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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 Iuana3oHe 2—6 caydaes 3a 1000 poxne-
Huii. CKkopee BCero, 3TO YMCIO — Helo-
OlLIEHKa MCTMHHOIO YPOBHSI, MOTOMY YTO
BO MHOTHUX CJIydyasix OWarHo3 ypoJoruye-
CKOU mpoOJieMbl BBICTABISIETCS TOJBKO
IoCjIe TIEPBBIX MECALIEB WIM JIET XU3HMU.

B EBporne yibTpa3ByKOBbBIE UCCIIETOBA-
Hust (Y3M) npoBomsaT B TeueHue (pakTu-
Yecku Bcex OepemeHHocTeid. IlarmeHTOK
C TIOBBIIIEHHBIM PHUCKOM 3MOpPHUOHAJb-
HOWl aHOMaJMu, OOBIYHO WM3-3a CeMeli-
HOTO aHaMHe3a, MepPeBOIIT B TPETUIHBIC
MEIUIIMHCKUE IIEHTPBI M1 TIPOBENCHUS
noapoOHbIX coHorpaduii. OmHako naxe
nauveHTKaM 0e3 omnpeneJeHHbIX (HaKTo-
poB pucka mnpoBomdT Y3U oObluHO Ha
cpokax 6epeMeHHOCTU Mexay 11-ii u 13-
Hedened u Ha cpoke 20 Hen OepeMeH-
Hoctu. [IpsiMmoe ciencTBue STOW TOJM-
TUKA — BBISIBIIEHUME aHOMaJIUiI MOYEBOTO
TpakTa TUIofa B OCS3a€MOM UHCJIe Ciyda-
eB. HekoTopbie U3 3TUX HAXOMOK SICHBI U

O6wuMe acneKTobl

TMO3BOJISTIOT TOCTABUTH JMArHO3 <«ITOPOK
pasBUTUs». B Ipyrux ciydasx OHU TOJIb-
KO BBI3BIBAIOT MMOJ03PEHUE HA HaIU4ue
mopoka pa3Butusi. UyBCTBUTEIHHOCTH U
cnennUIHOCTh YHUBepcasibHOTO Y3U,
KOTOpPBIE YKa3bIBAlOT HA aHOMAJIUU TUIOJA
BO BpeMsl OEpEeMEHHOCTH, ObUIM UCCe-
JIOBaHBI BO MHOTHX OOJIBIINX 0030pax, C
pa3nuuHbIMU pesyiabratamu [1—4]. fcHo,
YTO W JIOXKHOHETAaTUBHBIE, U JIOXHOIIO-
3UTUBHBIE cllydyau ObIBalOT Hepeaku. Ha
caMOM [ieJie L€HHOCTb YHUMBEPCAJbHO-
O CKPUHWHTA aHATOMUYECKUX IMOPOKOB
obcyxmaetcs [2—4].

[Tocne wunmenTudUKaUM aHOMAJIUN
WIN TIOAO3PUTEIbHBIX HAXOJOK Ha COHO-
rpaMMax Iuiofa JETCKWE CIeIUaTNCThI
4acTo KOHCYJbTUPYIOTCS W OOCYXAaloT
TaKTUKy U CTPATETUIO B MEepUHATAIbHBIN
Mepuon M TPOrHo3. Takue KOHCYbTa-
IIMM OCOOEHHO YMECTHBI, KOTJa ITHUarHO3
MOCTaBJIeH Ha PaHHUX CPOKaX OepeMeHHO-
CTH Y TIapbl pACCMATPUBAIOT BO3MOXHOCTh
ee mpepbiBaHus. CreayeT TOMYEPKHYTh
HEOOXOIMMOCTb TIPOSIBJICHUSI OCTOPOXK-
HOCTU TIpU OOCYXIEHUU pPe3yIbTaTOB
aHTeHATAIbHOW AMArHOCTUKU. TOYHOCTh
coHorpachuu OrpaHuW4eHa, W aHOMAaJuH,
BBISIBJISIEMBIE in ufero, OTIUYHBI OT TeX,
KOTOPBIE BBISIBJICHBI TIOCTIE POXIEHUSI.
B Hacrosiiiee Bpemsi B HEKOTOPBIX CITydasix
CTaj v AOCTYIHBI BCTIOMOTAaTeJIbHbIE METO-
JIbI TIPEHATAIbHOM AUAarHOCTUKU, BKJTIOYAsT
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Yactb 1. 061yme acnekTsl

TeHETUIEeCKOe TeCTUPOBaHUE, MarHUTHBII
pe3oHaHC, M, KOHEYHO, MOKa3aHO MYJIb-
TUAMCLMITIMHAPHOE 00CyXaeHue [35, 6].
Ha cienmyrommx crpaHuIiaX Mbl KPaTKO
pPacCMOTPUM COCTOSIHME ITIpeHaTaJbHOM
JMWarHOCTUKU aHOMaJIMii MOYEBOIO TpaK-
Ta, COCpeloTaynBasCh Ha WMH(OpMaIuu,
KOTOpas BaXHa IS JETCKUX YPOJIOTOB M
HedpOJIOroB, pabOTAIOIINX B TECHOM KOH-
TaKTe C aKyIIEPCKUMHM OTACJICHUSIMM.

1.1. CtranpapTtHoe
ynbTPa3BYyKOBOE UCCNE0BaHue
MO4eBbIBOAALLMX NYTEW nnoaa

B GoabmmHcTBe cTtpaH Y3U mpoBo-
gt Ha 11—13-i1 Hengene GepeMEeHHOCTH
NI BBISIBJICHUsI MHOTOILIOAHOI Oepe-
MEHHOCTHU, OLEHKH >KMU3HECIIOCOOHOCTH
9MOpUOHA U CKPUHUHIA aHEYIUIOAUM.
Ha »sTux cpokax OepeMeHHOCTH 3apo-
IBIII CJIIMIIKOM MaJIeHbKUIA, YTOOBI IIPO-

