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1. llpenaranbHasn
AWArHOCTHKA Unu
YPONOrM4eckue aHomanuu

Ibxannyumkun Muny

AHOMaIUM MOYEITOJOBON CHUCTEMBbI
BXOASIT B YMCJIO Haubojiee M3BECTHBIX
IOPOKOB C OOIIE pacnpoCTpaHEHHOCTHIO
B OJuana3oHe 2—6 ciaydaes 3a 1000 poxnie-
Huii. CKopee BCero, 3TO YUCIO — Helo-
OlLIEHKa MCTMHHOIO YPOBHSI, MOTOMY YTO
BO MHOTHUX CJIyyasix AUMarHo3 ypojoruye-
CKOUl mpoOJieMbl BBICTABSIETCS TOJBKO
IOCJIe MEPBLIX MECALIEB WJIU JIET KU3HMU.

B EBporne yibTpa3ByKOBbIE UCCIEI0BA-
Husg (Y3U) npoBoasT B TeueHue (hakTu-
yeckM Bcex OepeMmeHHocTeit. IlanmeHTokK
C TMOBBIIIEHHBIM PUCKOM 3MOpPUOHAb-
HOl aHOMaJIuu, OOBIYHO M3-3a CEMEii-
HOro aHaMHe3a, MEPEBOIST B TPETUYHbBIE
MEIMIMHCKUE LEHTPhl IS MPOBEACHUS
noapoOHbIX coHorpaduii. OmHako gaxke
ManydeHTKaM 0e3 ompeneleHHbIX (haKTo-
poB pucka npoBoasaT Y3U oObIYHO Ha
cpokax 6epeMeHHOCTU Mexay 11-ii u 13-i
Hedeneid u Ha cpoke 20 Hen OepeMeH-
Hoctu. IlpsimMoe ciencTBue 3TOM MONU-
TUKU — BBISIBJICHUME aHOMAaJUi MOYEBOTO
TpakTa IJIoJa B OCSI3a€MOM 4YuCJIe cllyya-
eB. HekoTopble M3 3TUX HAXOOOK SICHBI U

06wwuMe acneKTbl

TO3BOJISTIOT TOCTaBUTh JUArHO3 <«ITOPOK
passuTus». B Ipyrux ciydasx OHU TOJNb-
KO BBI3BIBAIOT TO03PEHNE Ha HAIWYNE
mopoka pa3BuTusi. YyBCTBUTEIHHOCTH U
cnenuUIHOCTh YHUBepcasibHOTO Y3U,
KOTOpBIE YKa3bIBalOT Ha aHOMAJIUM TUToAa
BO BpeMsi OepeMEeHHOCTHM, ObUIM HCClie-
JIOBaHBI BO MHOTHX OOJIBIINX 0030pax, C
pa3nnuHbIMU pesysibTatamu [1—4]. fcHo,
YTO W JIOKHOHETaTUBHBIC, W JIOXKHOIIO-
3UTUBHBIE CIydyau ObIBaloT Hepenku. Ha
caMOM JieJie 1LIEHHOCTb YHUBEpCaJbHO-
O CKPUHWHTA aHATOMUYECKUX ITOPOKOB
obcyxkmaetcs [2—4].

[Tocne wunmeHTUdUKAIIUM aHOMAJIUIA
WINA TIOAO3PUTEbHBIX HaXOJ0K Ha COHO-
rpaMMax Iutofa JETCKUE CITeIIUaJInCTh
4acTo KOHCYJIbTHUPYIOTCS W OO0CYXAaloT
TaKTUKY U CTPATETUIO B MepUHATAIbHBIN
Mepuon M TporHo3. Takue KOHCYJbTa-
IIMM OCOOEHHO YMECTHBI, KOTJa ITHMarHO3
MOCTaBJIeH Ha PaHHMX CPOKaxX OepeMeHHO-
CTH Y TIapbl paCCMaTPUBAIOT BO3MOXHOCTh
ee mpepbiBaHus. CleqyeT TOMYEPKHYTh
HEOOXOIMMOCTb TIPOSIBJICHUSI OCTOPOXK-
HOCTU TIpU OOCYXIEHUM pPe3yJIbTaTOB
aHTeHATAJIbHOW AMArHOCTUKU. TOYHOCTh
coHorpacuu orpaHW4eHa, W aHOMAaJuH,
BBISIBJISIEMBIE in utero, OTIWUYHBI OT TeX,
KOTOpPBIE BBISIBJICHBI TIOCJIE POXIEHUSI.
B Hacrositiiee Bpemst B HEKOTOPBIX CITydasix
cTaju AOCTYITHBI BCTIOMOTaTeJIbHbIE METO-
JIbI TIpEHATaIbHOM AMarHOCTUKY, BKITIOYast
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Yactb 1. 061yme acnekTsl

TeHETUYECKOe TeCTUPOBaHUE, MarHUTHBIN
pe3oHaHC, M, KOHEYHO, MOKAa3aHO MYJIb-
TUAMCLUITIMHAPHOE 00CyXaeHue [5, 6].
Ha caenmyrommx cTpaHuIIaX Mbl KPaTKO
pPacCMOTPUM COCTOSIHME TIpeHaTaJbHOM
MMaTHOCTUKM aHOMAaJIMii MOYEBOrO TpaK-
Ta, COCpelIoTayMBasCh Ha WMH(OpMaIuH,
KOTOpasi BaXHa IS JETCKUX YPOJOTOB M
He(dpPOJIOroB, pabOTAIOIINX B TECHOM KOH-
TaKTe C aKyIIEPCKUMM OTACJICHUSIMM.

