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Pestome. B knuHuueckoll npakmuke spayeil ypoio208 u Heppoioco8 anoMAIuAMU pa36uUmus
NPUHAMO HA3bI8AMb CIMPYKMYPHbLE U/UlU YHKYUOHATIbHbIE OMKIOHEHUs OP2AH08 MO4e8oU U NoJlo-
801 cucmem, 00YCl081eHHble HaAPYUleHUeM IMOPUOHANbHO20 pA38Umus. 3Ha4umenbHulil pocm Yuc-
J1a BPOACOEHHBIX NOPOKOS MOdHCem Oblmb 00YCI08IeH MeM, YMmo 8 IMOpuoceHese NoYKa A6IAenCsl
OP2AHOM-MULLEHbIO OJis B030€UCMBUS PA3IUYHBIX NO XAPaKmepy No8pexcoaroumux hakxmopos, cpe-
OU KOMOpPwvIX 0COD0E MeCmo 3aHUMAIOM Npuem JIeKapCmeeHHbIX NPenapamos u COMamuieckull
cmamyc mamepu . Hapywenue anmenamansrno2o pazeumusi nouex yacmo Moxicen co4emamucsi ¢
NOPOKAMU PA3BUMUS HUINCHUX Movesbix nymeu . Jlannoe cocmosanue uacmo Hazwvigarom CAKUT-
CUHOPOMOM, 8 Pa38UMuUU KOMoOpo20 uzpaem pofb couemanue mymayuu 2eHos. B oannoii cmamove
Mbl ONnUCHIBAeM OONLULUHCIBO BPONCOEHHBIX AHOMANUL NOYEK U MOYe8blX nymeu. 3HauumenbHoe
VAyuuleHue aHmeHamaibHol OUAeHOCMUKU NOPOKO8 PA38UMUsL MAKdice CnOCOOCMB08AI0 Yeelude-
HUI0 0aHHo2o nokasamens. Ilonumanue npoyecca smoOpUOIOCUU MOUENOTIO8bIX OP2AHO8 NO3BONSAEM
C80€8peMeHHO OUACHOCMUPOBAMb HAPYWEHUS 8 CUCeMe Mamb-n1ayeHma-nioo.

Knrouegvie cnoea: anomanuu pazeumus; 8podcoeHHble NOPOKU PA3BUMUSL, OP2aAHbl MOYegbl-

oenumenvHou cucmemul, smopuozeres;, CAKUT.
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EMBRYOLOGICAL ASPECTS OF CONGENITAL ANOMALIES
OF THE KIDNEY AND URINARY TRACT (CAKUT): REVIEW
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Abstract. In clinical practice, urologists and nephrologists abnormalities called structural
and / or functional abnormalities of the urinary and reproductive systems, caused by disturbance of
embryonic development. A significant increase in the number of birth defects may be due to the fact
that in embryogenesis kidney is the target organ for exposure to various damaging factors in na-
ture, among which a special place is occupied by medication and physical status of the mother. Vi-
olation of prenatal development of the kidneys can often be combined with defects of the lower uri-
nary tract. This condition is often called CAKUT in the development of the role played by the com-
bination of gene mutations. In this article, we describe the majority of congenital anomalies of the
kidneys and urinary tract. Significant improvement in antenatal diagnosis of malformations also
contributed to the increase in this indicator. Understanding the embryology urinary organs allows
to diagnose disorders in the mother-placenta-fetus system.

Keywords: abnormalities; congenital malformations; urinary system; embryogenesis;
CAKUT.

BBenenne. CrieKTp BpOKICHHBIX aHOMAJIMM MOYEK U MOYEBBIX IyTEW YpPE3BbI-
YailHO MIMPOK M BAPBUPYET OT JIETKUX U OECCUMITOMHBIX MOPOKOB, TAKUX KaK Y/I-
BOCHME MOYETOUYHMKA JIO TSKEJBIX, TOAYAC HE COBMECTUMBIX C JKM3HBIO, TAKMX KaK
JIBYCTOPOHHSISI IOYEYHAs areHe3usl Wi Juciuiasus. B pesynbrare TecHOM sMOpHore-
HETUYECKOW CBA3M MOYEBOU U IMOJIOBOM CHCTEM YEJIOBEKAa aHOMAJIMU PA3BUTHUS Opra-
HOB MoueBoi cuctembl (OMC) B 33% ciydaeB CBsI3aHbI C HOPOKAMHU PA3BUTHSI TIOJIO-
BBIX OPTaHOB, YTO B JaJIbHEHIIIEM MOXET MPUBOIUTH K pa3BuTuio Oecruionus. B 06-
IEM 4YMCIIe opaxkeHui anomanuu pa3putus OMC cocTaBisitor B cpeaHeM 25% ot
00IIIero 4nciia BceX TeHETHYECKUX MOPOKOB, TMarHOCTUPYEMBIX BHYTpHYTPOOHO [1].
Bpoxnennsie nopoku paszButusi (BIIP) mouenonoBoit cucTeMbl - OoJlHa W3 CaMbIX

MHOTOYHMCJICHHBIX T'PYIII BPOXICHHBIX aHOMaHHﬁ, BKIIIOYAIOMHUX IMOPAXKCHUEC TTOYCK,
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MOYETOYHUKOB, MOYEBOTO MY3bIPs, YPETPbI, a TAKKE MYKCKUX U )KEHCKHX T'€HUTa-
JIAH.