Ceppue

OCTMCTJIZ
OTPOCTOK

[Ne4yeHb

MoueBon
ny3bIpb

BECTU MOAPOOHYIO OIIEHKY aHaTOMHUU
9MOproHa. OgHAKO 4YacToO MOXET ObITh
BUICH MOYEBOM Ty3bIpb M BO3MOXKHA
UAeHTU(UKAIUS OOJIBIIOTO pacCIlUpPEHUST
(MeralucTUC) M3-3a UMH(OpPaBe3MKaJIbHOMI
OOCTPYKLIMU MU OoJiee CIOXHON aHO-
Manuu [7—9]. boablie ycunuii B iMarHo-
CTUKE aHOMaJIMM MOXET OBITh CleJaHO
Ha cpoke OepemMeHHocTu 20 Hen. B aTto
BpeMsl, €CTh OO0lllee MHEHME, YTO TTOYKHU
U MOYEBOI Iy3bIPb TOJDKHBI OBITh WIACH-
TuduLupoBaHsl Bceraa (puc. 1.1) [4].
BaxxHas mojacka3zka IEJIOCTHOCTM MO4Ye-
BOro TpakTa — IIPUCYTCTBHE HOPMaJsb-
HOro KOJMYEeCTBA aMHUOTUYECKOM XKMII-
kocTtu. IIpubnusnurenbHo ¢ 16-ii Hemenn
0epeMEeHHOCTH aMHUOTHYECKAsT JKUIKOCTh
MOYTU UCKIIOYUTENIBHO (GOpMUpPYyeTCs
SMOpUOHANBHOI Mo4oit. Onurypust mpu-
BOIUT K OJINTOTUIPAMHHUOHY M TPEBOTE O
BO3MOXXHOM HaJIMIMU aHOMAJIUM MOYEBOM
CHCTEMBI.

R

Hagnoue®hvk
-

OTPOCTOK

-

Xenynok

Puc. 1.1. HopmanbHasg KapTuHa SMOPMOHAJIBHBIX MOYEBBIBOASINWX myTeil Ha 20-if Hemene
OepeMeHHOCTH

1.2. AreHe3us novek

JIBYyCTOPOHHIOIO areHe3nio IMoYeK
BBISIBJSIIOT ¢ 4YacToToir 1 cayyail Ha
5000 poxaeHuit; OMHOCTOPOHHIOO areHe-
3uto — 1 Ha 2000 poxneHuit. AreHe3ust
MOYeK OOBIYHO M30JIMPOBAHHAS CIIOPAIH-
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yeckask aHOMaJlusl, HO B HEKOTODPBIX CJIy-
yasgx 3TO COCTOSIHME MOXKET COYeTaTbCs
C XpPOMOCOMHOI aHOMaiueil Wau ObIThb
COCTaBHOM 4YacThl0 T€HETUYECKOIO CHH-
npoma (Takoro kak cuHapom Ppeiizepa)
WM aedexTa pa3BUTUS (TAaKOTO KaK acco-
muanuu VACTERL).



1. [peHatanbHas guarHoCcTuka uim yposiorndeckue aHomammm

JBYCTOPOHHIOIO areHe3ulo MoYeK
peaKo mpormycKarT Ha cpoke 20 Hex Oepe-
MeHHoctu nipu Y3U. TlpeobGnagaroiiue
HaXOAKU B 9TO BpeMsI BKITIOUAIOT TSKEIbIA
OJIUTOTMIPOAMHUOH M HEBO3MOXHOCTh
BU3yaIM3allUM MOYEBOTO IMy3bIpsl IUIOAA.
OnHako C TSKEJbIM OJUTOTMAPOAMHUO-
HOM MOXHO CTOJIKHYTbCS TaKXKe IMpH Tpe-
KIEBPEMEHHOM M3JIUTUU OKOJIOTUIOAHBIX
BOJ WJIM CEPbE3HOM yTepoIulalieHTapHOM!
HenoctatoyHocTh. Crienududeckas aua-
THOCTHMKA TpeOyeT AEMOHCTpallMM OTCYT-
CTBUSI TTIOYEK, a 9TO MOXKET OBbITh TPYAHO B
yKa3zaHHoe BpeMs. MccienoBaHue moyey-
HBIX O0JacTeil 4acTo 3aTpyAHEHO OTCYT-
CTBUEM AaMHMOTHUYECKOU XKMAKOCTU WU
«pa3naBJI€HHbIM» TTOJOXEHHUEM 3TUX IUIO-
noB. BarnHanbHast coHorpadusi ¢ BICOKO-
YaCTOTHBIM JaTYUKOM BBICOKOI'O pa3pelie-
HUS ToJIe3Ha B 3TUX ciydasx. Ilone3Hbie
MOACKa3KM B TaKWUX CUTYyallUsIX — ITOYTHU
MOCTOSTHHOE TIPUCYTCTBUE TUMNEPTpodu-
YeCcKOW KapIWOMMOIIaTUH, TaK Xe KaK W
HEMpPaBUJIBHOTO TOJOXEHUs HaAIoyey-
HUKOB, YTO IPOSIBJISIETCS CMEILIEHUEM MX
B TIOYEYHBIC SIMKU («3aJleTIIe» HaIIlo-
yeyHuku) (puc. 1.2) [10]. JIBycTOpoHHSS

areHe3us IMoYeK — JIETAIBHOE COCTOSHMUE.
IIpucyrcTBUE aMHUOTUYECKON KUIKOCTU
HEOO0XOAUMO IJI1 HOPMaJIbHOTO pa3BU-
TUs JIETKUX 10 22—24 Hen 6epeMeHHOCTH.
PaHHUII TsKenblii OAMTOroapoaMHUOH
CTaHOBUTCS Pe3yJIbTaTOM Pa3pyIIUTEIbHON
MOCJIeI0BATEIbHOCTH, OOBIYHO Ha3bIBae-
Mol cunapoMoM IloTTepa, BKiItOYaromien
JIETOYHYIO TUITOIUIa3UI0 U MeXaHUYeCKHue
nedbopMallii KOHEYHOCTU. MutaaeHIbl
OOBIYHO YMUPAIOT B NTEPUO HOBOPOXKICH-
HOCTHU OT AbIXaTeJIbHOW HEOOCTATOYHOCTH
[11, 12].