1.1. CtranpapTtHoe
yNbTPa3BYyKOBOE UCCNEA0BaHue
MOYeBbIBOAALLMUX NYTEH nnoaa

B GoabmmHcTBe cTtpaH Y3U mpoBo-
gt Ha 11—13-i1 Hegene OGepeMEHHOCTH
NI BBISIBJICHMsI MHOTOILIOAHOI Oepe-
MEHHOCTHU, OLEHKU >KMU3HECIIOCOOHOCTH
SMOpPUOHA U CKPUHUHIA aHEYIUIOAUM.
Ha »sTux cpokax OGepeMeHHOCTH 3apo-
IBIII CJIIMIIKOM MaJIeHbKUIA, YTOOBI IIPO-

Ceppue

OCTMCTJIZ

[MeyeHb OTPOCTOK

MoueBon
ny3bIpb

BECTH MOAPOOHYIO OIIEHKY aHaTOMHUU
9MOproHa. OgHAKO 4YacToO MOXET ObITh
BUJCH MOYEBOM Iy3bIpb U BO3MOXKHA
UAeHTU(UKAIUS OOJBIIOTO paCIIUpPEHUST
(MeralMcTUC) M3-3a MH(OpaBe3WKaJIbHOMI
OOCTpYKLIMU MU OoJiee CIOXKHONM aHO-
Manuu [7—9]. bonblie ycunuii B iMarHo-
CTUKE aHOMaJIMM MOXET OBITh CleJaHO
Ha cpoke OepemeHHocTu 20 Hen. B arto
BpeMsl, €CTh OOlllee MHEHME, YTO TTOYKHU
W MOYEBON TYy3bIPb TOJDKHBI OBITh WIACH-
TuduupoBaHsl Bceraa (puc. 1.1) [4].
BaxxHas mopacka3zka IIEJIOCTHOCTM MO4Ye-
BOrO0 TpakTa — IIPUCYTCTBHE HOPMasb-
HOTO KOJMYECTBA aMHUOTUYECKOM KMII-
kocTtu. IIpubnusnurenbHo ¢ 16-ii Hemean
0epeMEeHHOCTH aMHUOTHYECKAsT XKUIKOCTh
MOYTU UCKIIOYUTEIBHO (OpMUpPYeTCs
SMOpUOHANIBHOI Mo4yoii. Onurypust mpu-
BOAUT K OJIMTOTMIPAMHHUOHY M TPEBOTE O
BO3MOXXHOM HaJIUYMU aHOMAaJIUM MOYEBOM
CHUCTEMBI.

-

Hagnoue®hvk
-

OTPOCTOK

-

XXenypok

Puc. 1.1. HopmanbHasg KapTuHa SMOPUMOHAJNIBHBIX MOYEBBIBOASINWX myTeil Ha 20-if Hemene
0epeMeHHOCTH

1.2. AreHe3us novek

JIBYyCTOPOHHIOIO areHe3nio IMoYeK
BBISIBJSIIOT ¢ 4YacTtoToit 1 ciayyail Ha
5000 poxaeHuit; OMHOCTOPOHHIOO areHe-
3uto — 1 Ha 2000 poxneHuit. AreHe3ust
IMOYeK OOBIYHO M30JIMPOBAHHASI CIIOPAIH-
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yeckasi aHOMaJlusl, HO B HEKOTODPBIX CJIy-
yasgx 3TO COCTOSIHME MOXET COYeTaTbCs
C XpPOMOCOMHOIi aHOMaiuei Wiau ObITh
COCTaBHOM 4YacThl0 T€HETUYECKOIO CHUH-
npoma (Takoro kak cuHapom Ppeiizepa)
win aedexTa pa3BUTUS (TAaKOTO KaK acco-
uuanuu VACTERL).



1. [peHaranbHas auarHocTuka un yposaoruieckne aHomanum

JIBYyCTOPOHHIOIO areHe3uio MoYeK
peaKo mpomycKarT Ha cpoke 20 Hex Oepe-
meHHoctu nipu Y3U. TlpeobGnagaroiiue
HaXOJKH B 3TO BPEMSI BKITIOUAIOT TSKEIIbII
OJIMTOTUIPOAMHUOH M HEBO3MOXHOCTh
BU3yaJIM3allMM MOYEBOTO ITy3bIpS ILIOMA.
OmHaKo C TSDKENIBbIM OJIUTOTUAPOAMHUO-
HOM MOXHO CTOJIKHYTBHCSI TaK3Ke TIPU Ipe-
KIEBPEMEHHOM M3JIUTUU OKOJIOTIJIOTHBIX
BOJ WJIM CEPBhE3HOI yTeporulalieHTapHOI
HemocTatrouHocTH. Creruduyeckass nua-
THOCTHKa TpeOyeT MeMOHCTpallih OTCYT-
CTBUS TOYEK, a 3TO MOXET OBITh TPYIHO B
yKazaHHoOe Bpewmsi. McciienoBaHue moyed-
HBIX 00JIaCTel YacTo 3aTpPyIHEHO OTCYT-
CTBUEM AaMHUOTHMYECKON XMIKOCTU U
«pa3naBIeHHBIM» TTOJIOKEHUEM 3THUX TUIO-
noB. BarmHanbHast coHorpadus ¢ BHICOKO-
YaCTOTHBIM TaTYMKOM BBICOKOTO pa3peliie-
HUS TI0JIe3Ha B 3TUX Ciiydyasx. [loyie3Hbie
MOJCKAa3KMW B TaKWX CHUTYalUsIX — ITOYTH
MOCTOSIHHOE TMPUCYTCTBUE TUNEPTPOdU-
YECKOM KapAMOMUOIIATUM, TaK XKe KaK W
HETPaBUJILHOTO TIOJIOXEHUSI HaaIoved-
HUKOB, YTO MPOSIBJISIETCSI CMEIIEHUEM MX
B IIOYeYHble SIMKU («3ajerimuye» Haaro-
yeyHuku) (puc. 1.2) [10]. ABycTOpOHHSS
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areHe3us MoYeK — JIeTaJIbHOE COCTOSIHUE.
IIpucyrcTBUE aMHUOTUYECKON KUIKOCTU
HEoO0XOAUMO IJis1 HOPMaJibHOTO pa3BU-
TUS JIETKUX 10 22—24 Hen 6epeMeHHOCTH.
PaHHUIlI TsKenblii OAMroroapoaMHUOH
CTaHOBUTCS Pe3yJIbTaTOM Pa3pyIIUTEIbHON
MOCJIeI0BaTeIbHOCTH, OOBIYHO Ha3bIBae-
Moii cuHapomoM IlotTepa, BKIouarolei
JIETOYHYIO TUITOIUIa3UI0 M MeXaHUYEeCKUe
nedbopMallii KOHEYHOCTU. MuaaeHIbl
OOBIYHO YMUPAIOT B MTEPUOT HOBOPOXKAECH-
HOCTHU OT AbIXaTeJIbHOW HEOOCTAaTOYHOCTH
[11, 12].