O BO3MOXKHOCTH OJJTHOBPEMEHHOTO Pa3BUTHSI BPOXKJICHHOW aHOMAJIUU 10 Y€K U
HUKHUX MOYEBBIX IyTeH ObLII0 coob11eHo B pykoBocTBe [IbiTens A .A. u [Nomurop-
ckoro C.J0. [2]. B 1998 roay E. Yerkes u H. Nishimura Obu1 npeasioxkeH TepMUH
CAKUT (congenital anomalies of the kidney and urinary tract) — BposkeHHbIC aHO-
MaJiiy MOYKU U MOYEBOIO TpakTa. B cBOEM HCCle0BaHNH aBTOPHI ONMCAIIN BIIMSIHUE
AHTHOTEH3WHA B (DOPMUPOBAHUH BPOKICHHBIX aHOMAJIUH ITOYEK M MOYEBOTO TPAKTA Y
MbllIe 1 y yenoBeka [3]. B Hactosimee Bpemsa Ha ponto CAKUT-cunapoma mpuxo-
nutcst okoio 30% Bcex anomanuil pazsutua OMC u 10 50% Bcex ciydaeB Najbliu-
pyeMoii a0JJOMUHAIIBHOM MacChl Y HOBOPOXJAEHHBIX [4, 5]. YacToTa MaHHOTO CHH-
npoma coctasiisger 1 ciryuait Ha 500 HOBOPOXKICHHBIX [6].

CAKUT mosker ObITh KaK COCTAaBHOW YaCThIO PA3IMYHBIX MYJIBTUOPTAHHBIX T €-
HETUYECKUX CHUHJIPOMOB, TaK U CAMOCTOSITEJIbHBIM MOpakeHueM. B cocraBe npyrux
reHetndeckux cuHApoMoB CAKUT omnucan npubnusurensHo npu 500 MynbTHOp-
TaHHBIX CUHJIpOMAax, KaKk HalpuMep, CUHAPOM MOYEUHOr0 KMCTO3a U CaXapHOIo JAua-
oera [7]. [lo nanaeim Renkema K.Y. u coaBt. n0 10% wu3onupoBaHHbIX (GopM
CAKUT-cunzmpoma MOTyT OBITH COIpPSDKEHBI C HACJEICTBEHHBIM (akTopoM. B
OOJIBIIIMHCTBE CIIy4aeB CeMEHHbIX (PopM y OMuKaWIIUX POJCTBEHHUKOB COCTOSIHUE
nporekaeT 6eccumnToMHO [8]. K curapomy CAKUT oTHOCAT mOUeYHYIO AUCIUIA3UIO
c/6e3 runorazud, OOCTPYKUHMIO MOYEBOrO TPAKTa W MY3bIPHO-MOUYETOYHHKOBBIN
pedirokc (IIMP) (Tabauua 1).

K ocHoBHbiM mpuunHam pazutusi CAKUT-cuHIpomMa OTHOCAT OJHOBPEMEH-
Hyto mytaruio reHoB PAX, u EMX,. UccrnenoBanusi mokazajin OTCyTCTBHE TO100-
HOM MyTall¥ TEHOB y 3/I0POBBIX SMOPHOHOB MBIIICH U y YEJIOBEKA, IPUUEM y JIIOACH
o0a rena HaxoATca Ha xpomocome 10 q u ux MyTaIusi COPOBOXKIAETCS MMOTHOU [T €-
cTpykuueit xpomocomsl [9]. M3yuus ponb PAX; B pazButun OMC, Chuary Ya. npu-
IIeJT K BBIBOJY, UTO OTPHUIIATEIHHOE BIMSHUE HA He(PpPOTeHE3 OKa3bIBACT B3aMMOOT-

HOILIEHHUE UCCIEAYEMOr0 reHa C TAKUMHU TPaHCKPUIIMOHHBIMU (pakTopamu, kak Gdnt,

Ret, SHH, Wnt4, Fgt [10].
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Ta6auua 1. Crpykrypa CAKUT-cunapoma.

ITouka MoueBble yTH

AreHes3us IOYKU AreHes3ust — OTCYTCTBUE TPEYroJbHUKA MOUYEBOI0O Iy3bIPs

Jucnnasus nodku (B ToM yucie kuc- | CTeH03 NPUIIOXaHOYHOI'O OT/ea MOYETOYHUKA
TO3Hasl U MYJIbTUKUCTO3HAsL)

['mnonasus no4yku Merayperep

Y aBoeHue coOupaTenbHOM CUCTEMbl | 3aHUMN KJIallaH YPETPhI

[TonkoBooOpa3Has moyka [Ty3bIpHO-MOYETOYHUKOBBIN pedIroKC

JIJIsl TTOMHOTO TOHUMAaHWS TPHYWH BO3HHKHOBEHHUS BPOKICHHBIX AHOMAJIHA
Pa3BUTHSL Mbl CUMTAEM I€J€CO00pa3HbIM KPATKO HM3JI0KUTh OCHOBHBIE ATAalbl HM-
opuorene3a OMC [11].

