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3a00s1eBaHUA U CHHIPOMBbI, COYETAIONINECS C OJHOCTOPOHHEN areHe3uei MOYKH y JeTei

OI'AY «HanmonansHBI MEIUIMHCKAN UCCIIEAOBATENBCKUN IIEHTP 340POBhs AeTein» Munznpasa Poccun, 119991, Mocksa, Poccust

YacToTa BpOKAEHHBIX MOPOKOB PA3BUTHUSI €XETOAHO YBEIWYMUBAETCA, IIPH 3TOM B CTPYKTYpe MOPOKOB Pa3BUTHS MOUYEBOIl cucTe-
MBI HapyIICHUs PAa3BUTHUs OIHO MOYKH cocTaBiLsiioT 4—8%. [Ipu ycinoBHu HOpMaNbHOTO pa3BHTHS KOHTpalaTepaIbHOTO OpraHa
areHe3us Moukd (Arll) KTMHUYECKH He MPOSBIETCS M OOBIYHO BBIABISIETCS BO BpeMs MPOPHIAKTHIECKOTO OCMOTpa peOEHKA MK
o0creIoBaHys MO TIOBOJY COYETAHHBIX aHOMAJMH Pa3BHTHS IMOJOBOW M MOYEBBLAENUTENBHOH cucteM. ArIl dopmupyercs npu
HapYIICHUSIX MEXTKAHEBOTO B3aUMOJECHCTBHUS MEXK/Ly 3a4aTKOM MOYETOYHUKA U MeTaHe(h)POTEHHOH TKaHBIO ¢ 4-i 1Mo 8-10 Heemo
recrauun. K 3ToMy MOMeHTY Me30He(pabHbIe (BOIb(OBbI) MPOTOKU YIKE MIOTHOCTHIO CHOPMHUPOBAHBI, B OTIIMYHE OT Hapame3o0-
HedpalbHBIX (MIOJUIEPOBBIX) IIPOTOKOB, KOTOPHIE Pa3BHBAIOTCS TOJBKO K 5-if Hezene BHYTPUYTPOOHOTO MEPHOA, T.€. B IEPHUOX
BBICOKOTO PHCKA BO3HHKHOBEHHS IOPOKOB Pa3BUTHUSI MOYEBBIACIUTENBHON cHCTeMBI. COOTBETCTBEHHO aHOMAJIHMH JKEHCKOH IIO-
JIOBOM CHCTEMBI BCTPEYAIOTCS Yallle, YeM MYXKCKOH, C COIyTCTBYIOLIEH areHe3nei nicuiarepaibHoi Nouky. J{narHocTupoBanne
ogHocTopoHHEH ATl BO3MOXKHO MPH BEIMIOTHEHNH aHTEHATAIFHOTO CKPHHIHTA WM MPOQHIAKTHIECKUX OCMOTPOB B IEKPETHPO-
BaHHBIE CPOKHU. Y JIEBOYEK PACIPOCTPAHEHHBIMU aHOMAJIHMSAMH IIOJOBBIX OPTaHOB SBIISIOTCS MCTHHHAS OfHOporas Marka (65%),
JBypoOrasi MaTka ¢ OZHHM PyAUMEHTapHBIM poroM (7,3%), arpodust oxHOM MaTo4HOM TPYOB! N SMYHKKA U Ip. Y MAIBYNKOB IPH
ogHocTopoHHEH ATIl ceMeHHBIE Iy3BIPBKH, IPEACTATENbHAS XKele3a U MPUIATOK SNYKa MOTYT OBITh PyAMMEHTAPHBIMU WU OT-
CYTCTBOBATb.

ATII sBIIsIeTCSl COCTABIMIONIEH TaKHX T€HETHIECKUX CHHAPOMOB, Kak cuHapoM OHVIRA, Kannvana, llunnepa, Maitepa—Poku-
tanckoro—Kroctepa—Xaysepa. Arll coueTtaeTrcs ¢ ApyrumMu BpOXAEHHBIMU aHOMAJUSIMU TTOYEK M BHETIOUYEUHBIMU aHOMANUSIMU,
BKJIFOYAs] ITOPOKHM PAa3BUTHS JKETyLOYHO-KHIIEYHOTO TPAKTA, CEPALA U CKEJICTHO-MBIIICUHOH cucTeMbl. ClemoBaTeNbHO, AETH
¢ Arll 1omxHBI OBITH KOMIUIEKCHO 00CII€IOBAHBI IS HCKITIOUEHHUS COMYTCTBYIOIIUX OPOKOB M aHOMAJIMH Pa3BHUTHS.
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Diseases and syndromes associated with unilateral renal agenesis in children

National Medical Research Center for Children’s Health, Moscow, 119991, Russian Federation