IIpeHaranbHasg TMAarHOCTUKA OJHOCTO-
POHHEH areHe3uu Mo4YeK TPydHa, MTOTOMY
YTO B 9TUX CIyYasiXx pe3yJbTaTbl COHOIpa-
dum comHUTENbHBI (cM. puc. 1.2) [13].
AMHHOTHAYECKAS XXUIKOCTh U 00BEM MOUEe-
BOTO Iy3bIpsl HOpMaJibHbI. B cepenuHe
OepeMEeHHOCTHU IToYevHas KarcyJsa TOHKasl,
U TIOYEYHYIO MapeHXUMy TPYOHO OTAUG-
depeHIUPOBaTh OT OKPYXKAIOIIMX OPTAaHOB
OpIOLITHOM TOJIOCTU, TaKXKe TsKesa Aua-
THOCTHKA TMPU OTCYTCTBUM OMHOMN MOYKM.
B sTux cinyyasx, kpome TOro, HeoOXOmu-
MO UCKJIIOYUTh HAJIWYUE SKTONMUU MOYKH.
Bno6aBok BO3MOXHO MpPOrpecCUBHOE

\
JleBas noyeyHas
apTepus

Puc. 1.2. OﬂHOCTOpOHHHH arcHe3ud 1novYeK y 1jaoja B CCPCIAMnHE 6Cp€MCHHOCTI/I; B TO BpE€MA KakK

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

€TCA BEPTUKAJIbHBIM ITOJIOKEHMUEM HAAIIOYECUHMKA 1 Heyz[aqeﬁ B BU3yaJiM3allun HpaBOﬁ mo4yey-
HOM apTEpUU MPpU HBETHOM AJOIIIJICPOBCKOM KapTUPOBAHUMN
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BHyTpMMaToyHOe pa3BuTHe. I1o KpaiiHeit
Mepe, B HEKOTOPBIX CJIydasiX OTCYTCTBHE
WIN Cephe3Hasi TUIIOIIA3UsI OMHOU TTOYKH
MOTYT OBITh HE TATOJIOTHE dMOpHOTeHEe-
3a, a, CKOpee, BTOPUYHBIM pa3pyllieHUueM
COCY/IOB 13-3a MH(MEKIIMOHHBIX MPUYKH. B
TaKWX CIIydasix BU3yaJu3alusl MOYKU TpU
Y3U Oyner BO3MOXHA TOJBKO B cepelUHe
cpoka 6epemMeHHOCTU. [IporHo3 ogHOCTO-
POHHE#l areHe3uu OOBIYHO XOPOIIUiA, HO
B 30% cnyyacB BBISIBISIIOT COYETaHHBIE
aHomaimu. Hampumep, KOHTpayatepaib-
HBIII Ty3BIPHO-MOYETOYHUKOBBI ped-
mokc (ITMP) BeIsIBASIOT NPUOIUZUTETBHO
B 20% ciyuaes [14].

1.3. Kucto3Hbie gucnnacTuyHble
NOYKH

KucTo3Hble nUCIJIaCTUYHBIE TTOYKA —
pPa3HOPOAHAs TpyIna COCTOSHUI C pa3-
JIMYHOM 3TUOJIOTUEH, MATOJIOTUENA U KIIU-
Huvyeckoir kaptuHoil. CoHorpaduyecku
MOYKHU MOTYT OBITh MPEACTaBICHbBI JIOObI-
MU pacIiO3HaBAEMbIMU MHOXECTBEHHBIMU
KUCTaMU WU BU3YaAIM3UPOBATHCS YBEIU-
YEHHOU MapeHXUMOW C HaTW4reM BHYTPU-
MapeHXUMHBIX MUKPOKUCT (puc. 1.3) [5, 6,
15—17]. O6bIYHO paHHsS crielduyIecKast
JMArTHOCTUKA HEBO3MOXHA, HO IJIsI Tpex
PAa3JIMYHBIX COCTOSIHUIA: MYJIbTUKHCTO3HAS
noyka, cuHapom Mekkensa—I'piobdepa u

IUCILIa3us MOoYeK, XapakTepHa accolua-
1M ¢ paHHE! U TSKeI0l 00CTPYKTUBHOM
yponaTuen.

Myavmuxkucmo3Hnvie nouku OOBIYHO
ObIBaIOT OAHOCTOPOHHUMU U MPOSIBISIOT-
Csl KaK TpyInia MHOXECTBEHHbIX M Hepe-
TYJISIPHBIX KHUCT C BapuaOeJbHBIM pas-
MEpOM M TMIIEPIXOreHHOI CTpOMOii [6,
17, 18]. B ocHOBHOM 3TO criopaauyeckasi
aHoMayiusl, HO MpubausureabHo B 50%
cllyyaeB HaxoJsT XPOMOCOMHBIE OTKJIO-
HeHus (IJIaBHBIM 00pa3oM TPUCOMMUIO
18), reHeTMuyeckue CUHIAPOMBI U Ipyrue
(r1aBHBIM 00pa3oM cepiaeuHblie) aedek-
Tol. IlopaxkeHHass IOYKa MOXET OBITh
OOJIBIIION WM MaJIeHbKOI, U B Te4YeHUE
0EepeMEeHHOCTU BO3MOXHBI M3MEHEHUS
pa3Mepa Kak TIOCJIEACTBUE IPOrPECCUpy-
foleil aTpour WM paclIupeHue KUCT.
bonpuive moyku WHOOPMUPYIOT O MpPU-
YUHE TOJUTUAPAMHUOHA, HO 3TO ObIBa-
eT penko. B OonbIIMHCTBE CilydaeB BO3-
MOXHO TIpOBEIcHNE BarMHAJIBHBIX POIOB
B cpok. M3071MpoBaHHBIE MOIUKUCTO3-
HBbIE TIOYKM WMEIOT XOPOIIWNA ITPOTHO3,
HO OCHOBHBIM (haKTOpPOM, BJIMSIOIIMM Ha
WUCXOI, SIBJISIETCSl BBICOKAsi pacIipocTpa-
HEHHOCTh aHoManuii (mo 40% ciydaeB)
KOHTpaJIaTepaJIbHOM TTOYKHU, B TOM YHUCIIC
IIMP, areHe3uu MoYyeK U OOCTPYKLUU
MOYETOYHHKA, KOTOpbIE YacTO TpeOyIoT
XUPYPTrUYeCKOro BMEIIATEIbCTBA U MOTYT

Puc. 1.3. BapuabenbHble cOHOrpadrueckme KapTUHbBI HAJTUYUsI BYCTOPOHHEH TUCIIa3UU MOYEeK

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

BU3YaJIU3UPYIOTCS IIPU COHOIpacMu, HO BBI3BIBAIOT YBEJIMUYSHHME 9XOT€HHOCTH MOYSTHOM TapeH-
XHUMBI; 6 — TTOYKU YBEJIMYCHBI M COIePKaT MHOXECTBO MaKPOCKOITMYECKUX KHCT

16



1. [peHaranbHas auarHocTuka un yposaoruieckne aHomanum

MPUBECTU K IIPOrpeCcCUpyONIeMy YXyIIIe-
HUI0 GyHKIMUU nouek [18].