BayTtpuyTpoOHOE pa3BuTHE YeOBEKa MpojaokaeTca B cpeaHeM 280 CyTOK, B
TEYCHUE KOTOPBIX MPUHSTO BBIACIATH TPU MEpUoa: HadanbHbIN (1-5 HEM.), 3apoibl-
meBbIi (2-8-1 Hen.), mmoaHbIN (¢ 9-i Hen. pa3BuTHSA 10 pokaeHus). K kKoHIy 3apo-
IBIIIEBOTO TEPHOJa 3aBEPIIASTCS 3aKJIaJKa OCHOBHBIX SMOPHOHATBHBIX 3a4aTKOB
TKaHel u opraHoB. B mpoliiecce sMOproreHesa ueiaoBeka nociae0BaTelbHO 3aKiIa lbl-
BalOTCS TPH MAPHBIX BBIICIUTEIBHBIX OpraHa: TepeaHss MovKa WK mpeamnovka (Pro-
nephros), mepBuuHas mouka (Mesonephros) m mocrtosiHHas (OKOHYATEIbHAS) MOYKa
(metanephros).

[Ipeanouka oOpazyercsa u3 nepenHux 8-10 cerMeHTHBIX HOXEK (HEPPOTOMOB)
ME30/1€pPMbl U COCTOUT M3 SIUTEIHAIBHBIX TPYOOUEK, OJJMH KOHEL KOTOPBIX CJIENO
3aMKHYT, a Ipyroi KoHel| oOpalieH B CTOPOHY COMHUTOB, TJl€ KaHAJIbIIbI, OOBHEANHS-
ach, (popmupyroT me3oHebpanbHbli (BombhoB) mpoTok. Y 3apojbiimia denoBeka
Ipeanoyka He (PyHKIMOHUPYET B KaueCTBE MOUEoOpa3yoIllero oprana 1 BCKope Imo-
CJIe 3aKJIaIK{ TOoJBepraercs oOpaTHOMY pa3BHTHIO. Me3oHehpalbHBIA MPOTOK CO-
XPpaHsIeTCs ¥ pacTeT B KayJaJIbHOM HAINpaBJICHUHU.

[lepBuunas nouka Gopmupyercsa u3 6oJbLIero yuciaa HeppoToMoB (10 25), pac-
MOJIO’)KEHHBIX B OOJIACTH TyJOBHUIIA 3apojblima. C TeueHHEeM BpPEMEHU CETMEHTHBIS

HOXKH OTACIIAIOTCA OT COMHTOB H CINNIAHXHOTOMA M IIPCBpAIIarOTCA B CJICIIBIC Ka-

50



BECTHUK YPOJZIOTUN x 2015, Ne2 @ UROVEST.RU

HaJIbLIbI IEPBUYHON MOYKH. KaHaNbIbl pacTyT MO HAIPaBIEHUIO K ME30HE(pAIbHOMY
IPOTOKY M OJTHUM KOHIIOM CJIMBAIOTCS ¢ HUM. HaBcTpedy K ApyromMy KOHIy KaHallb-
112 MEPBUYHOM MOYKH PACTYT COCYABI OT aOpThl, KOTOPbIE pacnagaroTcs Ha KamuJl-
nsipHbIe KiyOouku. KaHanen cBOMM clienbIM KOHIIOM 0OpacTaeT KalWJUISIPHBIN KITy-
O0ouek, oOpasys karcyiny kiyoouka. KamminsipHele KIIyOOUKM M Karcysbl BMECTE
GopMuUpyIOT MOYeuHble Tenblia. BO3HMKIIMI MpU Pa3BUTUU MPEANOYKH ME30HEe]-
paJbHBIN IPOTOK OTKPBIBAETCA B 338JHIOI0 KUIIIKY.