The incidence of congenital malformations is increasing annually, with a single kidney developmental disorder accounting for
4-8% of urinary system malformations. If the contralateral organ is normal, agenesis of the kidney is not clinically apparent and
is usually detected during a preventive examination of the child or during an examination for combined anomalies of the genito-
urinary and urinary system.This pathology occurs due to a disruption of the interstitial interaction between the ureteral bud and
the metanephrogenic tissue from 4% to 8" gestation weeks. By this time, the mesonephral (Wolff) ducts are already fully formed,
in contrast to the paramesonephral (Miillerian) ducts, which develop only by the 5" week of the intrauterine period, that is, in the
period of high risk of malformations of the urinary system. Accordingly, anomalies of the female genital system are more common
than those of the male one, with concomitant agenesis of the ipsilateral kidney. Diagnosis of unilateral agenesis of the kidney is
possible when performing routine antenatal screening or conducting preventive examinations at decreed dates. In girls, the most
common genital anomalies are true unicornuate uterus (65%), bicornuate uterus with one rudimentary horn (7.3%), atrophy of one
fallopian tube and ovary, absence or hypoplasia of the vagina, and vaginal doubling. In boys with unilateral agenesis of the kidney,
the seminal vesicles, prostate gland, and testicular appendage may be rudimentary or absent. Agenesis of the kidney is a component
of such genetic syndromes as OHVIRA, Kallman, Zinner, and Mayer—Rokitansky—Kiister—Hauser syndromes. It is also combined
with other congenital anomalies of the kidney and urinary tract and extrarenal anomalies, including mainly malformations of the
gastrointestinal tract, heart and musculoskeletal system. Consequently, children with this pathology should be fully screened to rule
out associated malformations and anomalies.
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BBenenune

JHOCTOPOHHSS areHe3us nodku (Arll) — 3T1o aHo-

Manus (GOPMHPOBAHUS MOYKHU, IPU KOTOPOil oT™Meda-

€Tcsl OJIHOE OTCYTCTBHE MOYEYHBIX CTPYKTYpP U MO-
YETOYHUKA C OHOHM cTopoHs! [1]. Arll nouku npu ycnoBuu
HOPMaJbHOIO Pa3BUTHUs KOHTpaJaTepalbHOrO OpraHa Kiu-
HIYECKH HE MPOSBIILETCS U OOBIYHO BBIIBIISICTCS BO BPEMs
MPOPUIAKTUIECKOTO OCMOTpa peO&HKa HITH TPpH 00CcIe0Ba-
HUH T10 TIOBOJY COYETAHHBIX aHOMANUil pa3BUTHUS MOIOBOH
U MOYEBBIICIUTENBHOI CHCTEM.

nUaeMHO0JI0THs

YacTtoTa BpOKAEHHBIX TIOPOKOB Pa3BUTHS €KETOJHO yBe-
JMYMBACTCS, IPU 3TOM aHOMAIUU (HOPMHUPOBAHUS MOYEBOM
cucTeMbl cocTaBistoT 35—40% ciy4yaeB IOPOKOB pa3BUTHS.
B ctpykType nopokoB pa3Butus MoueBoi cuctemsl Arll co-
craBisieT 4-8% ciydaeB. Cuutaercs, 4YTO OTHOCTOPOHHSA
ArIl Bcrpewaercs npumepno | pa3 vHa 1000-1500 nHoBOpO-
KAEHHBIX [2—4]. Arll MOXXeT UMeTh CEeMEWHBIN XapakTep H,
KaK MpaBWJIO, yalle HaOmonmaercs cieBa. Arll BcTpeuaer-
Csl y IIeBOYEK Yallle, YeM y MaJbYMKOB. Tak, B OMMCaHHbBIX
311 cayyasx aHOMaJu{ TOJOBBIX MyTEH OMHOCTOPOHHSSA
ArIl ormeuena y 70% meBouex u Tonbko y 21% manbuu-
koB [5, 6]. Ilopoku pa3BUTHA APYTHX CHUCTEM U OpPIaHOB
BerpeyaroTest y 30-50% OOobHBIX ¢ aHOMATHSIMHU MOYEK U
MOYEBBIBOMISIINX ITyTEH, & aHOMAJIMH TIOJIOBBIX OPraHOB —
y 37-60% neBouex u 12% mansunkos [7, 8].

JlaHHBIE yIBTPa3BYKOBOIl IMATHOCTHKHU
IPU OIHOCTOPOHHEH areHe3uu MOYKH

IInaHOBBEIM aHTEHATaNbHBIA CKPUHUHI IIPOBOJUTCS
B CJIEYIOLUE CPOKHU:

* 10-12 Hex: mpu yIBTPa3ByKOBOM HCCIIEIOBAHUU

(V3U1) MOXXHO yBHIETH YallIEUHO-JIOXaHOYHYIO CHUCTE-
My nouku miona. OHa npencrasiseT co0oil moaocTs,
TJIe CKaIUTMBAETCs TIEpBUYHAS MOYa,;

* 20-24 nen: npu Y3U cTaHOBATCS BUIUMBIMU BHYTPEH-
HHUE CTPYKTypbl ouek. Haumnas ¢ 20-i Heaenm MOKHO
OTIpEeNeNTUTh AHOMAJIMN Pa3MEPOB M TIOJIOKEHUS MTOYEK;

* 30-32 men: B 3TOT mepuon npu Y3U crnennamucTsi
0OBIYHO MOATBEPKAAIOT PAKT HOPMATIHLHOTO PA3BUTHS
MOYEK U JIPYruX OpraHoB IJIOZA, €CIM OHU He ObLIH
00OHapy>keHbI IPH BTOPOM 00CJIeIOBaHHH.