Cundpom Mexkkena—Iprodepa (Meckel—
Gruber) xapakTepu3yeTcsl COuYeTaHUEeM
KMCTO3HOW AWCIIa3uu, IOJUAAKTUINU
U TIOPOKOB Pa3BUTHS TOJOBHOTO MO3ra,
BKJIIOYasl 1edasoliesne, KMCTO3HbIE aHO-
MaJIMM 33JHEW YEPENHOW SIMKU U aH3H-
nedanuio. DTo JeTaJbHOE COCTOSIHUE
nepeaaeTcs Mo ayToCOMHO-PELIECCUBHOMY
MeXaHu3My. JlMarHo3 IOCTOBEPHO MOXKET
OBITh BBICTABJCH MPU HAUTMYUU TUTUIHOU
KOMOMHAILIMKA TTOPOKOB MaJIbLEB, MOYEK U
TOJJOBHOIO MO3ra. DTO COCTOSIHME TakXke
clefyeT 3arono3pUTh NMPU HaJIUYMU ABY-
CTOPOHHUX MAaKpPOKMCTO3HBIX IMCILIAa3Uid
MOYeK, BBISBJIEHHBIX B cepeluHe Oepe-
MEHHOCTH [9].

PanHsg 1 cTolikas oOCTPYKLUSI HUXK-
HUX MOYEBBIX NyTel MNPUBOIMUT K 6mo-
PUYHOL KUCMO3HOU Oucnaaszuell no4ex, B
pe3yabTaTe 4ero OHM CTAHOBSITCSI THUIIEp-
5XOTeHHBIMU, YBEJIMYMBAIOIIMMUCS B pa3-
Mepax, YTO OOYCJOBJIEHO HaIWyuleM MeJl-
KMX KMCT pacroJIOKEHHBIMU B MTApEHXUME.
B 3Tux ciaydyasix mIMarHocTUKe ITOMOTaloT
OTHOBpPEMEHHOE TIPOSIBJIECHUE OOCTPYK-
TUBHOM ypoITaThy (pacIiiipeHne MOUYeBOTO
My3bIpSI 1 MOYETOUYHUKOB, TTUEIOIKTA3UN,
MajioBoausi). IlporHo3 HeOGaaronpusT-
HBI, W TIPAaKTUIECKN BCETIA Pa3BUBACTCS
[oyeyHasl HeJOCTaTOYHOCTh [6, 19].

AymocomHo-peyeccusnvle  KUCmMo3-
Hble nouku (Takke Ha3bIBaeMbIe HOAU-
KUCMO30M NoYeK UHMAHMUAbHO20 MUNQ)
XapaKTepU3yIOTCSI HaJIWdHEM 3aMETHOTO
YBEJIMUCHUS TIOYEK C KUCTO3HBIMU pac-
IMUPEHUSIMU TTIOYEUHBIX KaHAJIbIIEB, YaCTO
C COMYTCTBYIOLIMM (HUOPO3OM MEUYEHU.
CoHorpaduyecKn IMOYKM BU3YaTU3UPY-
JOTCST YBEJIMYEHHBIMU C O0EMX CTOPOH M
TUTIEPIXOTEHHBIMU. DTU 3XOTpaduaecKue
MIPOSIBJICHUS, OTHAKO, MOTYT IPOSIBIISITHCS
TOJBKO K KOHIY OepeMeHHOCTH. [TporHo3
BapuabenbHbI. Ciydan, TPOSBIISIONIN-
ecd Ha paHHUX CpoKaX OepeMeHHOCTH,
CBsI3aHBI ¢ MajoBomueM co Il Tpmmectpa

OepeMEHHOCTH U, KaK IIPaBUJIO, JIETAJTEHBI
M3-3a COYETaHMSI TTOYEUHON HeZOCTaTOU-
HOCTM M JIETOYHON Turomniasuu. B 60ib-
IIWHCTBE CIyYaeB, OJHAKO, Havyaio 3a00-
JIeBaHWST TIPOMCXOINUT Ha MO3THUX dTarax
OepeMEeHHOCTH WJIM TIOCJe POJIOB, a €CTh
BapuabeJbHOEe TIPOTPeCcCUpOBaHUE, TIPU-
BOIdIee K ITOYECYHOM HEIOCTaTOYHOCTH
[5, 6, 16, 20].

AymocomHo-00MUHAHMHbIE KUCTO3HbLE
HOYKU — OITHO M3 CaMbIX pacIpOCTpaHEeH-
HBIX TEHETWYCCKMUX 3a00JIeBaHWIA, OOBIU-
HO TpOTeKaeT OECCUMIITOMHO IO TPEeThe-
TO WM YETBEPTOTO ICCATUIICTUS KU3HU
(decade of life). Dxorpadust He BH3yaIM-
31pyeT aHOMAJIUH IO BTOPOTO MJIA TPEThe-
ro JecaTuieTus. B HEKOTOpBIX Ciydasx,
OIHAKO, TTOpaXkeHHBIC SMOPHOHEI TTOKAa3a-
JIN pe3yabTaThl, aHAJIOTMIHEBIC AYyTOCOMHO-
pelieCCUBHOMY BapUaHTY: YBEJIMUYCHHbBIC 1
9XOTeHHBIC TTOYKU. OMBIT MpeHaTaIbHOMI
IUATHOCTUKU orpaHudeH. ITo-BummMomy,
BHYTPpUYTPOOHAsT TMAarHOCTWMKA HE BCeraa
CIIyXXUT KpUTepUEeM HeOIaronmpusITHOTO
nporHosa [6, 15, 16].