IIpeHaranbHasg TMAarHOCTUKA OTHOCTO-
POHHEI areHe3WMW MOYeK TPYIHA, ITOTOMY
YTO B ATUX CyYasiX pe3yJbTaTbl COHOIpa-
¢uu comMHuUTENbHBI (cM. puc. 1.2) [13].
AMHHOTHAYECKAS XXUIKOCTb U 00BEM MOUEe-
BOTO Iy3bIpsi HOpMaJibHbI. B cepemnuHe
OepeMEeHHOCTHU MToYevHas KarcyJja TOHKasl,
M TIOYEYHYIO TAapeHXUMY TPYAHO OTImd-
depeHIMPOoBaTh OT OKPYXKAIOIIUX OPTaHOB
OpIOIIHOM TOJIOCTU, TaKXe TsKesa Aua-
THOCTUKA MPU OTCYTCTBUM OTHOMN MOYKM.
B a1ux ciyyasx, kpoMe TOro, HeoOXOomau-
MO MCKJIIOYUTb HAJIWYUE SKTOMUU MOYKM.
Bno6aBok BO3MOXHO MPOrpecCUBHOE

b Y
JleBas noye4yHas
apTepus

Puc. 1.2. O,HHOCTOPOHHHH arcHe3ud 1novYeK y 1jaoza B CCPCAnHE 6ep€M€HHOCTI/I; B TO BpE€MA KakK

JiEBad I104YKa XOpOollIo BU3yaJIM3MpoOBaHa, 1mpaBad nmouyeyHad AMKa 11ycrad; Juardo3 rnoaTBeprKjaa-

€TCA BEPTUKAJIbHBIM ITOJIOKEHUEM HAAITIOYECUHMKA 1 Heyz[aqeﬁ B BU3yaJiM3allun HpaBOI7I mo4yey-
HOM apTEpUU NMPpU IBETHOM AJOIIIJICPOBCKOM KapTUPOBAHUMN
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BHyTpMMaToyHOe pa3BuTHe. [1o KpaiiHeit
Mepe, B HEKOTOPBIX CJIydasix OTCYTCTBHE
WIN Cepbe3Hasi TUIIOIIA3UsT OMHOU TTOYKH
MOTYT OBITh HE TATOJIOTHE dMOpHOTeHe-
3a, a, CKOpee, BTOPUYHBIM pa3pyllieHUueM
COCY/IOB 13-3a MH(MEKIIMOHHBIX MPUYKH. B
TaKWX CIIydasiX BU3yaJu3alusl MOYKU TIpU
VY3U Oyner Bo3MOXHA TOJBKO B cepelUHe
cpoka 6epeMeHHOCTH. [IporHO3 OgHOCTO-
POHHE#l areHe3nr OOBIYHO XOPOIIUiA, HO
B 30% cnyyaeB BBISIBISIIOT COYETaHHBIE
aHomasmu. Hampumep, KOHTpayiatepaib-
HBII TTy3BIPHO-MOYETOYHUKOBBI ped-
mokc (ITMP) BeIsIBASIOT TPUOIUZUTETBHO
B 20% ciyuaes [14].

1.3. Kucto3Hbie gucnnacTuyHble
NOYKH

KucTo3Hble nUCIJIaCTUYHBIE TTOYKA —
pa3HOPOAHAs TpyINa COCTOSHUI C pas-
JIMYHOM 3TUOJIOTUEH, TTATOJIOTUENA U KIIU-
Huuyeckoir kaptuHoil. CoHorpaduyecku
TMOYKM MOTYT OBITh MPEACTaBICHbBI JIOObI-
MU pacIio3HaBa€MbIMU MHOXXECTBEHHBIMU
KUCTaMU WA BU3YyaAIM3UPOBATHCS YBEIU-
YEHHOU MapeHXUMOW C HaTu4reM BHYTPU-
MapeHXUMHBIX MUKPOKUCT (puc. 1.3) [5, 6,
15—17]. O6bIYHO paHHsd cneuuduyeckas
MMAarHOCTMKAa HEBO3MOXHA, HO JUIS Tpex
PAa3JIMYHBIX COCTOSIHUIA: MYJIbTUKHCTO3HAS
nouka, cuHapoM Mekkensd—I'pobdepa u

IUCILIa3us MOYeK, XapakKTepHa accolua-
1M ¢ paHHEN U TSKea0l 00CTPYKTUBHOM
yponaTHuei.

Mynvmuxkucmo3Hnvie nouku OOBIYHO
ObIBaIOT OJHOCTOPOHHUMU U MPOSIBISIOT-
Csl KaK TpyInia MHOXECTBEHHBIX M Hepe-
TYJISIPHBIX KHUCT C BapuaOeJbHBIM pas-
MEpOM M THMIIEPIXOreHHOI CTpPOMOii |6,
17, 18]. B ocHOBHOM 3TO criopaguyeckast
aHoMayiusl, HO MpudausureabHo B 50%
cllyyaeB HaxoJsT XPOMOCOMHBIE OTKJIO-
HeHus (IIaBHBIM 00pa3oM TPUCOMMUIO
18), reHeTMuyeckue CUHIAPOMBI U JIpyrue
(rmaBHBIM 00pa3oM cepiaeuHbie) aedek-
Tol. IlopaxkeHHass IMoYykKa MOXET OBbITh
OOJIBIIION WM MaJIeHbKOM, U B TeUYEHUE
0EepeMEeHHOCTU BO3MOXHBI M3MEHEHUS
pa3Mepa Kak IOCJIeICTBUE IMPOrpeccupy-
fomeit aTpodun WM paclIMpPeHUE KUCT.
Bosbiive noyku MHGOPMUPYIOT O MPU-
YUHE MOJUTMIPAaMHMOHA, HO 3TO ObIBa-
eT penko. B OOJBIIMHCTBE CllydyaeB BO3-
MOXHO TIpOBEIeHUE BarMHAJIbHBIX POIOB
B cpok. M3omupoBaHHbIE MOJIUKUCTO3-
Hble TOYKM HMEIOT XOPOIIUN MPOTHO3,
HO OCHOBHBIM (DaKTOPOM, BJIMSIIOIIMM Ha
HUCXOH, SIBJSETCS BBICOKAs pacnpocTpa-
HEHHOCTh aHoManuii (mo 40% ciydaeB)
KOHTpajlaTepajJbHOU MOYKMU, B TOM YMCIE
IIMP, areHe3uu noyek M OOCTPYKLIUU
MOUYETOYHHKA, KOTOPbIE YacTO TPeOyIOT
XUPYPIrMYECKOTO BMeEIIATEeIbCTBA U MOTYT