Cpoxu camMoil paHHeH IIpeHaTaIbHOH! YIBTPa3BYKOBOI -
arnoctuku Arll — 10-12 wen 6epemennoctu [9]. Ilpu Y31
MMoYeK W Mo4eBOro Iy3bIpsi Arll oOHapyXHBaeTcst Kak KOH-
TpajarepaibHasi eTUHCTBECHHAs I0YKa, KOTOpasi TOYTH BCET/a
KOMIIEHCAaTOPHO yBelIW4YeHa. Bo BpeMms ocMoTpa MOUYEBOIo
My3bIpsl YCTbE U COOTBETCTBYIOLIAS MOJOBHHA MOYEIY3bIp-
HOT'O TPEYTOJIbHUKA HE BU3YAJM3UPYIOTCS, YTO MOXET ObITh
JIOKa3aHOo TI0 OTCYTCTBUIO BEIOpocoB MouH [9, 10]. Ilpu sTom
OIMCaHa MaTOTHOMOHHWYHAs TpHaaa dXorpapuyeckux mpH-
3HAKOB areHe3uH O00eMX IIOUEeK: OTCYTCTBHE H300pa)KeHUs
CTPYKTYp IIOYEK IUIOAA B OOBIYHOM MECTE M B MECTaxX BO3-
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MOXHOM IKTONMWYECKON JIOKAJIM3ALMH, OTCYTCTBHUE 3XOTEHH
MOYEBOTO IIy3bIps, MaJIOBOME B paHHHE CpokH (o 17 Hex.
6epemennocTn) [4]. [Ipu HeCBOEBpeMEHHOM JTHAarHOCTHPOBA-
HUU OHOCTOPOHHEH areHe3uu IOYKH B aHTEHATAJIbHOM IIe-
puoje, TMarHo3 MOYKHO YCTAHOBUTD B MIOCTHATAILHOM TI€PH-
o7ie BO BpeMs BbIoiHeHHsT Y3 1moYek 1 MOYEBOTO ITy3bIps
B JIGKpETUPOBaHHBIE CPOKH: 1 Mec, 6 JeT, 15 net.

HopmaJjbHbli 3MOpHOreHe3 OPraHoB MO4enoJ10BOM
CHCTEMBI

MouernonoBas cucrema 1miozna GopMUpPYeTCst U3 CPETHETO
3apOJIBIIIIEBOrO JIUCTKA (ME30JepMBI) M B TIpoIiecce IMOPHO-
HAITLHOTO PAa3BUTHS CHa4aia COBMECTHO OTKPBIBAaeTCs B 00-
IIyI0 TONOCTh — KJoaky. Ha 3-ii Henene sMOpHOHAIBHOTO
pasButHs MesonepMma IuddepeHIupyeTcss Ha TPH YaCTH:
JOpCAJIbHYI0, BEHTPAIbHYI0 M MPOMEXYTO4HYH. Jlopcas-
Hasg CErMEHTUPOBaHHAs YacTh IIPEACTABIEHa COMHUTaMH.
BenrtpasbHas HeCErMEHTHPOBaHHAS 4YacTh pPa3fessieTcs Ha
COMATOIJICBPY M CIUIAHXHOIUIEBPY, 00pa3ysi BBICTHIIKY Iie-
JIOMHYECKOH monocTh. [IpoMexyTouHass 4acTh COCIUHSCT
JOPCALHYI0 W BEHTPAIBHYIO YacTh Me301epMbl. VIMeH-
HO U3 MPOMEXKYTOYHON YacTH Me30/epMbl H (HOPMUPYIOTCS
BBIICTIUTENRHBIE OpraHbl uenoBeka [11]. Jamxee B mpouecce
OHTOT€HEe3a OPraHbl MOUEBBIACIECHHS IPOXOAAT TPH MOCIEHO0-
BaTeNIbHbIE CTAJMU Pa3BUTHUS C MOCTEIICHHBIM YCIO)KHEHUEM
CTPYKTYpBI: TIpoHedpoc, Me3oHeppoc u meraHedpoc [12].
ITponedpoc (mpennouka) mnpencrapiaseT co0OHl HECKOIBKO
(8—10 mTyK) CerMeHTapHO PacHOJIIOKEHHBIX AMUTETHUAIIBHBIX
TpyOOUeK, TaK Ha3bIBAEMBIX IPOTOHESHPHUIAMIA: ONUH KOHEI] —
CJICTIO 3aMKHYT, & Ha IPYTOM KOHIIE KaHAJIbIIbI O0bETUHSIOTCS
1 (POPMHUPYIOT Me30HE(PPpaBHBIN (BOIB(OB) MPOTOK. Y Yeno-
BEKa Mpe/rouka He (QYHKIMOHUPYET B KauecTBE ModeoOpa-
3yIOLIEr0 OpraHa M BCKOpE IOCHe 3aKJIaJKd MOABEpraeTcs
00paTHOMY Pa3BUTHIO, 3aMELIAIOTCA ME30HEPPOCAMHU.