KucTo3HBIE TTOYKM COYETAIOTCS TaKXKe
CO MHOTMMM APYTMMU TEHETUYCCKUMU U
HETeHETUYCCKUX COCTOSHUSMM, TaKUMU
KaK TyOepO3HEIN CKIIepo3, CMHApoM 2KeHa
(Jeune), cuumpom Crepmka—Bebepa
(Sturge—Weber), cunmpom llenbBerepa
(Zellweger) u cunapom JloypeHca—MyHa—
bunnsa (Laurence—Moon—Biedl) [5, 6].

OmHa U3 OCHOBHBIX MPOOJIeM — mud-
¢epeHIManbHAsT AMATHOCTUKA pPAHHUX
TIPOSIBJICHUIT ayTOCOMHO-PEIeCCUBHBIX
KHCTO3HBIX MOYEK OT APYTMX BUIOB IVC-
TUTa3Wit, TAKMX KaK ayTOCOMHO-IOMUHAHT-
Hasg KWCTO3HAs ITIOYKa, KOTOpas HMeEET
ropasno 0oJjiee GJaronpUsITHBIM MPOTHO3.
B uyactHocTM, B Havajne OepeMEHHOCTH,
KOTIJa KPYITHbIC 9XOTeHHBIC TTOUYKH BU3ya-
JIN3UPYIOTCS C TIpU3HAKaMM HOPMAaJIbHOM
GyHKIUKM ToYeK (HOpPMAaJIbHBIE OOBEMBI
AMHUOTUYECKON XUIKOCTU U MOYCBOTO
My3bIps1), TOUHBII AMArHO3 MOXET OKa-
3aTbCsl HEBO3MOXHBIM [16].
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1.4. Pacwumpenue
MO4EeBbIBOAALLMUX NYTEH

PacuiupeHue MOUYEBBLIBOASIIMX ITyTEi
SBJISIETCS. OOHMM M3 HauboJjiee pacrpo-
CTPaHEHHBIX I1aTOJOIMYEeCKMX HaXOMIOK,
KOTOpbIe UACHTU(DULIMPYIOT IIPU JOPOIO-
BoM Y3MU.

Tuoponeghpo3s neekoii cmenenu, v Te-
JIOBKTA3MSI, B HACTOSIIEE BPEeMsI SIBJISICTCS
HauboJjiee YacToO BCTPEYaeMbIM COCTOSIHU-
eM. HecMoTps Ha TO 4TO HET yHUBEp-
CaJIbHBIX COIJIALIEHWI, COCTOSIHUE OIIpe-
neJIsieTCsl MpU IlepeaHe3alHeM AuaMeTpe
JIOXaHKU >4 MM B ceperiHe OepeMeHHOCTU
n >10 mm — B III TpumecTpe GepeMeHHO-
ctu [21—25]. BoablIMHCTBO neTeil ¢ mpe-
HaTaJbHO IMArHOCTUPOBAHHBIM YMEPEH-
HbIM TUAPOHEGPO30M IIPU POXKICHUU He
HMMEIOT aHOMAJIMiI MOYEBOro TpakTa. bblio
BBICKA3aHO IPEAIOJIOXEHNE, YTO pacCll-
peHMST IIOYEYHBIX JIOXAaHOK MOTYT ObITh
CBSI3aHBL C peJlaKCalMen I1agKou MYCKY-
JIaTypbl MOYEBOI'O TPaKTa M3-3a BBICOKUX
YPOBHEIl LIMPKYJIUPYIOLIUX MaTepUHCKUX
FOPMOHOB WJIM TUIEPrugpaTaliuy OT
Marepu K miony. Korma nuamerp JioxaH-
KU B MepeaHe3agHeM pa3Mepe COCTaBIsIeT
meHee 10 MM M HeT AWIaTallMU yalle-
yek, 0ojsee 90% HOBOPOXKIEHHBIX OyIyT
HopMasibHBI. Korga pasmep cocTaBisieT
10—15 MM ¥ HEeT HUKAKUX SIBHBIX MPU3HA-
KOB JujaTalnu yaiiedek, npumepHo 40%
IeTeil MOHAaZoOUTCS MEIMIMHCKOE WU

XUpyprudeckoe BmerateabctBo. [Ipu pas-
Mepe OoJiee 15 MM /MW HAJIMIMU pacIi-
PEHHBIX YalleyeK OOJIbIIMHCTBO TUIOA0B
MOTPEOYIOT XUPYPTUYECKOrO BMeEIIaTesb-
ctBa (puc. 1.4) [21-26]. Conorpaduyecku
WHOTAA OBbIBAaeT TPYAHO OTIMYMTH TSKE-
JIBIA TUAPOHE(hPO3 CO 3HAUUTETbHBIM pac-
IIAPEHUEM Yalleuyek OT MYJbTUKUCTO3HBIX
nouek [17]. TuapoHedpos3, KakK mpaBujo,
ObIBaET CJEACTBUEM JIMOO OOCTPYKIIMU
(OJIMC) n10XaHOYHO-MOYETOYHUKOBOTO
cermeHTa (JIMC) mwmm IIMP. Btn cro-
pamuyeckue COCTOSIHUSI B HEKOTOPBIX
cllyyasix BBI3BIBAIOTCS AHATOMUYECKUMMU
NMpUYMHAMU, B OOJIBIIMHCTBE CJIy4aeB
OCHOBHOW TPUYMHON CUYUTAIOT (DyHKIIU-
oHalbHble. B 80% ciyyaeB cocTosiHMe
ObIBaeT OMHOCTOPOHHUM. O4YeHb pEeaKo
BCTPEYAIOTCSd COYETaHHbIE aHOMAJWHU,
XOTSI M HECKOJIBKO TTOBBIIIEH PUCK XPOMO-
COMHBIX abeppauuii 1 AeTeil ¢ yMepeH-
HOW JAuJiaTaleid MOYEBBIBOISIINX ITyTEM.
BHe 3aBUCUMOCTM OT CTENEHU WJIM IIPO-
IrpeCCUPOBaHUS TUAPOHEMPO3a, MPOrHO3,
Kak TpaBuiio, OmaronpusiTHbIA. Hammune
HOPMaJILHOTO KOJIMYECTBA aMHUOTHUYE-
CKOW XUAKOCTU OOHAIEXWBAET B OTHO-
meHnu (GyHKIMW TI0YeK, U He TpelyeTcs
MonubUKaluus CTaHAAPTHON aKyllIepcKOi
rnoMoly. BarmHanabHbIe pojbl MOTYT TIPO-
W30MTHU B CPOK.