Puc. 1.3. BapuabenbHble cOHOrpadrueckre KapTUHbBI HAJTUYU sl BYCTOPOHHEH TUCIIa3UU MOYEeK

IUIOMA: @ — IMOYKHU YBEJIMYCHBI U COIePKaT MHOXECTBEHHbIe MUKPOKHUCTHI, KOTOPBIE OTICIBHO HE

BU3YaJIU3UPYIOTCS IIPU COHOIpacMu, HO BBI3BIBAIOT YBEJIMUYSHHME 9XOT€HHOCTH MOYSTHOM TapeH-
XUMBI; 6 — TTOYKU YBEJMYCHBI M COlepKaT MHOXECTBO MaKPOCKOITMIECKUX KMCT
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1. [peHaranbHas auarHocTuka un yposaoruieckne aHomanum

MPUBECTHU K MPOrpecCUpyonieMy yxyamie-
HU10 (GyHKUIMUMU rouek [18].

Cundpom Mekkens—Iprodepa (Meckel—
Gruber) xapakTepu3yeTcsl COuYeTaHUEeM
KMCTO3HOW NUCIUIa3UM, MOJUAAKTUINU
W TOPOKOB Pa3BUTHUSI TOJOBHOTO MO3ra,
BKJIIOYasl liedasionene, KUCTO3HbIE aHO-
Majliu 3aJHEN YEeperHOM SMKU W aH3H-
Hedanuoo. DTO JeTalbHOE COCTOSTHUE
rnepenaercsl Mo ayToCOMHO-PELIECCUBHOMY
MexaHu3My. JluarHo3 HJOCTOBEPHO MOXET
OBITh BBICTABJCH MPU HAUTMYUN TUITUIHOU
KOMOMHAaIMU TTOPOKOB MajblieB, MOYEK U
TOJIOBHOTO MO3ra. DTO COCTOSIHUE Takke
cJieayeT 3arono3pUTh NMPU HaJIUYMU ABY-
CTOPOHHUX MaKpPOKMCTO3HBIX IMCILIa3Uid
MOYeK, BBISIBJIEHHBIX B CepeluHe Oepe-
MeHHOCTH [9].

PaHHsg 1 cToliKas oOCTPYKIUST HUXK-
HUX MOUYEBBbIX NMyTel MNPUBOIMUT K 6mo-
PUMHOI KUCMO3HOU Oduchnaasuell nouex, B
pe3yabTaTe 4ero OHM CTAHOBSITCSI THUIIEp-
BXOTeHHBIMU, YBEJIMYMBAIOIIMMUCS B pa3-
Mepax, YTO OOYCJOBJIEHO HaauyudeM MeJl-
KMX KMCT pacroJIOKEHHbIMU B MMapeHXUME.
B 3Tux ciayyasix IMarHoCcTUKe ITOMOTalT
ONHOBPEMEHHOE IIpOsSIBJIeHUE OOCTPYK-
TUBHOU yporaTtuu (paciiMpeHrue MO4eBOro
My3bIPpSI U MOYETOYHUKOB, MUET0IKTA3UU,
masioBonust). IlporHo3 HeOGJgaronpusT-
HBIA, U TIPaKTUYECKM BCErma pa3BMBaeTCs
MovyevyHast HeIO0CTaTOYHOCTh [6, 19].

Aymocomuo-peyeccusnvle  KUCmo3s-
Hble noyku (Takke Ha3blBaeMbl€ MOAU-
KUCMO30M NO4eK UHQPAHMUNbHO20 MUNA)
XapaKTEepU3yIOTCSl HaJIWdyMeM 3aMETHOTO
YBEJIMYEHUs TMOYEK C KHCTO3HBIMU pac-
IIUPEHUSIMU TTIOYEYHBIX KaHAJIbIIEB, YAaCTO
C COMYTCTBYIOIIMM (HUOPO30OM MEUYEHU.
CoHorpaduyecku MOYKU BU3YyATU3UPY-
I0TCSl YBEJIMYEHHBIMU C 00EUX CTOPOH U
TUIIEPIXOTeHHBbIMU. DTU 3Xorpaduyeckue
MPOSIBJIEHUSI, OMHAKO, MOTYT MPOSIBJISITHCS
TOJIBKO K KOHIy 6epeMeHHOCTH. [TporHos
BapuabeNbHbIi. Ciyyau, OpOSIBASIOLIN-
ecsl Ha paHHUX CpokKax OepeMeHHOCTH,
cBsi3aHbl ¢ MajoBoaueM co Il Tpumectpa

OepeMEeHHOCTH 1, KaK IPaBUJIO, JIeTaJIbHbI
M3-3a COYETaHUs ITOYEYHOM HEeZ0CTaTou-
HOCTH M JIETOYHOI TUIOIUIa3uu. B 6oib-
IIMHCTBE CJIyYaeB, OJHAKO, Hayajo 3a00-
JIeBaHUsI TIPOMCXOIUT Ha TO3MHUX ITarax
OepeMEeHHOCT! WJIM II0CJe POJIOB, a €CTh
BapuMabOeJIbHOE IIpOTpeccUpoBaHue, IIPH-
BOJSIIIEE K TIOUYEYHON HEIOCTaTOUHOCTH
[5, 6, 16, 20].

AymocomHO-00MUHAHMHblIE KUCIO3HbLE
nOYKU — OIHO U3 CaMbIX pacIpOCTpaHEeH-
HBIX TeHETUYEeCKUX 3a0o0JieBaHUIi, OObIYU-
HO IIPOTEKaeT O0ECCHUMIITOMHO IO TPEThe-
O WJIA YETBEPTOrO ACCATUIICTUSI KU3HU
(decade of life). Dxorpacdusi He BU3yaIn-
3UPYET aHOMAJIMU JI0 BTOPOTO UJIU TPEThE-
ro aecaTuieTusi. B HEKOTOpBIX cCllydasix,
OJIHAKO, TTOPaKeHHbIE SMOPUOHBI TTOKa3a-
JIA pe3yJIbTaThl, aHAJIOTUYHbBIE ayTOCOMHO-
pelLieCCUBHOMY BapuaHTY: YBEJIMYCHHbBIC 1
aXOreHHble Mo4yku. ONBIT NpeHaTaIbHOI
MUarHOCTUKU orpaHuyeH. [To-BumuMomy,
BHYTPUYTpOOHasl TMarHOCTMKA He Bcerna
CIYXUT KpUTEepHeM HeOIaronpusTHOTO
nporHosa [6, 15, 16].