Mesonedpoc (Bonb(}oBO Teno) mpeacTasiser coboil cu-
cremy u3 20—25 cerMeHTapHBIX CHIIFHO M3BUTHIX KaHAJBIICB
(MeTaHeppHaHii), KOTOPBIE PACIIONOKEHBI KaylalbHee Mpo-
Hedpoca. OnuH KOHEIl KaHaJblla HallOMUHAET JIBYCTCHHYIO
Yalry, OXBaThIBAIOIIYIO COCYIHCTHIH KiyOouek. BTopoit Ko-
Hell MeTaHe(puIus BIaJaeT B BBIBOAHON MPOTOK Mpernoy-
KU, KOTOPBIM Temepb Y)ke Has3bIBaeTcsd Me30He(ppalbHbIM
IPOTOKOM, WJIM BOJIB(OBBIM MPOTOKOM, OTKPBHIBAIOIIMUMCS B
KJI0aKy. Metanedpoc 3aKiaibIBacTCsl y 3apofplina Ha 4-i He-
Jieie SMOPHOHAIBLHOTO pa3BuTHs. OH UMEET ABOHHOE MPOHC-
XOXKIICHUE: U3 METaHe(QPOreHHOW TKAaHW W MeTaHe(paibHO-
ro mporoka. MeraHeporeHHasi TKaHb MPEJICTaBISET COOOU
He pa3feléHHbIC Ha CErMEHTHbIE HOKKM YYacTKU Me30[ep-
MBI B KaynajabHOM yacTu 3apoasima [12, 13]. Ha 5-if nenene
SMOPHOHAIBHOTO Pa3BUTHA B HEMOCPEICTBEHHOI OMU30CTH
OT COEAMHEHHs Me30He(PpabHOIO MIPOTOKa ¢ KiIoakoi dop-
MHUPYIOTCSl 3a4aTKd MOYETOYHHMKOB. Ha 3Tol cramum emié
COXpAaHAETCs CBsI3b MOYETOUYHHUKOB ¢ Kitoakou. IIpu mponsu-
JKCHUH B KPaHWAJIGHOM HAPaBJICHUH 3a4aTOK MOYCTOYHHKA
JienuTcs Ha aBe yactu. llepBas yacte ga€t HaYasIo pocry Jio-
XaHKH, Yalleyek, a 3aTeM U cOOMpaTeNbHBIX KaHABIEB, TPO-
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pactas MeTaHe(pPOTeHHYIO TKaHb U CTUMYJIHpPYS Pa3BUTHE
moyky. OmHOBpeMEHHO HIET MpeBpaiicHue HeGPOreHHOM
TKaHHU B TIOYEYHYIO TKaHb. BTopas yacTh npoaBUraercs B Me-
TaHepoc, KOTOPBII MUTPUPYET 10 YPOBHA 12-r0 TpyaHOro
U 4-r0 MOSACHUYHOTO CEIMEHTOB, 1€ 3a4aTKU COEIUHAIOTCA
C HaJIo4YedHUKaMHu. B mporecce murpanuu y mnodexk ycra-
HaBIIMBAETCS] BPEMEHHAsI COCYAMCTAs CBSA3b C KPECTIIOBBIMHU
1 TIOAB3/IOIIHBIMU apTEPUAMH, a Takxke ¢ aopTo. [Ipouncxo-
JIUT pOTaIys BCEH MOYKH, TaK YTO BOPOTA OKA3BIBAIOTCS Je-
JKaIMMU MenuaibHo. KaynanbHbld KOHE MOYeTOUHHKOBOTO
3ayaTka MOCTENEHHO JOCTHUIaeT ypOreHUTAIbHOTO CHHYCA,
OTZEIISAeTCS OT KIOAKU U TPaHC(HOPMHUPYETCS B Iy3bIPHO-MO-
YETOYHUKOBBIN CETMEHT.

