Couerannbie IOPOKH pAa3BUTHA CEpALA U OPraHOB MOYEBOM CUCTEMbI y aereu

M.HU. Ymasamosa

LeTtckas pecnybnunkaHckas 6onbHMua, Maxadkana, JarectaH

Mixed malformations of the heart and urinary tract in children

M.1. Umalatova

Children’s Republican Hospital, Dagestan, Makhachkala

BpoxneHHbie AHOMAJIMY OYEK W MOYEBBIBOSIINX IYyTeld SIBJISIOTCS OIHOI M3 OCHOBHBIX MPUYHH TEPMUHAJILHOI XPOHMYECKOIl M0Yed-
HOIi HEIOCTATOYHOCTH Y AeTell. TAKoro poJa aHOMaJINMK YACTO COYETAIOTCA € BPOXKIECHHBIMM OPOKAMH CepILa, OHAKO CBEeJeHHI 0 pe-
aJIbHOIA PACTIPOCTPAHEHHOCTH COYETAHHO! MATOJIOTHH B HACTOSIIEE BpeMsl HEOCTATOUHO. PacTeT 00beM TaHHBIX, CBUIETEIbCTBYIO-
X 0 HAJTMYMY CBA3U MEXKTy BPOXKIEHHBIMI AHOMAJMSIMU MOY€EBOi CHCTEMBI H CEPILA, YTO MOKET F'OBOPHUTH B M0JIb3Y HATMYHS 001Eero
mexanuzma. IIpuBeneHa coBpeMeHHas OLEHKA PACHPOCTPAHEHHOCTH COYETAHMS IOPOKOB OPrAaHOB MOYEBOH U CepAeYHO-COCYAUCTOI
cucTeM, 000CHOBAHA HEOOXOIMMOCTD MPOBEIECHNUS TATbHEHIIMX UCCIIeI0BAHMIA B YKa3aHHOI 00JacTH.

Knrouegoie croga: demu, 8pocoertble AHOMAAUU HOYEK, 8DPONCOeHHble HOPOKU cepolya, pacnpoCmpaHeHHOCHb.

Congenital anomalies of the kidneys and urinary tract are one of the main causes of end-stage chronic renal failure in children.
These anomalies are frequently concurrent with congenital anomalies of the urinary tract and heart; however, evidence for the actual
prevalence of this comorbidity is lacking now. There is growing evidence that there is an association between congenital anomalies of
the urinary tract and heart, which may argue for the presence of a common mechanism. This paper gives a current assessment of the
prevalence of defects of the urinary tract and cardiovascular system and provides a rationale for the need for further investigations