KuCcTO3HbBIE TTOYKM COYETAIOTCS TaKXkKe
CO MHOTMMM IPYTMMU TE€HETUYECKUMU U
HETeHETUYECKUX COCTOSTHUSIMM, TaKUMM
Kak TyOepO3HbIil CKJIepo3, cuHApoM KeHa
(Jeune), cunagpom Crepaxa—Bebepa
(Sturge—Weber), cunapom llenbBerepa
(Zellweger) u cunapom Jloypenca—MyHa—
bumwia (Laurence—Moon—Biedl) [5, 6].

OnHa 13 OCHOBHBIX MpobieM — aud-
depeHLIMaNbHAs JAWAarHOCTUKA pPaHHUX
MPOSIBJIEHUI ayTOCOMHO-PEIeCCUBHBIX
KHMCTO3HBIX TOYEK OT APYIMX BUIOB JUC-
IUIa3Uii, TAKKX KaK ayTOCOMHO-IOMMHAHT-
Hasl KHUCTO3HAsl IO0YKa, KOTOpask HMMEET
ropasno Oosiee OJArONMpUATHBINA TTPOTHO3.
B wactHOcTHM, B Havajie OepeMEHHOCTH,
Koraa KpYITHbIe 3XOT€HHbIE TTIOUKW BU3ya-
JIU3UPYIOTCS C MPU3HAKAMU HOPMaJIbHOM
GYHKIIMKM MoYeK (HOpMaJibHble OOBbEeMBbI
aMHUOTUYECKON XMIKOCTHU W MOYEBOTO
My3bIps1), TOUHBII AMArHO3 MOXET OKa-
3aThCsl HEBO3MOXKHBIM [16].
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1.4. Pacwumpenue
MO4eBbIBOAALLMUX NYTEH

PacuiupeHue MOUYEBBLIBOASIIMX ITyTEi
SBJISIETCSL OOHMM M3 HauboJjiee pacipo-
CTPaHEHHBIX I1aTOJOIMYEeCKUX HaXOMIOK,
KOTOpbIe UACHTU(DULIMPYIOT IIPU JOPOHO-
BoM Y3U.

Tuoponeghpos neekoii cmenenu, N Time-
JIODKTA3MSI, B HACTOSIIIEE BPEMSI SIBJISICTCSI
HauboJjiee YacToO BCTPEYaEeMbIM COCTOSIHU-
eM. HecMoTps Ha TO 4TO HET yHUBeEp-
CaJIbHBIX COIJIALIEHUI, COCTOSIHME OIIpe-
NeJISIeTCsl MpU IepelHe3alHeM AuaMeTpe
JIOXaHKU >4 MM B ceperiHe OepeMEHHOCTU
n >10 mm — B III TpumecTpe GepeMeHHO-
ctu [21—25]. BoablIMHCTBO meTeil ¢ mpe-
HaTaJbHO IMATHOCTUPOBAHHBIM YMEPEH-
HbIM TUAPOHEGPO30M IIPU POXKICHUU HE
HMMEIOT aHOMAJIKii MOYEBOro TpakTa. bblio
BBICKA3aHO IIPEAIOIOXEHNE, YTO paCIl-
peHUsI IIOYEYHBIX JIOXAaHOK MOIYT ObITh
CBSI3aHBI C pejakcalven rIaakon MyCKy-
JIaTypbl MOYEBOI'O TPaKTa M3-3a BBICOKUX
YPOBHEIl LIMPKYIUPYIOLIUX MaTePUHCKUX
FOPMOHOB WJM TUIEpPrupaTaliu OT
Marepu K miony. Korma npuamerp JjioxaH-
KU B MepeaHe3aJHeM pa3Mepe COCTaBIseT
meHee 10 MM U HeT AWJIaTallMMU yalle-
yek, 0ojee 90% HOBOPOXKIEHHBIX OyIyT
HopMasibHBI. Korga pasmep cocTaBisieT
10—15 MM 1 HEeT HUKAKUX SIBHBIX ITPU3HA-
KOB JujaTallny Jaiiedek, npumepHo 40%
IeTeil MOHAaZOoOUTCS MEIMIMHCKOE WU

XUpypruueckoe BmerateabcTBo. [1pu pas-
Mepe O6oJiee 15 MM /WY HAJIMYMU pacIi-
PEHHBIX YalleyeK OOJIbIIMHCTBO TUIOA0B
MOTPEOYIOT XMPYPTUYECKOrOo BMeEIIaTesb-
ctBa (puc. 1.4) [21-26]. Conorpaduyeckn
MHOTJa ObIBae€T TPYAHO OTJIMYMThL TSKe-
JIBIA TUAPOHE(bPO3 CO 3HAUMTEIbHBIM pac-
LIIUPEHUEM YallleyeK OT MYJIbTUKUCTO3HBIX
nouek [17]. TuapoHedpo3, KaK mpaBujo,
ObIBAaeT CJEACTBUMEM JIMOO OOCTPYKLIUU
(OJIMC) 5n0oxXaHOYHO-MOYETOUHUKOBOTO
cermeHta (JIMC) unu ITIMP. DTtu cno-
pamuyeckue COCTOSIHMSI B HEKOTOPBIX
clyyasix BBI3BIBAIOTCS aHATOMMWYECKMMM
NMpUYMHAMU, B OOJIBIIMHCTBE CJIy4yaeB
OCHOBHOM NPUYMHON CUUTAIOT (DYHKIIU-
oHajbHbIle. B 80% ciyyaeB cocTosiHME
ObIBaeT OMHOCTOPOHHUM. O4YeHb peaKo
BCTpEYalOTCS COYETaHHbIE aHOMAaJWHU,
XOTSI I HECKOJIBKO TTOBBILIEH PUCK XPOMO-
COMHBIX abeppaluil A AeTeil ¢ yMepeH-
HOWM JWJIaTallMEN MOYEBBIBOMSIIMX ITyTEH.
BHe 3aBUCUMOCTM OT CTENEHU WJIM IIpO-
IrpecCUpOBaHus TUAPOHedpPo3a, MPOrHoO3,
KakK TpaBujo, OgaronpusTHbIA. Hamuune
HOPMaJIbHOTO KOJIMYECTBA aMHUOTHYE-
CKOW XUAKOCTU OOHAameKHWBaeT B OTHO-
IIeHUU (YHKLIMU TIOYEK, U He TpedyeTrcs
MonubuKaluusl CTaHAAPTHON aKyllepcKoi
nomoIu. BaruHajibHbIe poabl MOTYT IPO-
W30MTU B CPOK.

