BIMSHHME HAa Pa3BUTHE MOYEIIOJIOBOM
CHCTEeMBI M OIOPHO-IBUIATENBHOrO ammapaTta. Tak, MyTanuu B
koaupytomeil obmactu rera HOXA13 BbI3bIBalOT mHanbneOpaIbHO-
reautaneHelii cuaapom (HFGS), compoBoxaromuiicss HapymeHHeM
CIIMSTHUSL MIOJUIEPOBBIX MPOTOKOB, YTO MPOSIBISIETCS BarHMHAJIBHBIM
CpeloCTeHHEeM,  AyIUIMKauuMed IIeWKW MaTKu U [OPOKAMH
MOUYEBBIBOISIINX TTyTei [1,2,3,5].

UnrepecHo, uro nenenun Bcero HOXA-knmacrepa He IPUBOIIT K
Gosiee BBIPAKEHHBIM yPOTCHUTATBHBIM aHOMAIIUSM II0 CPaBHEHHIO C
n3onupoBanHod  myrtammer B HOXA13. Drto  mosBomser
MIPEATIONOXKUTh, YTO KIIIOYEBYIO PONb MOTYT WIPATh JOMHHAHTHBIC
mytanuun B HOXA9, HOXA10 nmu HOXA11, nmu6o xe HapyrieHne
perymimu 3kcrpeccun reHoB knacrepa HOXA, Biausiiomee Ha TeMITbI
TPAHCKPHUIIIMK U TPOCTPAHCTBEHHO-BPEMEHHBIE OCOOCHHOCTH HX
akTuBHOCTH. [locneHre naHHBIe 0 MyTAIMsAX B IPOMOTOPHOIT 061acTH
HOXAI13 pononHUTENbHO MOATBEPKAAIOT 3TO Ipennoioxenue [1,7].

Okcnpeccus oraenbHbpIX reHoB HOXA pasnugaercs B 3aBUCUMOCTH
or anatommueckoil 30HBI: HOXA9 mnpenMymiecTBEHHO akTHBEH B
¢amtonueBsix Tpy6ax, HOXA10 n HOXA11 — B Tene u meiike MaTky,
a HOXA13 — B aucTalbHBIX OTAeIaX Biaaranuina. [IoMuMo HUX, TeHbI
WT1, PAX2, HOXA7-13 u PBXI Takxke paccMaTpUBAIOTCSA Kak
MOTCHIAIbHBIE KaHIUIAThl B dTHonorun cuaapoma MPKX. Oxnaxo
9KCIIEPUMEHTANBHBIE HCCIEIOBaHUS C MHCIIOIB30BAHUEM MOJENei
MYTaHTHBIX MBIIIEH MIOKa HE MOATBEPAMWIN X OAHO3HAYHOI'O yJaCTHS
B Pa3BUTUH JaHHOW martojoruu [1,2,3,5].
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OcoOblif MHTEpeC NPEJCTaBISIOT KIMHUYECKHE CIydad, IpH
koTopbix cuHapoM MPKX pasBuBaercs nume y oOgHOrO U3
OJTHOSIIIIEBBIX OJIM3HEIIOB, TOTIa KAK BTOPOM OCTAETCs (PeHOTUIMUYECKH
3M0pPOBBIM. OTO yKa3bIBa€T HAa BO3MOXHYIO pOJIb HE TOJBKO
TeHeTHYeCKHX, HO M SIHICHETUYECKHX U CPEJOBBIX (HaKTOPOB B
narorene3e 3abonesanust [3]. B uccnenosanun Rail u coasr. (2011)
ObUTM BBISIBIICHBI 3HAUMMBIE Pa3IHdMs B YPOBHAX TPAHCKPHUIIMU H
metunupoBanus JJHK mexny nanmentkamu ¢ MPKX u koHTponbHOM
rpynnoi. I'eHOMHBII aHanKU3 MO3BOJIWII BBLICIUTH AEBATH KIIIOYEBBIX
reaoB: HOXAS, HOXA9, WISP2, CDH5, PEG10, MFAPS, LRRC32 n
RALGPS2. llects u3 vux (CDHS, MFAPS, WISP2, HOXAS, PEG10,
HOXA9) neMoHCTpUpPYIOT 3HAUMMYyIO aKTHBHOCTh B Pa3sBUTHU
CTPYKTYp  JKEHCKOM  PENpOIyKTHMBHOM  CHUCTEMBI. CerteBoit
OnomH(pOpMATHYECKUI  aHANM3 TOKa3al, 4YTO LEHTPaJbHBIMU
perymsatopamu MoryT siBisiTeest WISP2, HOXAS, HOXA9, GATA4 u
WT1, npennonaras ux BeAYyIIyIO pojb B maroreHese cuaapoma MPKX.
[1,3].