OMOpHOreHe3 MONOBBIX OPraHOB Pa3NeILIIOT Ha 2 CTaIUH:
nHAN(GEepeHTHON 3aKIanku U U QEpeHIMPOBKH O MyX-
CKOMY U JKeHCKoMy THITy. Ha 4—5-11 Henesie BHYTpHyTpOOHOTO
TIEpHO/IA OTIPENEISIIOTCS UHAN((EPEHTHBIE TOJIOBBIC JKEIE3bI
(ToHazpI), PACIIONIOKCHHBIE HA BEHTPAIBLHON MOBEPXHOCTH
Me30oHe(poca B BUIAE YTOILIEHHOTO BalWKa LETOMUYECKOTO
snutenus. Ha 5-it Hemene aMOPHOHANBLHOTO Pa3BUTHS BOMH-
31 BONb(OBA MIPOTOKA, BIOJIb JIATEPATBLHOIO Kpasi IepBUYHON
IIOYKH ¥ ME30HE(PPATBLHOIO MPOTOKa (popMUpyeTCs TapaMe3o-
HedpatbHBIA MPOTOK, WM MroirepoB npoTok. Ha 7-8-if He-
Jiesie SMOproreHe3a HauuHaeTcs TudpepeHIUpOBKa HHIH (-
(bepeHTHOI TOHAT TI0 MY>KCKOMY HITH YKEHCKOMY THITY, KOTOpast
MIPOIOJDKAETCS 10 KoHIIa 3-ro Mecsia. B 1o ke Bpemst krepeau
OT KJIOAKM BO3HUKAeT MoNoBoW Oyropok. M3 Hero Bmocnen-
CTBUM PA3BHUBAIOTCS HApY)KHbIE TIOJIOBbIE OpraHbl. [Ipu 3Tom
BHauaJle MX 3a4aTKu HocAT nHaupdepeHTHbIH xapakrep. Aud-
(epeHLMPOBKAa MYXCKHX TIOJIOBBIX OPraHOB IPOMCXOIUT MOJ
BIMSIHUEM TECTOCTEPOHA, KOTOPBINA MPOAYIUPYIOT HHTEPCTH-
uajIbHbIE KIEeTKH (kieTkn Jlefnura), pacronokeHHbIE B Me-
3EHXHME MEXJIy IMOJOBBIMH TsDKaMH simdka. OHM HaYWHAIOT
(GyHKIMOHNPOBaTh Ha 3-M Mecsie sMOpuorenesa. I[IpmsHa-
KoM Ji(phepeHITMPOBKN TOHAT] [0 MY)KCKOMY THITY SIBIISIETCSI
Hadasio (opMHUpoBaHUs OEJIOUHON OOOJIOUKH, a TAKKe PeayK-
sl apaMe3oHepanbHbIX mpotokoB. [Tocne 10-it Henenu y
JileBoYeK Me30oHe(panbHble (BONb(OBBI) MPOTOKH PErpeccH-
PYIOT, @ y MaJFYMKOB OHW COXPAHSIOTCSI M1 Y4acTBYIOT B (op-
MHPOBAHNH TOJIOBBIX OPTaHOB. DTH MPOTOKH MPEBPAIIAIOTCS
B IIPOTOK NPHUJATKA, CEMABBIHOCAINMI NPOTOK. /[UcTanbHbIN
KOHeI BoJb(hoBa MPOTOKA PACIIMPSAETCS W 00pasyeT aMITyiry
CEeMSBBIHOCSILIETO MPOTOKA, & U3 OOKOBOTO BBIISTYMBAHHUS JIUC-
TaJILHOTO OT/IeNa ME30HE(PaIbHOTO MPOTOKA Pa3BUBAIOTCS Ce-
MEHHBIE ITy3bIPbKH, 3 UX KOHEUHOTO CY>KEHHOTO oT/ena (Gop-
MHpYeTCsl CEMSM3BEPraloIUi IPOTOK, KOTOPBIN OTKPHIBAaETCS
B MPOCTaTHYECKYI0 YacTh MOYEHCITYCKAaTeIbHOTO KaHama. M3
KpaHUAJIBHOTO OT/eNa MapaMme3oHedpaabHOro (MIOIIepoBa)
MPOTOKa 00pa3yeTcsl MPUAATOK SHUKA, 3 CIUBILIMXCS KaylIalb-
HBIX OTJIEIOB — IPEACTATENIbHAS MAaTOYKA, OCTAIBHBIE OTIEIBI
3TOTO TPOTOKA PemyLHpPYIOTCs. Y AeBOYEK MOJ0BOH Oyropok
npesparuaerca B kiutop. [lapamesonedpanbhbie (Mromiepo-
BbI) IIPOTOKH MPOIOJDKAIOT CBOE pa3BuTHeE. VI3 KpaHHAIBHOTO
otzena o0pas3ytoTcss MaTOUHbIE TPYOBl, @ U3 UX AUCTAJIbHBIX
CPOCHIMXCSI YacTeld — MaTKa M BEPXHsS YacTh Biarajiuina.
Me3oHedpanbHble IPOTOKH K KOHILy 3-TO Mecslia perpeccu-

pytot [13].
IMopoxu pa3BUTHS MOJOBOI CHCTEMbI, COYETAIONINECS
¢ areHe3meil MOYKH

AT Bo3HHKaeT py HApPYIICHHUSIX MEKTKAaHEBOTO B3aNMO-
JIEWCTBHUS MEK/Ty 3a9aTKOM MOYETOYHHKA ¥ MeTaHEe(PPOTeHHOMH

TKaHbBIO C 4-11 10 8-10 Hepenmo pa3BuTus. K 3ToMy MoMeHTy Me-
30He(pabHBIE (BOIB(OBHI) MPOTOKH YK€ MOIHOCTHIO Cop-
MHUPOBaHbI, B OTIIMYKE OT MapaMe30He(paIbHbIX (MIOMLIEPO-
BBIX) MIPOTOKOB, KOTOPBIE Pa3BUBAIOTCS TOJBKO K 5-i Hexene
BHYTPUYTPOOHOIO IEpHoa, T. €. B IEPUOI BBICOKOTO PHUCKA
BO3HMKHOBEHHMS ITOPOKOB Pa3BUTUSI MOUYEBBIIEIUTEILHON CH-
creMbl. COOTBETCTBEHHO, aHOMAJINH JKEHCKOH I0JI0BOM CHCTE-
MBI BCTPEYArOTCs Yallle C COIYTCTBYIOMIEH areHe3uel HIICHiIa-
TepanbHON mouky. OxHocToponHsa Arll yacto coderaercst ¢
JPYTUMH BPOXIEHHBIMH AHOMAIMSIMUA MOYEBBIBOSLINX ITy-
Tel ¥ BHETIOUEYHBIMH aHOMAITHSAMH, BKITIOYasi TeHUTAJIbHBIE.