Tudpoypemeponeghpo3 Tipu HaIMIUU
HOPMaJIbHOIO MOYEBOIO ITy3bIpSI MOXKET
ObITh pe3yabTaToM ITMP uiu o6cTpyKumnu

: \h::;-; == a3

Puc. 1.4. PaciurpeHue BepXHUX MOUEBBIBOASIIIUX MyTei: a, 0 — ruapoHedpos3; B — Merayperep
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MOYENoJOBOi cuctembl (cM. puc. 1.4).
I[Tpy HOpMaNbHBIX COCTSIOHUSIX HEOOJb-
1101 MOYETOYHUK HE MOXKET OBbIThb BU3Y-
alu3upoBaH mnpu gopoaoBoit Y3MU.
JAwnnaTupoBaHHBIE MOYETOUYHUK ITOSIBIISI-
eTcs B BUAEC W3BWIMCTOM, 3allOJTHEHHOU
KUAKOCTBIO TPyOYaTOil CTPYKTYpHI, pac-
MOJIOKEHHOW MEXIy IMOYEYHOM JIOXaH-
Kol (KoTopasi MOXeT ObITh paclIMpeHa B
pPa3IMYHOU CTEeMEeHU) U MOYEBBIM ITy3bI-
peMm. OueHb peako MEepBUYHBINA Meraype-
Tep BBISIBJISIIOT MPU HOPMaJIbHOM JIOXaH-
Ke 1moyek [20—22, 24—26]. OrmaseHHbIE
pe3yJbTaThl M TaKTUKa aHaJOTUYHBI C
TEMU, YTO M3JI0XKEHbI MpU TUIpoHedpo3e.
Yoeoenus nouex MOTyT OBITH ACCOLUM-
pOBaHbI ¢ TUAPOHEHPO3OM U Meraypere-
poM. JIMarHo3 CUMTaloT JOCTOBEPHBIM MPU
BU3yaIu3allMd ABYX OTAEJIbHBIX JIOXaHOK
B ogHo# mouke (puc. 1.5). Kak mpaBuJo,
CYIIIECTBYeT HEKOTOpasi CTeNeHb AujaTa-
LIUM BEpXHEro moJjtoca rnouek [27, 28].
Meeayucmuc onpeaensieTcst Kak rpydooe
paclIMpeHue MOYEBOTO My3bIps M yYalle
BCEro ObIBAaeT CJEACTBUEM YpETpajibHOU
oocTpykumu (puc. 1.6). Kak mpasuiio,
9TO COCTOSIHUE MPOSIBISIETCSI paHO BO
II tpumecTtpe (midtrimester) U BU3yanu-
3upyercs yxke ¢ 11 Henm recrauuum [7, 8,

11, 12, 21]. MoueBoil Mmy3bIpb, KakK Ipa-
BWIO, 3HAYMTEJbHO YBEJIUYEH, 3aHMMAaeT
OOJIBIIIYIO YacThb KMBOTA M paCTATUBACT
ero. YperpajgbHas OOCTPYKLMSI MOXKET
OBITh BbI3BAHA areHe3ueil MOYeUCITyCKa-
TEJbHOTO KaHalla, MePCUCTeHIIMeN Kioa-
KW, CTPUKTYPOIl ypeTphl WM KiIarlaHaMK
3agHeit ypetpbl (K3Y). K3V Bcrpeuatorces
TOJILKO Y MaJIbYMKOB M SIBJISIIOTCSI YacTOM
MpUUMHON MH(ppaBe3UKaIbHON OOCTPYK-
. CocTossHHE 3TO PeaKoe, BO3ZHUKAET
npumepHo y 1 u3 3000 mjiogoB My>KCKO-
ro nona. Ilpu K3Y 0OGbIYHO BBISIBISIOT
HETIOJIHYIO WJIM TPEPHIBUCTYIO OOCTpPYK-
LIUIO YPETPhI, YTO MPUBOIUT K YBEJIMYC-
HUIO U TUIEPTPO(PUU MOYEBOTO ITy3BIPS
C pa3IMYHOI CTENMeHbIO TUApOypeTepa,
ruapoHedpo3a, TUIOILIA3UM M AUCILIA-
3UM TI0YEK, MaJOBOIMIO M THMITOILIa3uM
JIeTKUX. B HEKOTOPBIX Cllydyasix IpUCOen-
HSIOTCSI MOYEBOIi aCLIUT OT pa3pbiBa MOYe-
BOTO ITy3bIpSl WJIM TPaHCCYIAllMd MOYM B
OpPIOLIHYIO TOJIOCTD.

ITpu BBISIBJICHUM MEralicThca B coue-
TaHUU C HOPMAJIbHBIM WM TTOBBIIIEHHBIM
KOJIMYECTBOM OKOJIOIJIOAHBIX BOHA HEO0O0-
XOIMMO TIOMHUTb O BO3MOXHOCTH Mera-
LIMCTUC-MUKPOKOJIOH-TUIIOIIePUCTATbTH -
YeCKOro KMILIeYHOoro cuHapoma [29]. BDtot

Puc. 1.5. YnBoeHue nouek (cmpeaxu), BbISIBICHHBIC TIPU TTPEHATaJIbHOM YJIbTPa3ByKOBOM HMCCIIe-
NIOBaHUM (a) M TOCTHaTaJbHOI yporpacduu (0)
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Puc. 1.6. Merauuctuc rjioja, BbIsIBJICHHbBIH MPU aHTEHAJIbHOM YJIBTPa3BYKOBOM
HCCJIeNOBaHUM (a) ¥ TIOCTHATAJIbHOU yporpaduu (0)