3akiiagKa OKOHUYATENbHON MOYKU MPOUCXOIUT Ha 2-M MEC. BHYTPUYTPOOHOTO
pPa3BUTHS, HO OKOHYATEJIbHOE €€ Pa3BUTUE 3aBEPILIACTCS JIMILD MTOCJE POXKICHUS pe-
OeHka. OTa moyka oOpa3yercs U3 JIByX HUCTOUYHUKOB - ME30HE(PPATIbHOIO MPOTOKA U
He(porenHoi Tkanu. [locnenHss npeacraBisieT cOOON HE pa3eIeHHbIE HA CErMEHT-
HbIE HOXKKHM YYaCTKH ME30JepMbl B KayAaJIbHOM 4acTu 3apobiima. MezoHnedpaabHblii
IIPOTOK PACTET MO HAIMPABICHUIO K HEPPOIrEHHOMY 3a4aTKy, U U3 HETO B JaJIbHEHUIIIEM
(hOpMHPYIOTCS MOYETOYHHUK, NIOUEYHAS JIOXaHKa C MOYEYHBIMHU YallKaMH, a OT IMO-
CJIEIHUX - BO3HHUKAIOT BBIPOCTHI, MpEBpallaronuecs B coOUpaTeabHble MPOTOKU U
TPyOOUKH. DTH TPyOOUKH UTPAIOT POJIb UHIYKTOPA MPHU PA3BUTUU KaHAJIBIEB B HE(]-
poreHHoM 3avatke. M3 mocnenHero o0pa3yroTcs CKOIUIEHUSI KJIETOK, KOTOpbIE Ipe-
BpalalOTCsl B 3aMKHYTbhIE€ My3bIpbKU. Pa3zpactasce B IJIUHY, My3bIPbKHU MIPEBPAILAIOT-
Csl B CIICTIBIE TTIOYEUYHBIC KaHAJBIIbI, KOTOPBIC B MPOIIECCE POCTa S-00pa3HO M3rHOArOT-
cda. [Ipu B3aMMOAEHCTBUM CTEHKH KaHAJIbLA, MPUJIEKAIIEH K CICIOMY BBIPOCTY CO-
OupaTenbHON TPyOOUKH, TPOUCXOIUT O0BEIMHEHUE UX MPOCBETOB. [IpOoTUBOMOIIOK-
HBII CIenoi KOHEI| MOYEYHOTO KaHalblla TpruoOpeTaeT BUJ JBYCIOMHOMN Yalliu, B yr-
nyOJeHrne KOTOPOM BpacTaeT KiIyOOdeK apTepHalbHBIX KamWUIIpoB. 3aech (GopMu-
pPYETCsl COCYAMCTBIM KIyOOUeK MOYKH, KOTOPBIM BMECTE C Kalcyjiaol oOpasyer Io-
yeyHoe Tenbile. O0pa3oBaBIINCh, OKOHYATEIIbHAS TTOUYKA HAYMHAET OBICTPO PACTH U C
3-r0 MecC. OKa3bIBACTCS JISKAIICH BBIIIE NMEPBUYHON MOYKHU, KOTOpasi BO BTOPOU IIO-
JIOBUHE OEPEMEHHOCTH aTpodupyeTcs.

Bo3zaeiictBue HeOmaronpusaTHpIX (HaKTOPOB HA OPraHU3M OCPEMEHHOMW >KEHIIU-

HBI B 3apOAbIIIEBbIN niepro] (¢ 4 mo § Hel.) MOXKET MPUBECTU K areHe3uu MOYeK U
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MOYETOYHUKOB, SKTOIUN YCThsI MOYETOYHUKA, 0Opa30BaHUIO OTIOJHUTEIHLHOTO MO-
YETOYHHUKA CO CJICTIBIM KOHIIOM WJIM CJ1a00 Pa3BUTON MOYKOM.

BoszneiicTBue pa3nuyHbIx HEOIAronmpusITHBIX (QakTopoB Ha 9-12 Henm. pa3BUTHUS
MOXXET MPUBECTH K (POPMUPOBAHUIO PETPOKABAIBLHOIO, PETPOMIMAKAIBLHOTO MOYe-
TOYHUKA, TE€TEPOJOKATILHOW AUCTONHUHU MOYEK U MOYETOUHUKOB, SKTOIMHUHU YCThsI MO-
YETOYHUKOB, (JOPMUPOBAHUIO CYKCHUN WM KIAMAHOB PA3IMYHBIX OTACIOB MOYe-
TOYHHUKOB, HEJIOCTATOYHOCTU CKIIAJIOK CIU3UCTOM YCThSi MOYETOYHUKOB, BPOXKICH-
HOMY HEJOpPa3BUTHUIO UM OTCYTCTBUIO MBIIIEUYHOTO CIIOSI, BHICOKOMY OTXOXICHUIO
MOYETOYHHMKA OT IOYEUHOU JIOXAHKHU.

B mnoansiit nepuon (¢ 13-it Hepenn) BO3MOKHO (POPMUPOBAHUE HU3BUIMCTOCTH
MOYETOYHHUKA, €r0 U3rH00B, YKOPOUCHUS, YIJIMHEHUS, qucOaIaHca COKPATUTEIbHOM
(GYHKIIMU, BPOKICHHONW HEIOCTATOYHOCTH MHHEPBAIMOHHOTO amnmnapara v JUCIUIa3uu
MoueTOYHHKA [12].