I'enst WT1 u GATA4 nprHUMAIOT y4acTue B PeryJsiiiy MOI0BOM
G GepeHIMPOBKH 3a CUET BIHUSHUS HA SKCIPECCHIO aHTHUMIOIIIEPOBA
ropmona (AMH). Ux akTUBHOCTH CHOCOOCTBYEeT BBIpaOOTKE
aHTUMIOIUIEpoBa TopMoHa (AMH), 4TO WHUIMUpPYET IereHepamuio
MIOJIUIEPOBBIX MPOTOKOB M UTPACT KIIOYEBYIO POIb B (HOPMHUPOBAHUU
KEHCKOH PerpoayKTUBHOW CHCTEMBI [2].

Cornacuo mandbiM Rail u coast. (2011), u30bITO4HOE BIUSHUE
3CTPOTCHOB B COUETAHUH C SKTONUYECKOH SKCIIPECCHEH FeHOB KIacTepa
HOXA wmoxer cnocoOCTBOBaTh THIOIUIA3UHM JKEHCKUX ITOJOBBIX

Hcnoabs3oBaHHas auTepaTypa:

opranoB u passutuio cuaapoma MRKH [9]. B cBoto ouepens, De
Tomasi F. u coasr. (2017) onmcanu KIMHUYECKUE CIyYal aruia3vd
MaTKM ¥ TOYeK, a TaKKe HapylmeHWHd B pa3sBUTHH Kak
MOYEBBIJCIUTEIBHON, TaK M  PENpOXYKTUBHOM CHCTEM, YTO
noarBepamno 3HaunMocTh TeHa GREBIL (panee o6o3nauancst kak
GREBIF) B natorenese 3tux anomanuii [2,4,6]. [Tozauee Herlin ML.K.
n coasT. (2019) Bepmenmmu GREBIL kak mepcreKTHBHOTO TIeHa-
KaHJUIaTa, BOBICYEHHOTO B dTHONOrHI0 cuaapoma MRKH [5,8].

HexoTopsie uccrenoBaHusi BBIIBUIM CBS3b MEXKAY AHOMAIISIMH
pa3BUTHSA, TAKUMH KakK JByporas MaTka M JUCIUIa3Hs MIOJUIEPOBBIX
MpOTOKOB, 1 MyTauusmu B TeHe TCF2 (Takske nzBectHsiii kak HNF1B).
JledekTbl B 3TOM TreHe MOTYT OOBSCHATH PEAKHE CIydau BPOXKIEHHON
arIa3suy, 0COOEHHO B COYETAHUH C HAPYIICHUSIMH PAa3BUTHUS NIOYEK WIN
HanugueM auabera B ceMEHHOM aHaMHe3e, YTO IENAeT €ro BayKHBIM
00BEKTOM ISl JaJbHEHIIET0 M3YYCHUs] TCHETHYECKON accoluaiui ¢
cuanpomom MRKH [1,5].

Kpome Toro, ormenpHbIE aBTOPHI YKa3bIBAIOT Ha TO, 4TO
3HAQUUTENIFHOE YHCIIO HApYUICHWH IOJIOBOTO pa3BHTHs OOYCIIOBICHO
XPOMOCOMHBIMH aHOMAIMSAMH, 3aTPArMBAIONIIMH YJ9aCTKU XPOMOCOM
1-7, 10-18, 22, a Ttakke X-xpomocomy. OHaKO, COIJIACHO
00O0OMmIEHHBIM pe3ysbTaTaM psfa TeHOMHBIX HCCIIEAO0BAHHM, TOJIBKO
IITh HOBTOPSIIOIIMXCSL CTPYKTYPHBIX HEpecTpoek (menemuii u
IyTUIMKANKi) ObUTH BBISBJICHBI C BRICOKOHM "acToToit: 1g21.1, 16p11.2,
17q12, 22ql11.21 u Xp22. Ot aHomanuu ObLTH OOHAPYXEHBI y 28
nanueHTok ¢ cuaapomoM MRKH wu cocraBmsaior oxomo 10% Bcex
3apEeTUCTPUPOBAHHBIX ciy4aeB 3abonesanus. [1,2,3,5,9,10].
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