CTHOpaINYeCKUil TMOPOK XapaKTepu3yer-
Ccsl OTPOMHBIM PACHIUPEHUEM MOYEBOTO
My3bIpsi, TUAPOHE(DPO3OM TIPU HATUYUU
HOPMaJIbHOTO WUJIA TOBBIIIEHHOTO YPOBHS
aMHUOTUYECKOUN KUAKOCTH; 3apOJbIIIH,
Kak MpaBuio, keHckoro mosa. Umerorcs
YKOpPOUEHUME U IuaTalusl MPOKCUMAIb-
HOTO OTHAeJia TOHKOW KWIIKU U MUKpPO-

Meperopogka MaTku

KOJIOH C OTCYTCTBMEM WM Hed((hEKTUB-
HOIl mepuctanbTuKoil. CocTossHue, Kak
MpaBWIo, JEeTaJbHOE W3-3a MUCGHYHKIIUU
KUIIEYHUKA 1 TTo4eK (puc. 1.7).

Hcxon yperpanbHOIT OOCTPYKIIMU 3aBU-
CUT OT TOTO, HACKOJIbKO OHAa CEpbhe3Ha U
KakK paHO 3T0 npoucxonut. Hanuuue mosn-
HOU OOCTPYKIIMM, TPOUCXO[SINEE B paH-

YOBoeHHasa matka

Puc. 1.7. TunpoMeTrpokoabmnoc: a, 6 — HaJluWyue HEMOJHOW CpelHel Meperopoiaku (cmpeska)

B Mpenenaax 00JbIIONM KMCThI OPIOIIHOM MOJOCTHU IO CPEeIHEN JMHUM Y T1J10Aa C COMYTCTBYIOLIUM

NIBYCTOPOHHUM TMAPOHEDPO30M MpearnoaracT Haauure Neperopoaku MaTKH; MOPOK pa3BUTHU S

MOYEIIOJ0BOI0 TpaKTa OblJI BBISIBJIIEH MPU POXICHUM; B — Y MJIOIA C aCLIUTOM YJIbTPa3ByKOBOE

HCCIeOBaHNE IEMOHCTPUPYET CPEIMHHYI0 KUCTO3HYIO CTPYKTYPY, HATIOMUHAIOIILY IO uferus didel-
phys; mocne poxaeHus Oblja BeIsSIBJIeHA 001Iast KJ1oaKa
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HeM midtrimester (HarpuMep, ypeTpajabHasi
aTpe3usi, paHHUE KJIallaHbl, 3aJH1E KJlara-
HBI YPETPBl), MPUBOAUT K MACCHBHOMY pac-
TSDKEHUIO MOYEBOTO TTY3BIPS M OPIOIIHOM
CTEHKM (CHHIPOM UYEPHOCIUBOBOTO KMBO-
Ta), TSOKEJIOMY MAaJIOBOAMIO, THCIUIa3UM
MOYEK ¥ TMIOTUIa3uu JieTkux. OOCTpyKIIus,
BO3HUKINIASI B KOHIE OEpeMEHHOCTH,
MOXeT OBITh acCOLMMpPOBaHAa C MaJIOBO-
IeM U TUAPOHedpPO30M, HO He IPHUBO-
JIAT K JIETOYHOM TUIIOIUIa3UX W AMCTUIA3UU
noyek. TakTvka MpW paHHEM BBISIBICHUMN
MeraumcTuca obcyxnaercs. Bo3MoxHO
IIYHTUPOBaHWE MOYEBOTO IY3bIps ILIOMA,
XOTSl HET HUKAaKHX YOemUTebHBIX JOKa3a-
TEJICTB TOTO, YTO TAaKOE BMEIATEIIBCTBO
yiydiaeT (GYHKIUUA TT0YeK WU JIETKUX
CBEpX TOTO, YTO MOXKET OBITb ITOCTUTHYTO
MPU XMPYPTrUYIE€CKOM JICUEHHUH TOCTIe POJIOB
[20, 30]. AHTeHaTanbHAs OLIEHKA (PYHKIMK
MOYEK OMMpPaeTcsl Ha coueTaHue 3xorpacbu-
YeCKMX HAXOIOK M aHajv3a MOYM ILIofa,
MOJYYEHHOTO ITyTeM ITyHKIIMA MOYEBOTO
My3bIpsl WJIM TTIOYEeYHOI JoxaHku. [Ipexne
YeM IMPUCTYITUTD K Teparuu TUIoaa, Clemy-
€T TIOIIBITATHCSI OLIEHUTD TSDKECTh IMOopake-
HUS TToYeK. [TIoXuMu mporHOoCTUYeCKUMM
MpU3HAKAMU SIBJISTIOTCST:

a) HaJIMYue JIBYCTOPOHHETO ITOJUKM-
CTO3a WM TSDKEJIOTo TUApOHedpo3a
MOYEK C 3XOTe€HHOCTBIO, CBUICTEIIb-
CTBYIOIIIETO O TMTOYEYHOM MMCIIa3UH;

0) aHrMIpOaMHUOH, ToIpa3yMeBalo-
WA TTOJIHYIO OOCTPYKIIMIO MOYeH-
CITyCKaTeJIbHOTO KaHaJa;

C) BBICOKME YPOBHM HATPUS, KaJIbIUS U
[B2-MUKpOTI00YIMHA B MOYE.

B aTHX cayvasix maHChl Ha BbDKMBaHUE

mianeHua maisl [20].

1.5. kcTpodhus moyesoro
ny3bipa U KnoakanbHas
aKcTpohua

OKeTpoduitHble aHOMaJIMKM TIPENCTaB-

JISIIOT COOOM TPYITITY MOPOKOB, Pa3BUBIINX-
cs B pe3yJibTaTe HeIOPa3BUTUSI XBOCTOBOM

CKJaAKM TMepenHell OpIOIIHONM CTEeHKMU.
IIpu sxcTpodun MoyeBOro my3bIpsi €CTh
nedeKT B HUXKHE YacTu TepeaHei Oproli-
HOI CTEHKM W BBIBOPOT MOYEBOIO ITy3bl-
ps. DKcTpodus Kiaoaku SBisieTcs: OoJiee
paauKkaJbHON aHOMaJIuel, BKIoYast 001b-
o JgedeKT HUXHEH 4YacTh XKUBOTa W
MPOMEXHOCTH, PACXOXIEHHE Ta30BbIX
KOCTEi M BBIBOPOT MOYEBOTO Iy3bIPsI U
TOJICTOM KMIIKW. ACCOLIMUPOBAHHBIE aHO-
MaJIMM BCTPEYAlOTCS PEAKO IMPU DKCTPO-
¢um MOYEBOTO MY3BIPSI, HO BCTPEYAIOTCS
B OOJIBIIIMHCTBE KJIOAKAJIBHBIX SKCTpOod Uit
M BKJIIOYAIOT Je(heKTbl HEPBHOM TPyOKWH,
MOPOKM pa3BUTHUsI MOYEK, oMmdpaoleie u
BPOXIEHHBIN MOPOK CepAala.