OHTOreHEeTUYECKUE MEXAHU3MBI, JISKAIIIKE B OCHOBE 3THOJIOTMU aHOMAJIMM pas-
Butusg 1 CAKUT-cunapoma sBisitoTcs MHOTO(DAKTOpHBIMU. MHOTHE U3 HUX OBbLIU
MOJTYYEHBI ITyTEM BCKPBITHS YETOBEYECKUX SMOPHUOHOB, IPYTHe — B DKCIIEPUMEHTE Ha

*KUBOTHBIX. [ToipoOHas Ux XapaKkTepucTHKa MpeacTaBieHa Ha pucyHke 1 [5].

| Iepsnunbiit nedexr B | :
nudgdepeHnMpoBKe H ey p Me3eHXHMa 1
! mouerouHuka (JAM) | |

Iepsnunbiit pnedpexr B audpepeHumnposke :
meTtanegpoca (JAMmu) |

IoBpexxaeHHbIi curuan
mexny auddepenuuposkon
MOYETOYHHMKA U MeTaHedpoca

SN\

DKTONUS MOYETOYHHMKA Hapywenue Hedpporenesa IMocTosinHas neperopojka

Hapymenuc MOYETOYHMKA U

pocTa cocyoB

_________ |
| Tepprunrii aedexr |
| B PASBUTHH COCY0B |

AHoOMaIMM MOYeTOYHHKA (CTeHo3 / aTpe3us / merayperep/ [——————————————= AHOMaIMM MOYKH (runonyiazus /
KJIaNaH ypeTpsl) ¥ Ny3bIPHO-MOYETOYHMKOBBIN pedJiiokc O6pamnoe dasaenue Aucniasus / ruaponedpos)

Puc.1. OnTorenernueckue ocHoBbl popmupoBanuss CAKUT-cunapoma.

[IyHKTHpHOM CTpENKON yKa3aHa NEPEKPECTHAs aHOMAJIHSL.
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Marepuajbl 1 MeTOAbI. bbUTM MpoaHaTU3UPOBaHbl UCTOYHUKHU B AHTJIOSI3bIY-
HOW JIMTEpaType, MOUCK KOTOPBIX MPOBOAMIM 10 OazaM manHbix Cochrane Library's,
Medline (Pubmed, BioMedNet), Scopus u BIi0SiS, ucCHoaB3ysl KIIFOUEBBIE CIIOBA
«aHOMAJIMU PA3BUTUS, «BPOKIACHHBIC MOPOKH pa3ButTus», «CAKUT», «ambpuore-
HE3 OPraHOB MOYEBBION CUCTEMBDY.

O0cyxnenne. IlposiBienne BpoxaeHHbIX nopokoB OMC, B TOM uyucie
CAKUT-cunpoma, TOCTaTOYHO TOJHO OTPaXEHO B MUPOBOM JIUTEpAType, OTHAKO
JaHHBIM aHOMAJTUSIM XapaKTepHbI 0COOEHHOCTH, KOTOPHIE 0 KOHIIA HE u3y4eHbl. Ha-
MpUMeEp, TAKUE AHOMAIMM KaK CTEHO3 JIOXaHOYHO-MOYETOYHHKOBOIO CErMeHTa
(JIMC), atpe3ust © MyJIbTUKUCTO3HASI AUCIIA3HUs TOYKHU YaIlle BCETO SIBJISIOTCS OJIHO-
CTOPOHHUMU; MPEHATAIbHBIN THAPOHEPPO3 HOBOPOKACHHBIX, CBA3aHHbIN ¢ [IMP u
NEPBUYHBIM METAypETEPOM B TOJIABIIAIONIEM OOJIBIIMHCTBE HAXOAAT Y MYK4MH [13,
14]. HexoTopble U3 ONMUCAHHBIX aHOMAJIHI YaCTO Pa3BUBAIOTCSA OAHOBPEMEHHO [15].
Hanpumep, runomiasus u aucrasus yacto conpoBoxaarorcs [IMP ninm creHo3zom
JIMC, arpe3ueii urcuiaTepalbHON WM KOHTpaJlaTepaIibHON MOYKHU.

CambIM pacnpocTpaHeHHOW BpoxkaeHHoW aHomanuein OMC sBnsieTcs yosoenue
MOYEemOYHUKA, KOTOPOE MOKET OBbITh MOJHBIM W HEMOJHBIM. HemomHoe ynBoeHue
4acTO MPOTEKaeT BMECTE C pa3JIBOCHHMEM dalieuHo-ioxaHouHoi cuctemsl (UJIC).
BonapmIMHCTBO cilydaeB MpOTEKaeT OECCUMMITOMHO, OJHAKO PUCK HMH(DHUIIMPOBAHUS
BEPXHHMX MOYEBBIX TyTel Bo3pactaeT B 20 pa3 [16]. Atwell J.D. u coaBt. npu o6cie-
noBanun 30 neTeil ¢ HEeMOJIHBIM YJBOCHUEM MOYETOUYHMKA MPHUIILUIM K BBIBOIY, YTO
JaHHAsl aHOMAJIMSI HOCUT ayTOCOMHO-JOMUHAHTHBIA TUI HACJIEIOBAHUS, MOCKOJIBKY
110 66% POJACTBEHHUKOB MEPBOM CTENIEHU POACTBA UMEJIM TaKOE K€ nmopakeHue [17]