Tudpoypemeponeppoz Tipy HATNIUU
HOPMaJIbHOTO MOYEBOTO ITy3bIPpSI MOXKET
ObITh pesyabratoM [IMP win obctpykimmn

Puc. 1.4. PaciunpeHue BepXHUX MOUEBBIBOASIIIUX MyTei: a, 0 — ruapoHedpos3; B — Merayperep
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MOYENoJOBOM cuctembl (cM. puc. 1.4).
ITpy HOpMaNBHBIX COCTSIOHUSIX HEOOJb-
IOl MOYETOYHUK HE MOXKET OBbITh BU3Y-
alu3upoBaH Mpu gopoaoBoit  Y3MU.
JAunaTupoBaHHBIA MOYETOUYHUK ITOSIBIISI-
eTcs B BUAEC W3BWIMCTOM, 3allOJTHEHHOU
JKMAKOCTBIO TPyOYaTOil CTPYKTYpHI, pac-
MOJIOKEHHOW MEXIy IOYEYHOM JIOXaH-
Kol (KoTopasi MOXeT ObITh paclIMpeHa B
Pa3IMYHON CTENEeHU) WU MOYEBBIM ITYy3bI-
peM. O4yeHb peaKko MEepBUYHBINA Meraype-
Tep BBISIBJISIIOT MPU HOPMaJIbHOM JIOXaH-
Ke 1moyek [20—22, 24—26]. OrmaneHHbIE
pe3yabTaThl U TaKTUMKAa aHaJOTHYHBI C
TEMU, YTO U3JI0XKEHbI MpU TUIpoHedpo3e.
Yoeoenus nouex MOryT OBITH ACCOLMM-
pOBaHbI ¢ TUAPOHEHPO3OM U Meraypere-
poM. JIMarHo3 CUMTaloT JOCTOBEPHBIM MPU
BU3yalu3allMyd ABYX OTAEJbHBIX JIOXaHOK
B ogHo# mouke (puc. 1.5). Kak mpaBuJo,
CYIIIECTBYEeT HEKOTOpasi CTeNeHb AujaTa-
UM BEpXHEro moJjioca rnouek [27, 28].
Meeayucmuc onpenensieTcs Kak rpyooe
paclIMpeHUe MOYEBOTO My3bIps M Yalle
BCEro ObIBAaeT CJEACTBUEM YpETpaibHOU
oocTpykuuu (puc. 1.6). Kak mpasuio,
5TO COCTOSTHWE TIPOSIBIIIETCSI paHO BO
II Tpumectpe (midtrimester) 1 BHU3yau-
3upyetcs yxe ¢ 11 Henm recrauum [7, 8,

11, 12, 21]. MoueBoil y3bIpb, KakK Ipa-
BWIO, 3HAYMTEJbHO YBEJIWYEH, 3aHUMaeT
OOJIBIIIYIO YacThb KMBOTA M pacTATUBACT
ero. YperpajgbHas OOCTPYKLMS MOXKET
OBITh BBI3BAHA arcHe3meil MOYeUCITycKa-
TEJLHOTO KaHalla, MePCUCTeHIIMe Kioa-
KW, CTPUKTYPOI ypeTphl WM KilarlaHaMK
sagHeit yperpol (K3Y). K3V Berpevarores
TOJILKO Y MaJIbYUKOB M SIBJISIIOTCSI YacTOM
MPUYMHON MH(pPaBe3UKaIbHON OOCTPYK-
. CocTossHUE 3TO peaKoe, BO3ZHUKAEeT
npumepHo y 1 u3 3000 miomoB MyXCKO-
ro mona. Ilpm K3Y 0OBMHO BBISIBIISIOT
HETIOJIHYIO WJIM TPEPHIBUCTYIO OOCTpPYK-
LIUIO YPETPhI, YTO MPUBOIUT K YBEJIMYE-
HUIO U TUIEPTPO(PUU MOYEBOTO ITy3BIPS
C pa3JIMYHOW CTENMeHbIO THUApOoypeTepa,
ruapoHedpos3a, TUIOILIa3UM MU AUCILIA-
3UM TI0YEK, MaJOBOIMIO M TUITOILIa3UK
JIeTKUX. B HEKOTOPBIX ClTydyasix TIpucoenu-
HSIIOTCSI MOYEBOI aCIIUT OT pa3pbiBa MoYe-
BOTO ITy3bIpsl WJIM TPaHCCYIAllMd MOYM B
OpIOILIHYIO TTOJIOCTb.

[Tpu BBISIBICHUM MeTralicTHCa B COUe-
TaHUW C HOPMAJbHBIM WJIM TTOBBIIIEHHBIM
KOJIMYECTBOM OKOJIOTIJIOMHBIX BOHA HEO0O0-
XOIMMO TIOMHUTb O BO3MOXHOCTH MeTa-
IIMCTUC-MUKPOKOJIOH-TUTIOTIEPUCTATBTH -
YeCKOTO KUIIEYHOTO CMHIpoma [29]. DToT

Puc. 1.5. YnBoeHue nouek (cmpeakxu), BbISIBICHHBIC TIPU TTPEHATaJIbHOM YJIbTPa3ByKOBOM HMCCJIe-
JIOBaHUM (a) M TOCTHATaJbHOU yporpacduu (0)
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Puc. 1.6. Merauuctuc rjioja, BeIsIBICHHBII MPU aHTEHAJIbHOM YJIBTPa3BYKOBOM
HCCJIeNOBaHUM (a) ¥ TIOCTHATAJIbHOU yporpaduu (0)