[Topoku pa3BUTHSA MOTOBBIX OPraHOB BCTPEYAIOTCS MPH
onHoctoponHel Arll yamie, 4em npu JIF0OOM JIPYTOM THIIE
TIOPOKOB Pa3BHUTHS TOYEK, TIOITOMY JIETH C AaHHBIMH (op-
MaMHU TaTOJOTHH TPeOyIOT KOMIUIEKCHOTO OOCII€IOBAHUS
MOYETIONIOBOM CHCTEMBI, BKJIIOYasl TCHUTAJINH M OPTaHbI
majoro Tasza. Bo Muorux cimyuasx npu Arll otcyTcTByeT u
CEMSIBBIHOCSIIIIUN MPOTOK, YTO MOATBEP)KIAET 3THOIOTHYE-
CKYIO pOJIb BPOXKAEHHOTO OTCYTCTBHUS BONB(OBA MPOTOKA,
MPENATCTBYIONIETO O0pPa30BaHUIO 3a4yaTka MOYETOYHHKA.
3a4aToK MOYKH MOXET C(HOPMHUPOBATHCS HECMOTPS Ha OT-
CYTCTBHE MOUYETOYHHKA, HO KaHaJblieBas AudepeHunanus
TIPOUCXOAMT TOJIBKO IO 3aBEPIICHUH CIUSHHS MOYETOUHUKA
¢ MetaHeporeHHol TkaHbto [13, 14]. [lomHOe oTCYyTCTBHE
OJIHOTO ITapaMe30He(HPaIbHOTO MPOTOKA MPUBENET K UCTHH-
HOW OTHOPOTOI MaTKe C OTCYTCTBUEM (haJIONHEBON TPYOBI,
IIUPOKON CBA3KU M KPYTJION CBSI3KM HAa WIICHUJIATEpPAIbHOU
cTopoHe. Hepa3BUTOCTh T€HUTAJIBHOIO TPeOHS Ha ITOM ke
CTOpOHE OOBACHAET OTCYTCTBUE SIMYHMKA. MeHblIas CTe-
IIeHb HEIOPa3BUTUSA COOTBETCTBYIOIIMX 3MOPUOHAIBHBIX
CTPYKTYP MOXXET OOBSICHUTH HAJIMYHME JIBYPOTOH MAarkd C
OJIHAM PYAMMEHTAPHBIM POToM, aTpodueii oaHOH daionu-
eBOH TpyOBI M THIOIITa3Kel Biaranuma. CoxpaHeHue nepe-
TOPOJKU MEXJY ABYMS CPOCIINMHECS TTapamMe30HeppaibHbI-
MU NPOTOKaMHU OOBSICHAET YABOSHHE MAaTKH U BIIaTajIHIIA.

VY neBouek caMbIMH PAcHpPOCTPAHEHHBIMU aHOMAIUSIMHU
HOJIOBBIX OPTaHOB SABJISAIOTCS MCTUHHAs OZHOpOTas MaTka
(65%), nByporas MaTka C OIHUM PYIMMEHTapHBIM POIOM
(7,3%), atpotust oHOM MaTOUHOI TPyOBI M SIMIHUKA, OTCYT-
CTBHE WJIM TWIIOIJIA3Us BJArajwila, yABOSHHE BIIarajiviia
[3-6, 13—16]. O0 UCTUHHOM OHOPOTOW MaTKe, CBSI3aHHOM C
oxgnoctoponHeii Arll, Bnepsrie cooburn Puech B 1885 1., B
1938 r. Shumacker onucan emg 28 ciay4aeB ¢ JaHHO# MaTo-
noruei [3, 5, 14]. V3 onucaHHpIX HAOMIOAEHUH OHOPOTOM
Matku ¢ ogHoil ctoponsl u Arll ¢ apyroit B 56% ciydaeB
OTMEYaJoch OTCYTCTBHE (aJJIONMEBOW TPyObl M SMYHU-
ka Ha ctopoHe Arll [17]. U3 Hux B 17% ciyuaeB 3aperu-
CTPUPOBAHO OTCYTCTBHE MPOTUBOIOIOKHON (hasIomueBon
TpyOBI, SIMYHKKA, IIUPOKOW M KPYIJIOH CBSA30K Matku. [Ipu
9TOM OJHOpOTas MaTka OblUIa CIIpaBa, a areHe3us MOJIOBBIX
OpraHoB M MOYku — ciesa [5, 18]. JleBouku ¢ omHOpOroOM
WK JABypOroi markod B couetanuu ¢ Arll umenu Gomnblie
pa3nu4HbIX (JOPM FMHEKOJIOTHUECKOH aTOJIOTUH, TAKUX KaK
SHAOMETPHO3, YeM AeBouku 6e3 Arll [3].

Y MajbuuKoB Npu ofHOCTOpoHHEH ArIl cemeHnHble mmy-
3BIPBKH, TPEACTaTeNbHAs KeJle3a U MPUAATOK STHIKa MOTYT
OBITh PyAUMEHTAPHBIMHU HJIH OTCYTCTBOBATH [ 19].