O6cmpykyus JIMC sBnsieTcs HauboJiee 4acTol MPUUYUHON aHTEHATAIBLHOTO TH/I-
poHedpo3a u Bcrpeyaercs ¢ gactoroid 1 Ha 1000-1500 HOBOpOXmeHHBIX [18]. U3
BCEX M3BECTHBIX MPUYHMH PA3BUTHS JIAaHHOW aHOMAJINH OOJBITMHCTBOM aBTOPOB BHI-
CKa3bIBACTCS MPEIINOJIOKEHUE, YTO HEMOJIHAs MYCKYJApU3alusi MOYETOYHHUKA U
YpEe3MEPHBIN aroITo3 rIaJKOMBIIIEYHBIX KIETOK SIBJIIOTCS OCHOBHBIMH [ 19, 20].

B ciydae cpaiiieHrs HUPKHHUX MTOJIFOCOB TOYEK MPOUCXOIUT 00pa30BaHUE NOOKO-

8000pa3HOU NOYKU, PACTIONIOKEHHON B OOJBIIMHCTBE CIy4yaeB HUXKE, 4eM 00bIYHO. B
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PEAKUX CIydasx HAIMYUE MOAKOBOOOPa3HOM MOYKH CBsA3aHO ¢ oocTpyknueit JIMC u
UH(GUIMPOBAHUEM MOYEBBIX IyTEH, reMarypueil u nanbnupyeMon abIoMUHATBHOU
Maccoil. OJHUM W3 HAWIYYIIMX BapUAHTOB JICUEHUSI JTAHHOW aHOMAJUU SIBISETCS
TpaHCIEPUTOHEATbHAS JIATAPOCKONMYECKasi MUEIOMIaCTHKA, TO3BOJIAIONIAs JeTalb-
HO paccMoTpeTh YJIC mouku u HaIu4Yue aHOMaIui MOYEUHBIX COCy10B [21].

Knanawn 3aomeii ypempwi cuntaercsa Hambojee pacnpOCTpaHEHHOW NPUYMHON
OOCTPYKIIMM HM)KHUX MOYEBBIX IMyTEH Y HOBOPOXKJICHHBIX U 3MOPHUOHOB MYkKCKOTO
nona [22]. C njaHHBIM NOPOKOM Pa3BUTHSI YACTO OIMKCHIBAIOT CHUHIPOM CIUBOBOTO
KUBOTA, KOTOPBIN 0 4acToTe BcTpeuaemocT cocrasisieT 3,8 Ha 100 000 HOBOpOXK-
JEHHBIX MY)KCKOTO I0J1a M XapaKTEPHU3YETCA BPOXKIAEHHBIM OTCYTCTBUEM, HEIOCTA-
TOYHOCTBIO WJIM THIOIUIA3UEN MBI OPIOITHON CTEHKH B COUYETAHUU C METal[UCTH-
COM, PACIIMPEHHEM MOYETOYHHUKOB M NPOCTATHYECKOIO OTAENA YPETPhI, & TAKKE
JIBYCTOPOHHUM KPUOTOPXU3MOM. OJHUMH U3 BO3MO>KHBIX METOJIOB JICUCHHUS B JIaH-
HOM CHUTyallud SBJISIETCS BBINIOJIHEHUE IMy3bIPHO-aMHUOTUYECKOTO IIYHTHUPOBAHUS
VI BBIMOJHEHUE BE3UKOIICHTE3a MOCie PokaeHUA. OTINYUTEIbHON 0COOEHHOCTHIO
ABJISIETCS] XapaKTEPHbIA MOPLIMHUCTBIN BU]I TIEpeIHEN OpIOIIHON CTEHKH MOCJE OIe-
paiuu, JaBIIMi Ha3BaHUE ATOMY CUHApoMY [23, 24].

B GonpImmHCTBE ciiydaeB MPOSIBICHUE 0OCMPYKMUBHOU nodeunol oucniazuu (B
YaCTHOCTH, METaIlMCTUC) MOXET ObITh OOHapykeHo npu Y3U miioja, Toraa Kak pac-
MIUPEHUE MOYETOYHUKA, YallleueK WJIM JIOXAaHKH MOKET OBITh 3arojJI03PEHO TOJIBKO
MpU THIATEILHOM O0O0CieIoBaHUU. ['HcToMornueckas KapTuHa MOXKET ObITh pa3iidy-
HOM B 3aBUCHMOCTH OT CpPOKa BHYTPUYTPOOHOW OOCTPYKIIMH M BKJIIOYAET CKATOE
MO3TOBO€ BEIIIECTBO B PE3yibTaTe U30BITOYHOTO THAPOCTATHUECKOTO JABICHUS, CO3-
JTaBa€MOTO HAaKOTUICHHOM MO4Yoi B obOyiactu majoro Tasza [25]. K nHaubonee pacmpo-
CTPAaHEHHBIM M W3YyYECHHBIM CHHJIPOMaM MOYE€UYHOM NUCIUIA3UU (Tpymna [HIHOMATHI)
oTHOCAT cuHJpoM Mekkens-I'pyOepa, cunapom XKybepa, CHHIpPOM KOPOTKOro pedpa,
cunapom bapae-bunssa, cunapom acrienun uiu nojucriennd 1 VACTER-L.