CTHOpaINYeCKUil TMOPOK XapaKTepu3yer-
Csl OTPOMHBIM PACHIUPEHUEM MOYEBOTO
My3bIpsi, TUAPOHE(DPO3OM TIPU HATUYUU
HOPMaJIbHOTO WUJI TOBBIIIEHHOTO YPOBHS
aMHUOTUYECKOU KUAKOCTHU; 3apOJbIIIN,
Kak MpaBuio, keHckoro mnosa. Umerorcs
YKOpPOUEHUME U IUaTalusl MPOKCUMAIb-
HOTO OTHAeJia TOHKOW KWIIKU U MUKpPO-

KOJIOH C OTCYTCTBMEM WM Hed((hEKTUB-
HoOU TepucTanbTuKol. CocTosiHME, KakK
MMPaBUJIO, JICTATbHOE M3-3a MUCHOYHKIIUMN
KUIIEYHUKA U TTo4eK (puc. 1.7).

Hcxon yperpanbHOIT 0OOCTPYKIIMU 3aBU-
CUT OT TOTO, HACKOJbKO OHa Cepbe3Ha U
KakK paHo 3To Ipoucxonut. Hammame mo-
HOI OOCTPYKIIMU, MPOUCXOMSIee B paH-

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

B Mpeneaax 00JbIIONM KMCThI OPIOIIHON MOJOCTHU T10 CPpEeIHEN JUHUM Y T1J10a C COMYTCTBYIOLIUM

NIBYCTOPOHHUM TUAPOHEDPO30M MpearnoaracT Haauure Neperopoaku MaTKH; MOPOK pa3BUTHU S

MOYEIIOJ0BOI0 TpaKTa OblJI BBISIBJIEH MPU POXICHUM; B — Y MJIOIA C aCIIUTOM YJIbTPa3ByKOBOE

HCCIeNOBaHME IEMOHCTPUPYET CPEIMHHYI0 KUCTO3HYIO CTPYKTYPY, HATIOMUHAIOIILYIO uterus didel-
phys; mocne poxaeHus Oblja BeIsSIBJIeHA 001Iast K1oaka
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HeM midtrimester (HaripuMep, ypeTpajabHasi
aTpes3usi, paHHUE KJIalaHbl, 3aAHKe KJara-
HbI YPETPbI), TPUBOAUT K MACCUBHOMY pac-
TSDKEHUIO MOYEBOTO Iy3bIpsi U OPIOIIHOMN
CTEHKU (CMHIPOM YEPHOCIMBOBOIO KMBO-
Ta), TSOKEJIOMY MAaJIOBOIMIO, MMCILIa3UU
MOYEK U TUIOoIIa3uu Jerkux. O0CTpyKIus,
BO3HUKIIASI B KOHIE OEpeMEHHOCTH,
MOXET OBbITh acCOLlMUpOBaHAa C MaJIOBO-
IMeM U TUApPOHe(dPO30M, HO HE IPUBO-
JIAT K JIETOYHOM TMITOIIa3uu U AUCILIa3uu
noyek. TakTWKa MpuU paHHEM BBISBICHUU
MeraucTuca oocyxnaercs. Bo3MoxkHO
IIYHTUPOBAHWE MOYEBOro ITy3bIpsl IUIOAA,
XOTSI HET HUKAKUX YOeOUTEJbHbIX TOKa3a-
TEJIbCTB TOTO, YTO TaKO€ BMEIIaTeJbCTBO
yaydiiaeT (YyHKIUMUA MOYEeK WM JIETKUX
CBEpPX TOTO, YTO MOXKET ObITb TOCTUTHYTO
MPU XMPYPrUYECKOM JICUeHUHU MOCTIE POAOB
[20, 30]. AHTeHaTaNbHAs OLIEHKA (PYHKIIMI
TOYeK OMUpPaeTcs Ha coueTaHue 3xorpadu-
YEeCKMX HaXOMOK W aHaJM3a MOYM IUIOAA,
MOJIYYEHHOI'O MyTeM MYHKIIMA MOYEBOIO
My3bIpsI WM TOYEYHOI JioxaHKu. [Ipexne
YyeM MPUCTYIIUTh K Tepanuu IJIoaa, Ciaemy-
€T MONBITAThCS OLIECHUTh TSDKECTh MOpaXKe-
HUs nouek. [ToXrMuI TIpOTHOCTHYECKUMU
TIpU3HAKaMU STBIISIOTCS:

a) HAJIMIMEe IBYCTOPOHHETO TIOJWKM-
CTO3a WJIN TSKEJIOTO THApoHedpo3a
TOYEK C BXOTEHHOCTBIO, CBUAETENb-
CTBYIOILIETO O TIOYEUHOM TUCIUIA3NN;

0) aHrMIpOaMHUOH, ToIpa3yMeBalo-
IIUI TIOJIHYIO OOCTPYKIIUIO MOYEH-
CITyCKAaTeJILHOTO KaHalla;

C) BBICOKME YPOBHM HATPUSI, KAITBILINS 1
[32-MuKpori00yIrHa B MOYE.

B »>THx cydasix maHchl Ha BEDKMBaHUE

mianeHua maisl [20].

1.5. kcTpodhus moyesoro
ny3bipa U KnoakanbHas
IKcTpohua

OKeTpoduitHble aHOMaJIMKM TIPENCTaB-

JISIIOT COOOM TPYITITY MOPOKOB, Pa3BUBIINX-
csl B pe3yJibTaTe HeaOpa3BUTUSI XBOCTOBOM

CKJaAKu TepenHell OpIOLIHONM CTEeHKMU.
IIpu sxcTpodun MoyeBOro my3bIpsi €CTh
nedeKT B HUXKHEN YacTu TepeaHei Oproli-
HOI CTEHKM W BBIBOPOT MOYEBOIO ITy3bl-
ps. DKcTpodus Kiaoaku SBisieTcs: OoJjiee
paauKaJbHON aHOMaJIuel, BKItoYast 001b-
IO JgedeKT HUXHEH 4YacTh XKUBOTa W
MPOMEXHOCTH, PACXOXIEHHE Ta30BbIX
KOCTei M BBIBOPOT MOYEBOTO ITy3bIpsI U
TOJICTOM KMIIKHW. ACCOLIMUPOBAHHBIE aHO-
MaJIMM BCTPEYAlOTCS PEAKO IMPU DKCTPO-
¢um MOYEBOTO MY3BIPSI, HO BCTPEYAIOTCS
B OOJIBIIIMHCTBE KJIOAKAJIBHBIX SKCTpOd Uit
M BKJIIOYAIOT Je(heKTbl HEPBHOM TPyOKWH,
MOPOKM pa3BUTHUsI MOYeK, oMmdpanoleiae u
BPOXIEHHBIN MOPOK Cepala.