Jpyrue ¢popMbl NATOJIOIMH, COYETAIOLIHECS
¢ OHOCTOPOHHeEIi areHe3ueil MOYKH

Hapymenuss akTMBHOCTH pa3BUTHSA 3a4aTKOB MoO4Ye-
TOYHUKOB COTPOBOXKIAIOTCS (POPMHPOBAHHEM SKTOIHH
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W JaTepalii3alid YCThs MOYETOYHHKA, YTO MPHBOAHUT K
Pa3BUTHIO MYy3BIPHO-MOYETOYHUKOBOTO peQUIIOKCa WIIH
obctpykTuBHBIX yponaruit [2, 20]. [Ty3bipHO-MOUeTOU-
HUKOBBIN pe(IIOKC B €IMHCTBEHHYIO IOUYKY OOHApYKHUBa-
ercs 'y 24% nun ¢ Arll [1, 14, 21]. ConyTcTByromas ui-
cuilaTepalibHas areHe3us HalAlloYeYHUKOB HabItonaeTcs B
8—10% caydaeB. Onucana ognocropoHHss Arll, cBs3an-
Has C UTNCWJIATEPAIBHBIM OTCYTCTBHEM CEMSIBBIHOCSIIUX
MIPOTOKOB M TUTOIIA3HEH CEMEHHOTO My3bIpbKa, a TAKXKe
HaJU4HeM HICHIATEePalbHOTO PACIIUPEHHOTO Ta30BOTO
ornena mouerouHuka [2]. [IpubnusurensHo B 50-80%
cinydaeB netu ¢ Arll MMeOT COMyTCTBYIOIIME Hapylle-
HUS C KOHTpajaTepajbHOM CTOPOHBI: HH(EKIHOHHBIN
mpouecc, OOCTPYKLIMsS HIM KaMHM B MOYEBBIBOASLIUX
nyTsax [5, 8, 22, 23]. JlaHHble 0 IpU3HAKaX IOpPa)KeHUs
MOYKH, T.€. HAJUYHUU apTEPHAIBbHON THIEPTEH3HH, MH-
KpOoaJlbOyMUHYPUHU U/UIU CKOPOCTH KIYOOUKOBOH (puiIh-
tpauuu (CK®) < 60 mu/mun/1,73 M2, onpenensorces npu
obcnenoBanuu aerei ¢ onHocroponneit Arll. Ilpu sTom
apTepuanbHas runepreH3us Oblia BoisiBiIeHa y 16% 0oib-
HBIX, MUKpoaibOymunypusa — y 21%, CK® < 60 mu/
mun/1,73 M> — y 10%, 9TO yKa3plBaeT Ha XPOHHUYECKOE
3abosieBaHme TTOUEK cTaguu > 3 [14, 23-29].

l'eneTnueckue cuHAPOMBI, coderarommecs ¢ Arll, B
31% cny4aeB acCOLMUPYIOTCS C APYTUMH BPOKAEHHBIMH
Y BHENOYCYHBIMU aHOMAJHMSAMHU MOYEK U MOYEBBIBOISIINX
MyTel, BKIIOYAIOMMMU NPEMMYILECTBEHHO OPOKH pa3BU-
TUS KEJTyAOYHO-KHUIIEYHOTO TPaKTa, HalpuMmep, MOJIHYIO
JOpCaJbHYI0 areHe3HI0 MOMKEIYI0YHON KeJle3bl, cepaua 1
CKeJeTHO-MbIIeyHoi cuctemsl [5, 15, 30, 31]. IIpu atom
AHOMAJIMNM OPTaHOB KENYIOYHO-KWIIEYHOTO TpaKTa MpH
areHe3WH OJHOU MTOYKH OBLITH BBIABIICHHI ¥ 16% marmeHToB,
cepaua —y 14%, ckeneTHo-MbleqHOM cucteMbl —y 13%.
[pyrue anomanuu (HEONMyUIeHUEe SMYKa, TUITOCIaIus 1 aHO-
MaJMH [IEHTPATbHOW HEPBHON CHCTEMBI) 3aperucTpUpOBa-
Hbl y 15% mauuentoB ¢ Arll [14].

W3Becren cunapom Herlyn—Werner—Wunderlich (cun-
npom OHVIRA) — codeTaHHBIN MOPOK pa3BUTHS MOYETIO-
JIOBOW CHCTEMBI, XapaKTECPU3YIOMIMICS Pa3IHYHBIMA KOM-
OMHAIMAMU YIBOCHUS MATKH WM BIarajvina ¢ GopMHpOBa-
HHUEM 3aMKHYTOW BaruHbl, C OJHOM CTOPOHBI, U areHE3Hen
WTICUJIATePATIHHON MOYKU U MOUeTouHUKa [3, 5, 15, 32-34].
Orot cuniapom coctasisger 0,16-10,00% ciydaeB aHoma-
JUN pa3BUTHS U COMPOBOXKAaeTcsa ogHocTOopoHHer ATII B
43% cmyuaes [32, 35], B 28% u3 KOTOPBIX UMEETCS OCTAaTOK
MoueTouHuka [24]. Ob6ctpyknus Biuaranuma u Arll wame
BCTPEYAIOTCSI C MPaBOW CTOPOHBL. BONBIIMHCTBO ManueH-
Tok ¢ cuHapomoM OHVIRA mpu HOpManbHOM (eHOTHIIE
HapYyXHBIX IOJIOBBIX OPTaHOB HE UMEIOT HUKAKHX IPOSB-
JICHWH aTOJIOTHH JI0 ITy0epTaTHOTO Mepuoaa. 3amon03pUTh
CHHIPOM B PaHHEM JIETCKOM BO3PacTe MOXKHO IPY HATTUIHU
THIPOMETPOKOJIBIIOCA Y HOBOPOXKIAEHHON E€BOYKU U BBISAB-
nerHoit Arll wnm kucTo3HOTO 0Opa30BaHUsI B MallOM Tazy
[7, 14]. Yponorndeckue aHOMajJHH C KOHTpajarepaabHON
CTOPOHBI MOTYT BKJIFOYATh ITy3bIPHO-MOYETOYHUKOBBIN ped-
JFOKC, THIPOHe(]pO3, Merayperep, yIBOCHUE YallleqHO-JI0-
XaHOYHOU CHUCTEMBI, ypereporene [35].