in this area.
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POXIEHHBIE TIOPOKA OPraHOB MOYEBOM CUCTEMBI
U Cep/illa OTHOCSITCSl K YUCIIY aKTyaJlbHbIX MpoOjieM
KJIMHAYECKOW MEIULIMHBI U aKTUBHO H3y4yaloTcs Tepa-
MeBTaMu, XUpypramu, neavatpamu. B HacTosiiee Bpemsi
B CBSI3U C PA3BUTHMEM COBPEMEHHBIX MHCTPYMEHTAIBHBIX
METOLOB U pAHHUM CKPUHUHIOM B IIpe- U ITOCTHATAIBHOM
MEPUOJIE COYETAHHBIE TOPOKUA MOUYEBOIM CUCTEMBI U CEpALIA
BBISIBJISIIOTCS Bee yale. [TpuueM y aereit ¢ BpoxKIeHHbIMU
AHOMAJIMSIMU OPTAaHOB MOYEBOI CUCTEMBI Yallle, YEM B 00-
LLIEH TTOITYJIALIMU, BCTPEYAIOTCS [IOPOKHU CEPAECYHO-COCYIM -
CTO CHCTEMBI KaK B paMKax pas3IMYHbIX CUHIPOMOB, TaK
1 Ha HECUHIIPOMaJIbHOM YpoBHe. OHAKO /10 HACTOSIIIETO
BPEMEHU MTPOBEJEHO JINILb HEOOJIBILIOE YUCIIO UCCIIEN0BA-
HUI pacnipOCTPAHEHHOCTU TaKUX COYETAHHBIX MOPOKOB.
Cnenyer Takxke OTMETUTb 3HAUMTEIbHOE MpeobiagaHue
UCCJIEIOBAHUIA paCIPOCTPAHEHHOCTH aHOMAJIU MOYEBOI
CUCTEMBI Y IETEH € TIOPOKAMU CepLa Hal N3yYEHUEM pac-
MPOCTPAHEHHOCTHU ITOPOKOB CEPAEUYHO-COCYIUCTOM CUCTE-
MBI B IIOIYJISILIMU AETEN ¢ aHOMAJIMSMU OPraHOB MOYEBOM
cucremsl [1—4].
Teopuu o0mIEro maroreHesa
Cyl1ecTBYIOT pa3UyHbIE TUMIOTE3bI, TO3BOJISIIONINE
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O00BSICHUTD CBSI3b MEXJY MTOPOKAMU PAa3BUTHUS OPraHOB
MOUYEBOI U CepeuHO-cocyaucToil cucrteM. M3BecTHO,
YTO 3TU OpPraHbl Pa3BUBAIOTCS U3 OJHOTO 3apOjblllie-
Boro Jnuctka — me3onepmbl. Pod1 (kancynuH/3mnukap-
nuH/Tcf21) npeacrtaBiaseT coboii OCHOBHOU (akTop
TPAHCKPUMLMU CIIUpPaTb — METJsI — CHUpalb, JEMOH-
CTPUPYIOIIMIA BBICOKYIO CTEMEHb 3IKCIPECCUU B Me-
3€HXVMME DPa3BUBAIOIIMXCSI OPraHOB, BKJIIOYAsl MOYKH,
Jierkue, NullleBapuTebHbINA TpakT u cepaue [5]. Takum
o0Opa3om, HapylleHHe (GYHKUMOHUPOBAHUS TaHHOTO
dakTopa B mpouecce sMOproreHe3a MOXeT MPUBOJIUTH
K BO3HMKHOBEHUIO KaK BPOXIEHHBIX aHOMAJUi MOYeK,
TaKk 4 MOpoKoB cepana. Kpome Toro, B XoJe HECKOJIb-
KMX UCCJEeNOBAaHUI Ha XUBOTHBIX ObLIO TMPOJAEMOH-
cTpupoBaHo, 4To mytauuu reHoB PKDI1 unu PKD2,
KOIMPYIONIUX MOTUIIMCTUH | 1 2, MOTYT OBITh CBSI3aHBI
C BO3HUKHOBEHUEM MOPOKOB cep/lia MPU MOJTUKUCTO3E
mouex [6].

BpoxzaeHHble U HACIeACTBEHHbIE aHOMAJIMU OPTaHOB
MOYEBOU CHCTEMbl BKJIIOYAIOT B C€0sl IIMPOKHUIA CIEKTP
MOPOKOB — OT BbIPaXEHHbIX aHOMaIUi MopdoreHe-
33, 3a4acTyl0 HECOBMECTUMMBIX C XU3HbIO (Hampumep,
OwiarepajibHasi areHe3usi Moyek), J0 MEHee 3aMETHbIX
HapyIIeHU TTOYeYHOM (GYHKIUM (HampuMmep, KaHalb-
1eBasi 1UCcGhyHKIMS), KOTOPbIe 4acTO OOHApYXMBarOTCS
Ha 0oJjiee MO3IHUX 3Tanax, HO MPU HECBOEBPEMEHHOM
BBISIBJIEHUM MOTYT MPUBOIUTH K HEOOPATUMbBIM TOCHE[I-
ctBusiM [7—9]. HapyiieHusi pa3Butusi moyek BO3HUKA-

POCCUNCKWIA BECTHUK NMEPUHATOJIONMN U NEANATPUU, 6, 2011

47




10T BCJICICTBUE PA3TUIHBIX TIEPBUYHBIX WJTA BTOPHYHBIX
npuarH. OOCTPYKITUS B JIIO00I YaCTH MOYEBBIIETUTETb-
HOW CUCTEMBI MOXET IPUBECTH K Pa3pylICHHUIO TOYCY-
HOU IMapeHXUMBI, PACITUPEHUIO IIPOTOKOB U TMCTEHE3UH.
IMocencTBust paHHEW OOCTPYKIIMM MOYETOUHHMKA (CUH-
JIpPOM HEIOCTAaTOYHOCTHM MBIIIIL XXUBOTA — prune-belly
CHUHIPOM) SIBJISICTCS TIPUMEPOM BTOPUYHOTO BOBJICUCHUSI
nouexk [10—12].