DKCTpODUI0O MOUEBOTO ITy3BIPS TPYI-
HO PacCIiO3HAaTh aHTEHATAJbHO, U TJaBHas
HaxoOKa 3aKJIF0YaeTCsS B COXPaHSIOMIEIiCs
HECMOCOOHOCTU BU3yalIU3allMM MOYEBO-
ro Iy3bIps MpU HaJIUYUKU HOPMAaJIbHOTO
KOJIMYeCcTBa aMHUOTUYECKOU XUIKOCTU U
HOpMaJIbHBIX TIouek [31]. BeposiTHOCTB
YCTaHOBJIEHUS TMAarHO3a SKCTPO(hUM BO3-
pacTaeT mpu OOHAPYXEHUU HEYETKOCTHU
M300pakeHUsT B HUXKHEH 4acTu OpIOITHOM
CTeHKU KaynaJibHee OT MecCTa OTXOXIEHUSI
MYIOBUHBI. DKCTPODUIO KJIOAKM AUATHO-
CTUPYIOT TPU HAJTUYUU CJIOKHOW MAaccChl,
BBICTYTAOIIEe M3 HUXHEN 4acTu >KUBO-
Ta, 0¢3 NPU3HAKOB HAJNYUS MOYEBOTO
My3BIPSL.

1.6. lugpomeTpokonbnoc

l'unpomMeTpoKoabnoc — yBeIUYEHUE
MaTKy W Biarajiuiia, BbI3BAHHOE HEMpO-
XOAUMOCTBIO W JIPEHAaXeM CEKpeTa IMOJo-
BBIX OPraHOB. DTO MOXET MPOU3OUTU MPU
HenepdOopUpOBaHHON NEBCTBEHHOM ILIEBE,
AHOMAJILHOM MOMNEPEYHON MeMOpaHe WiIu
areHe3uy BJIATaIuIIA WIA LIEHKA MaTKU.
B GonblIMHCTBE CilydyaeB COCTOSTHUE MPO-
SIBJIIETCS TOJIBKO B TTOPOCTKOBOM BO3pac-
Te. Penko ObiBaeT OOJbIIOE pacUIMpPEHUE,
B pe3yJibTaTe 4yero o0beMHOEe 00pa3oBaHUE
B MajoM Ta3y MOXeT ObITb BU3yalu3M-
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pOBaHO aHTEHaTaJIbHO, KaK IpaBUJIO, B
COYETaHUU C YPOTCHUTAJIbHBIM CHUHYCOM
(YI'C) unm xnoakaldbHBIMKU TMOPOKAMU
pazButusa. CoHorpaduyeckue IpU3HAKU:
KMCTO3Hasi Macca B 00JacTH Ta3a, 4acTo
C HM3KMM 3XOCUTHAJIOM WU YPOBHEM
«Mycopa» TI03aayd MOYEBOIO ITy3bIpsi, U
nepexonsilnass B OpIOLIHYIO TOJOCTh [32].
JuddepeHupanbHasl AMarHoCTUKa ¢ Ipy-
TMMM WHTPaaGJIOMUHAJBbHBIMU MaccaMu
ObIBaeT HEBO3MOXHOM, 3a WCKIIOUEHHEM
cJIydaeB, MpeNCTaBICHHBIX IIePEeropoaKaMmu
Wiu uterus didelphys, KOTOpble MPUBOAST
K OYeHb TUIIMYHOMY HM300pakKeHUIO0 TP
axorpauu.

BbiBoabl

XOoTg TOYHAsg YYBCTBUTEJIBHOCTH WM
CHeNMUIHOCTH IIPOTHO3UPOBAHMST TIOPO-
KOB pa3BUTUs Iioga ¢ nomoliblo Y3U
OCTAIOTCSI HEeSICHBIMM, 3TU 00CJIeIOBaHUS
YacTO BBISIBJISIIOT aHOMaJlbHbIe pe3yJbTa-
TBI, YKa3bIBalOIIME Ha HaJIMYWE TTOPOKOB
MOUEBBIBOAAIINX ITyTell. Takast Haxomka
MPUBOIUT K HEOOXOTUMOCTH MYJIbTUIMC-
LUIIMHAPHOTO OOCYXIEHMSI aKTyaJbHOM
HaXoIKU. YMEpPEHHOEe paclliupeHne Moye-
BBIBOISIILIMX MyTeil — HauboJjiee pacipo-
CTpaHEHHAas HaxoOKa, BO MHOTUX CITydasiX
SIBJISIETCSI BADMAHTOM HOPMBI. BeposaTHOCTB
aHOMAJTUM 3aBUCHUT OT CTETICHUW pacIivpe-
HUSI, HO pe3yJIbTaT IO-TIPEXHEMY TPYIHO
npeackasatb. XOTsI B LI€JIOM TOYHAsl aua-
THOCTMKA aHOMAJIWIi MOYeK IUIoAa 3aTpy-
HeHa, HEKOTOPbIE MOPOKU MMEIOT YETKYIO
BU3yaJIM3allMI0 Ha paHHUX CpoKax Oepe-
MEHHOCTH. TaKoli CITMCOK TTOPOKOB BKITIO-
YyaeT IJIABHBIM 00pa3oM JIBYCTOPOHHIOIO
areHe3uIo II0YEK, TSLKEIYI OOCTPYKIIMIO
MOYEUCITyCKATeJIbHOIO KaHaja, CUHIPOM
Mexxkensi, TTOTUKACTO3 MOYEeK M BKCTPO-
G100 MOYEBOTO MY3BIPS 1 KIOAKU.
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