Cunopom Mexxensa-Ipybepa ObIn BHEpBBIC ONMHMCAH HEMENKHM Ouosiorom F.
Meckel B 1822 romy. YactoTa mposiBiieHHsI Y HOBOPOXKAEHHBIX cocTanisier 1:9000.

CHHI[pOM, KaK IIpaBUjIO, MPUBOAUT K JICTAJIbLHOMY HMCXOJY B paHHCM ACTCTBC H3-34d
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TSXKEJIOW MATOJOTHH MOYEK M LUEHTPAIBbHOM HEPBHOM CHUCTEMBI U XapaKTEPU3YETCS
COUETAaHHWEM IMOJIMKUCTO3a MOYEK, AaHOMAIUKU Pa3BUTHs LIEHTPAIbHOW HEPBHOM cHC-
TeMBbI (3aThIIOYHOE 3HIedasomnesne), GUOPO3HBIX U3MEHEHUH IMEYCHU U ITOJIMIAKTH-
nuu [26] CuHAPOM SBIISETCS TEHETUYECKU F€TEPOTEHHBIM, ayTOCOMHO-PELIECCUBHBIM
3a0oneBanueM. B Hacrtosiee Bpemsi U3BECTHO OK0JIO 10 reHOB, MyTallud KOTOPBIX
MOTYT TPHUBOJIUTH K Pa3BUTHIO cUHApoMa, cpeau Kotopeix MKS1, TMEM216,
TMEMG67 u np.

Cunopom Kybepa - penkass ayTOCOMHO-PEIICCCUBHAs MATOJIOTHS, XapaKTepH-
3YIOIIAsiCS MOJHBIM OTCYTCTBUEM UJIM HEJOPA3BUTHEM YEPBS MO3KEUKA, YMCTBEHHOMN
OTCTAJIOCTHIO, TUCTPOUEH CeTUaTKH, INIa3HOM KOJI000MO, HUCTarMOM, IMOJIMIaKTH-
JYeld, KUCTO3HOM TMOYEYHOM JucIijiazuedl U BpPOXKACHHBIM (PuOpo3oMm rmeue-
Hu. Cungpom BriepBeie onucana M. Joubert B 1969 r. npu oOcnenoBaHun 4eThipex
HOBOPOXKJICHHBIX B OJHOM (hpaHIy3CKO-KaHAJICKOW cembe. PacrpocTpaneHHOCTh 3a-
OoJieBaHUsI MOYEK (KUCTO3HAsI TMOYEYHAs JUCIUIA3USl U TYyOYJOMHTEPCTULIMATBHBIM
Hedput) npu cunjgpome JKyOepa U CBSI3aHHBIX C HUMH HapyUIEHUN COCTaBISET B
cpennem 30% [27].

Cunopom Kopomkoeo pebpa — TEHETUUECKasl MaTOJIOTUs, TAKKE OTHOCSIIASICS K
rpynIe WIKONATUNA U XapaKTepU3YIOMasIcs HAIMYUEM KOPOTKUX pEOep, YKOpOUEH-
HBIX KOHEUHOCTEH, MOJIUJIAKTUINU U CMEPTHOCTHIO B pPaHHEM BO3pACTE BCIIEICTBUE
JbIXAaTEeJIbHOM HEIOCTATOYHOCTH. TPagulIMOHHO Pa3anuyaroT YEThIPE IMOJTUIIA 3TOTO
cunapoma: cuHapom Canawao — Hynana, cunapom Maesckoro (Majewski syn-
drome), cunapom Bepma — Haymosa (Verma-Naumoff syndrome) u cunapom bu-
mep — Jlanrepa (Beemer-Langer syndrome) [28]. ['ucromorudeckast KapTuHa MOYEK
cX0Xka ¢ TakoBoW mpu cuHapomax Mekkens-I'pydepa u Kybepa. bonabmmHcTBO Te-
HOB, aCCOIMUPOBAHHBIX C CHHIPOMOM KOPOTKOTOo pedpa, KOHTPOJIUPYIOT MpPOIiecc
uHTpadiareusipaoro Tpancnopta. Hanbonee mzydensl mytanmu B reHe NEK1 wu
TTC21B [29, 30].