[TepBUYHBIE aHOMATTMY TIOYEK MOTYT BO3HUKATh B pe-
3yJIbTaTe NeNCTBUS IIEHOTPOITHOTO TeHa, OIIMOKM CI0X-
HOTO Tpolecca BHYTPUYTPOOHOTO pa3BUTHS WIIU SIB-
JIATbCSl PE3YJBTATOM T'eHEepaJM30BAaHHOIO 3a00JieBaHus,
MOopakawIlero pas3iuyHble CTPYKTYpPhl W opraHbl [13—
17]. TTopoku MOryT ObITb U30JMPOBAHHBIMU WJIU COYE-
TaThCs C IPYTUMU aHOMATUSMU Da3BUTHS, a TAKKE SB-
JIATBCST YACTHIO PA3IMYHBIX CUHAPOMOB U XPOMOCOMHBIX
3aboneBaHuii [18—22].

CuHIPOMBI, BKJTIOYAIONINE B ce0s1 COYeTAHHOE TOpaxKe-
HUE OPraHoOB MOYEBOI U CepPAEYHO-COCYAUCTON CHCTEM

B nurteparype npuBOASITCS OMMCAHMSI HACJIEACTBEH-
HbIX 3a00JIeBaHUI C COYETAHWEM AHOMAIMI Pa3BUTUS
MoYeK U CepleYHO-COCYAUCTOM CUCTEMBI. Tak, Mpu CUH-
npoMe MapdaHa, TOMUMO KJIACCUYECKON TpHUaIbl TpH-
3HAKOB — M3MEHEHUs B OpraHax OMOPHO-IBUTATEIbHO-
ro anrmnapara, mopaxkeHue IJa3 U CepIeuHO-COCYAUCTOMN
CUCTEMBbI (ITpoJIalic MUTPAIBHOTO KJlalaHa, KaJlbLIMHO3
MUTPAJIBHOTO KOJIblIA, paclIUPEHKE JIETOUHOro CTBOJIA,
pacliMpeHue WIM pacciavBalolllas aHeBpu3Ma TIpyl-
HOI1 UK OPIOLIHOM aopThl), — YACTO OOHAPYKMBAIOTCS
BPOXIEHHBIE Ne(PEKTH MOYCBBIICTUTEITHHOM CUCTEMEI,
B YaCTHOCTH, YJIBOCHHUE TToYeK [23].

ApTepuonedyeHouHast AMCIIa3us AJTaXKusi peIcTaB-
JigeT co0oil HacieaCTBEHHOE ayTOCOMHO-IOMUHAHTHOE
3a0o0sieBaHKe, NMPU KOTOPOM BCTPEUaAIOTCsl TYOYJIOMHTEP-
CTUIIMAIbHAsT HebPOIIaTusT M areHe3W! TTOYKH, a TakkKe
CTEHO3 WM FMIOIIa3usl JIETOYHOM apTepuu, TeTpana
danno [24].

Cunapom MBeMapka — peJKoe HacjelCTBEHHOE 3a-
OoJieBaHUE, XapaKTepu3ylollleecs acIIeHUe WK MoIu-
CIUIEHMEH, HapyllleHueM (hOpMUPOBAHUS CEPIEYHO-CO-
CYAMCTOM CUCTEMbI (BPOXIEHHbII MOPOK Cep/lla CUHETO
TUMA), a TAKXKe HENMpPaBUJIbHBIM PACIIOJIOXEHUEM Opra-
HOB OpIo11IHO# nojiocTh. CylIeCTBYIOT JaHHbIE O COYeTa-
HUU TAHHOTO CUHAPOMA C areHe3uell ovek, cpalieHueM
U KUCTaMU TTo4eK [25].

Cunapom Kaypmana — MaxkKbiocuka BKIIOYaeT
B ce0sl TUIPOMETPOKOJIBIIOC C MOJUAAKTUINEH KUCTEi
u crorn. [lomumo ruapoyperepa u rugpoHedposa, 00-
HapyXUBAIOTCS APYrue MOPOKHW MOYEIOJIOBOW CUCTEMbI
(TIOTMKUCTO3 TIOYEK, YPOTCHUTAIBHBIN CHUHYC, YPEeTpO-
WY TY3bIPHO-BJIarAJIMILHbIE CBUIIM), aTakXe pa3Ho-
00pa3HbIe TIOPOKU pa3BUTHS cepaua [26].