DKCTpODUI0O MOUEBOTO ITy3BIPS TPYI-
HO PacCIiO3HaTh aHTEHATAJbHO, U TJaBHas
HaxodKa 3aKJIF09aeTCsS B COXPaHSIOIIEIiCs
HECMOCOOHOCTU BU3yalIU3allMM MOYEBO-
ro Iy3bIps MpU HaJIUMYUU HOPMAaJIbHOTO
KOJIMYeCcTBa aMHUOTUYECKOU XUIKOCTU U
HOpMasIbHBIX TIouek [31]. BeposiTHOCTB
YCTAaHOBJICHUSI JUATHO3a KCTPOdDUU BO3-
pacTaeT mpu OOHAPYXEHUU HEUYETKOCTHU
M300pakeHUs B HUXKHEN YacTu OpIOITHOM
CTEHKH KaynaJibHee OT MeCTa OTXOXISHUSI
MYIOBUHBI. DKCTPODUIO KJIOAKM JUArHO-
CTUPYIOT TIPU HAJIUYUU CJIOKHOW MAaccChl,
BBICTYyTAlOIe M3 HUXHEN 4acTu >KUBO-
Ta, 0¢3 NPU3HAKOB HAJNYUS MOYEBOTO
MY3BIPS.

1.6. [ugpomeTpokonbnoc

l'unpomMeTpoKoabnoc — yBeIUYEHUE
MaTKu W Biarajauiia, BbI3BAHHOE HEMpO-
XOAUMOCTBIO M JIPEHAXEM CEKpeTa IMOoJo-
BBIX OPraHOB. OTO MOXET MTPOU30UTU MPHU
HernepdOopUpOBaHHON NEBCTBEHHOI ILIEBE,
AHOMAJILHOM MOMNEPEYHON MeMOpaHe WIu
areHe3uy BJaraIulla WIA HIEHKA MaTKU.
B GonblIMHCTBE CilydyaeB COCTOSTHUE MPO-
SIBJIIETCS TOJIBKO B ITOIPOCTKOBOM BO3pac-
Te. Penko ObIBaeT OObIIOE pacUIMPEHUE,
B pe3yJIbTaTe 4yero o0beMHOEe 00pa3oBaHUE
B MajoM Ta3y MOXeT ObITb BU3yalu3M-
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pOBaHO aHTEHATaJIbHO, KaK IIpaBUJIO, B
COYETaHUU C YPOTCHUTAJIBHBIM CHUHYCOM
(YT'C) unm xnoakaldbHBIMKU TMOPOKAMU
pazButus. CoHorpadguyeckue IpU3HAKU:
KMCTO3Hasi Macca B 00JacTH Tas3a, 4acTo
C HM3KMM 3XOCUTHAJIOM WJIU YPOBHEM
«Mycopa» TI03aayd MOYEBOIO ITy3bIpsi, U
nepexonsilnasi B OpIOLIHYIO TOJOCTh [32].
HuddepeHunanbHas AMarHoCTUKaA ¢ Ipy-
TMMM WHTPaabJIOMUHAJBbHBIMU MaccaMu
ObIBaeT HEBO3MOXHOM, 3a WCKIIOUEHHEM
cJIydaeB, MpeNCTaBICHHBIX IIEPEropoaKaMmu
wiu uterus didelphys, KOTopble MPUBOAST
K OYeHb TUIIMYHOMY HM300pakKeHUIO TP
axorpauu.

BbiBoabl

XOoTg TOYHAsg YYBCTBUTEJIBHOCTH WM
CeINMUIHOCTH IIPOTHO3UPOBAHMST TIOPO-
KOB pa3BUTUs Iuioga ¢ nomoiublo Y3U
OCTAIOTCSI HEeSICHBIMM, 3TU 00CJIeIOBaHUS
YacTO BBISIBJISIIOT aHOMaJlbHbIC pe3yJbTa-
ThI, YKa3bIBalOLIME HAa HaJIMYKMe IIOPOKOB
MOUEBBIBOAIIINX ITyTeit. Takast Haxomka
MPUBOIUT K HEOOXOTUMOCTH MYJIbTHUINC-
LIMIJIMHAPHOTO OOCYXXIEHMSI aKTyaJlbHOM
HaXoIKU. YMEpPEHHOE pacIIupeHrue Moye-
BBIBOISIIIMX MyTeil — HaumboJjiee pacipo-
CTpaHeHHas] HaXoJKa, BO MHOTHUX CJIydasix
SIBJISICTCST BAPMAHTOM HOPMBI. BeposiTHOCTB
aHOMAJTUM 3aBUCHUT OT CTETICHU pacIlupe-
HUS, HO pe3ybTaT MO-IPEeXHEMY TPYIHO
npeackasatb. XOTsI B 1I€JIOM TOYHAsI ava-
THOCTHKA aHOMAJIUIi MOYeK TUIoAa 3aTpyi-
HeHa, HEKOTOPbIE MOPOKU MMEIOT YETKYIO
BU3yaJIM3aLIMI0 Ha paHHUX CpoKax Oepe-
MEHHOCTH. TaKol CITMCOK TTOPOKOB BKITIO-
YaeT MIaBHBIM 00pa3oM JBYCTOPOHHIOIO
areHe3uIo II0YeK, TSLKEIYI0 OOCTPYKIIMIO
MOYEUCITYCKATeIbHOIO KaHaja, CUHIPOM
Mekkesi, TOJUKKUCTO3 TOYEK U IKCTPO-
(hH1I0 MOYEBOrO ITy3bIPsI U KJIOAKMU.
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