Cunnpom bapne—bunns sBiuseTcs reHeTUYECKU TeTEPOreHHBIM 3a00JIEBaHUEM
u Bcrpeuaercs ¢ yactotor 1:120000 HOBOpOKIEHHBIX. XapaKTEPU3YETCsl HATUYHEM

KaK MUHUMYM I-IeTI)I]:’)éX N3 MCCTHU IICPBUYHBIX CHUMIITOMOB — OXHWPCHHUA, ACTpalda-
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MY CETYATKH TJa3a, MOJUIAKTHIINY, TTOJIMKUCTO3a MOYEK, TUTIOTOHAAU3Ma U 3aMe]I-
JIEHUsI YMCTBEHHOr0 pa3BUTHs. K BTOPHUYHBIMU CUMITOMAaM MOTYT OBbITh OTHECEHBI
nuaber, GpuOpPO3 MEeYeHH, aTaKCHsl, pa3IMYHbIE PACCTPONUCTBA PEUU, ACUMMETPHUS BHUC-
[EpPAJIbHBIX OPraHoOB, MATOJOrUsl 3yOOB, aHOCMUS U moTeps ciyxa. M3BectHo 18 re-
HOB, MYTaIlMH{ KOTOPBIX MOTYT MPUBOJIUTH K Pa3BUTHIO CUHApoMa [31].

B 1959 r. Ivemark B.L. u coaBT. ObIT omucaH BapHaHT HOYEYHO-NEUEHOYHO-
noodiceny0ouHoU oucniasuu 6 couemanuu ¢ acnierueti [32]. B Hacrosmee BpeMs B
auTepaType oTpaxkeHo He Oosiee 10 cooOIIeHN, OMUCHIBAIONINX JETEH ¢ TaHHBIM ay-
TOCOMHO-PEIIECCUBHBIM CHHAPOMOM, XapaKTypHU3YIOIIUMCS MYJIbTUKUCTO3HOW JHC-
TUTa3ued MOYKH, MEUYEHU U TOJKEITYOUHOMN JKelle3bl, HEOPA3BUTHEM JIETKUX, TOPO-
KaMH Cep/illa U B OOJIBIIMHCTBE CIIy9acB NPHUBOMAIINX K paHHEH MJIaJCHYCCKOU
cMepTHOCTU. Ha MOJIeKyJsIpHOM YpOBHE M3y4Y€HBI JIBa F€Ha, MyTallisl KOTOPBIX MPU-
BOIUT K pa3puTHio gJaHHOTo coctossars: NPNP3 1 NEKS8. Makpockonmudeckn oT4deT-
JIMBO BUJIHA MYJIbTUKUCTO3HAS TUCIIIA3Us MOYKu [33].

Accommanuss VACTER-L — rpynna codeTaHHbIX aHOMaJWil pa3BUTHs, Ha3Ba-
HUE KOTOPOH COCTaBJICHO W3 MEPBHIX OYKB MOPOKOB, BXOASIIMX B COCTaB CHHAPOMA
[34]:

-V (Vertebral anomalies) — anomanuu mo3BOHOYHHKA,

- A (Anal atresia) — aTpe3us aHyca,

- C (Cardiovascular anomalies) — nedekTsl TEperopogoKk U IPyrue MOPOKU
cepaua,

- TE (Tracheo-esophageal fistula) — TpaxeonwuiieBoIHBIA CBHI C aTpe3uei
MUIIEBO/IA,

- R (Renal defects) — anomanuu modek, Takue Kak areHe3us, AUCILIA3Us, TH/I-
poHedpO3; EAMHCTBEHHAS MTyTIOYHAs apTepHs.

- L (Limb defects) — nmedexrtsr nydeBoit kocTr — rumnomiasus | manapia wim
Jy4eBOW KOCTH, MpeaKCHaIbHas TOJUAAKTUINS U CUHAAKTHINA. BOIbITHHCTBOM aB-
TOPOM OTMEYAETCsl, YTO JIsl MOCTAHOBKU JMArHO3a HEOOXOUMO COUYETAHUE XOTS OBl

TPEX U3 NCPCUYHUCICHHBIX CUMIITOMOB. Omnmcannoe IMMOPpaXCHUC BCTPCHACTCA C 4aCTO-

toi 1 Ha 10000—40000 HOBOpOXIeHHBIX [ 14]
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BoiBoabI. BpoxxieHHBIE aHOMAIIMKA NTOYEK U MOYEBBIX MYTEH - TPYyIIIA COCTOS-
HUH C pa3quH0p"I CTCIICHBIO TAKCCTH, MHOTHUC U3 KOTOPBIX Tpe6YIOT MEKIANUCHOUILIN-
HapHOro mnoaxoaa jisd TOYHOH AVXArHOCTUKU W YJIYUIOCHUSA IMOCIICAYIOIICTO JICHC-
HMUA. Y‘{HTBIBa}I, 4TO MHOTI'HC M3 OIMHCAHHBLIX BPOKIACHHBIX aHOMaJIUM SBJISIIOTCS Ha-
CICACTBCHHBIMU, JOCTHXKCHHUA B HpeHaTaHLHOfI JUAarHOCTHUKCE, q)eTaHBHOﬁ XUPYpruu,
a TaKXKe HGHCHaHpaBHeHHOﬁ TCpalny MMO3BOJIAT YJIYUYIOUTH IIPOTrHO3 U KAYCCTBO KN3-
HH HOBOPOKICHHBIX.
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