Cungpom KamiMana onpezgensieTcss Kak coueTaHHe
M30JIMPOBAHHOTO TUIIOTOHAAOTPOITHOTO THIIOTOHAIU3Ma H
aHocMuu, nipu 3ToM Arll Bo3HukaeT B 30% ciydaeB ¢ My-
tanusimMu rena KALI [36, 37]. PactipocTpaH€HHOCTE 3TOTO
cuHzipoma cocrasisieT mpuMepHo 1 va 10 000 HoBOpOXXIEH-

REVEIW

HeIXx ManpuukoB 1 1 Ha 50 000 neBouek. ['mmoronaansm
o0ycioBnieH JAe(UIMTOM MPONYKIHUN TOHAIOTPOIHUH-PH-
JU3UHT-TOPMOHA B THIIOTaJaMyce M NpeaCTaBiseT coOoii
TPETUYHYIO, THUIOTAJAMUYECKyl0 (hOpMy THIIOTOHAAM3MA.
Henocrarok roHaJoTpONUH-PHUIN3UHT-TOPMOHA NTPUBOJUT
K BTOPUYHOMY JIC(PUITUTY JTFOTCHHU3UPYIOIIETO U (POIITHKY-
JIOCTUMYJIMPYIOIIETO TOPMOHOB, KOTOPEIE, B CBOIO OYEpEb,
MPUBOJST K THITIOTOHAIU3MY. AHOCMUS SIBIISICTCS CIIC/ICTBH-
€M TUIOIUIA3UH HJIHM aIula3uil OOOHATENBHBIX (0Jb(aKkTop-
HBIX) JYKOBHII U OOOHSTEIBHOTO TpakTa [37].

Cungpom IlunHepa — pezaxas BpoxAEHHAsT aHOMAIHS
pasBUTHUSA, XapaKTepu3ylollascs TPHAIOd MpPU3HAKOB: Ha-
JMYUEM KHUCTBI CEMEHHOIO Iy3bIpbKa, HIICHIIATEPaIbHOM
artasued nouku uinu Arll u o6cTpyKiueil ceMsaBbIHOCSIIE-
rO TPOTOKa. DTa aHOMAIUs MPOTEKAET, KaK MpaBwio, Oec-
CUMIITOMHO W TIPUBOJIUT K TPO3HOMY OCIIO)KHEHHIO — MYXK-
ckomy Oecrutouio [7, 38—40].

Cungpom  Maitepa—Pokuranckoro—Krocrepa—Xayse-
pa (CMPKX) mpencrapisier coboil HapyLieHHe BHYTPHY-
TPOOHOTO Pa3BUTHUS MIOJUIEPOBBIX IMPOTOKOB, IIPHUBOJIIIEE
K alula3uyl Biaraiuiua u marku. JuarHoctupyerca y 1 u3
4500-5000 HOBOpOXAEHHBIX neBovek [7, 15]. Bwigemstor
Tpu BapuanTa CMPKX: tTunuynas ¢popma (tum A) — xapax-
TEPU3YeTCsl areHe3uel MaTKW U BIIarajiviia Ipyd HOpMallb-
HOM CTPOCHHH SUYHUKOB M MaTOYHBIX TPYO (64%); aTummmd-
Has ¢opma (Tur B) — BKimrodaeT B ceds MOTHOE OTCYTCTBHE
MaTku W Biaranuia, Arll, Bo3aMoxxHa TUCHYHKIUSA SUUHH-
koB (24%); accoumarust MURCS — marka u/uiu Biaraiu-
e oTcyTcTBYeT, ATIl, BO3MOXKHBI TUCQYHKIHUS IMYHUKOB,
ckenetHbie gedextsl (12%) [41, 42].

3akiroueHue

I'eHuTaNBHBIE aHOMAIMK BCTPEYAIOTCS TPH OHOCTOPOH-
Heit Arll varite, yem npu Jr000M JPYTOM THIIE TIOPOKOB MOYe-
BBIJICTIUTENILHON CHCTEMBI. Te MOPOKH Pa3BUTHS, KOTOPBIE 00-
YCIIOBIIEHBI OTCYTCTBHEM WIIM aHOMaJIHeH Me30He(hpaIbHOro
NpOTOKa, MPUBOIAT K Arll n uncunarepaabHbIM aHOMATUSIM
MIOJIOBBIX OpraHoB. B pesynerare TecHOl 3mOpuoreHeTHue-
CKOM CBSI3M MOUYEBOM U MOJIOBOM CHCTEM 4YeJIOBEKa aHOMAJIMH
pa3BUTHA OPraHOB MO4EBOI cucTeMbl B 33% citydaeB cBs3a-
HBI C TIOPOKAMH PA3BUTHSI TTOJIOBBIX OPTaHOB, YTO B AaJIbHEH-
IIIEM MOXKET MPUBOANTH K PA3BUTHIO OECTIIIONNSI.

BonbuImHCTBO MOPOKOB Pa3BUTHSI U CHHIPOMOB IPOTEKA-
0T y JieTeif 6€CCHUMIITOMHO JI0 TTOJI0OBOTO co3peBaHus. Upes-
BBIYaHO Ba)KHO TIIATENILHO HAOMIOAATh AeTeH, POXKAEHHBIX
¢ ogHOoCTOpoHHEH Arll, 11 UCKIIOYeHUSs! COMyTCTBYIOILUX
MopokoB W aHoMainmid pa3Butus. C omHocToponHed ArIl
MOTYT COYETaThCSI MOPOKH HE TOJIBKO MOYEIIONIOBOTO TPaK-
Ta, HO M JIPYTHX OpPraHHBIX cucTeM. ClienoBareinbHo, Maln-
€HTBI, Y KOTOPBIX BBISIBIIEHA OAHOCTOPOHHSS ATII, MOMKHBI
BBI3bIBATh HACTOPOKEHHOCTh y KIIMHUIIMCTOB.
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