Kapnuo-dauuo-kyranusiii cunapom (CFC) — re-
TeporeHHoe 3abojieBaHUE C BEPOSITHBIM ayTOCOMHO-
JNIOMUHAHTHBIM HacJieIOBAaHUEM, XapaKTepu3ylolleecs
3a[IEpKKON pOCTa U MICUXOMOTOPHOIO Pa3BUTHS, BPO-
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XIEHHBIMU TTIOPOKAMU CepIIia U AUCTUIA3UE SKTOIESPMBI
[27]. Cpeau aHOMaKii CO CTOPOHBI MTOYEK OMUCAHbI Ta-
KWe HapylleHWs, KaK MeOyJUIIPHBIA HehPOKaIBIIMHO3,
HedpoanuTUas, KUCTHI ovek [28]. BpoxaeHHble TOopoKu
cepala OOHapyXWUBAIOTCI MPUMEPHO Y 68% OONbHBIX.
[Ipu 3TOM CTEHO3 JICTOYHOI apTepyuy BBIsIBIsIeTCA Y 37 %,
nedeKT MeXIpeacepaHoi nmeperopoakn — y 35% u ru-
reprpodudeckast Kapmuomuonarus — y 11% [29].

Cunapom u JIXopmku BrepBble ObLT OMUCAH
B 1986 . KaKk peaKoe HapylieHUE Pa3BWTHsI, 3aTparupa-
Iolllee TPEThIO U YETBEPTYI0 3MOpHoHaibHbie ayru [30,
31]. BpoxaeHHBIE MOpPOKW cepialla Tpu JaHHOM CHH-
npoMme obHapyxkuBawoTcsa y 75—80% 6ombHBIX [32, 33].
Yamre Bcero BctpevatoTes Terpaga Pano, obmmii apre-
PUATBHBIA CTBOJI, KOAPKTAIlAsS MYTU aOPTHI W IeDEKTHI
MEXCKETYTOYKOBOM Teperopoaku. OMrcaHbl aHOMATUHT
MOYEBBIIEIUTEIFHON CUCTEMBI, BCTpevatontuecs B 31%
cilyyaeB, — areHe3us IMOYeK WJIM MYJbTUINCIUIA3US TI0-
yek [32, 33].

PacnpocTpaHeHHOCTh COYETAHHOI MATOJIOTHI

I[ToMrMO HacIIeICTBEHHBIX CTHIAPOMOB BCTPEYAIOTCS
CITOpaINYECKHe CIy9al COYETAaHHOTO TOPaXKeHWS Op-
TaHOB MOYEBOM U CEpICYHO-COCYIUCTOM cucTeM. Tak,
B XOJI€ SITUAEMHOIOTHYECKOTO UCCIIeIOBaHMS, TPOBEICH-
Horo G. Cocchi u coaBt. (1996), 6bITM TTPOAHATU3POBA-
HBl JaHHBIC O PACIPOCTPAHEHHOCTH IOPOKOB OPTaHOB
MOYEBOI CHCTEMBI 1 UX COYCTAHUSI C IPYTUMH ITOPOKaAMH
Pa3BUTHSI, a TAKXKE PACIIPOCTPAHECHHOCTH OTIPENETICHHBIX
XPOMOCOMHBIX HapyIIeHHWI TI0 TaHHBIM METUIIMHCKOTO
peectpa obnactu Emilia-Romagna (CesepHast Utanust)
IMER registry B nepuon ¢ 1981 mo 1990 r. [Topoku moue-
BOI CHCTeMBI OBITM OOHAPYXKEHBI y 1 pebeHKa Ha KaKIble
600 poxaeHuii. Y neTeil ¢ aHOMaIUSIMM Pa3BUTHST MOYE-
BOI CHCTEMBI pacIpOCTPaHEHHOCTh ITOPOKOB CEPICYHO-
cocynucToi cucteMbl Obu1a B 10 pa3 Bblllie, 4YeM B O01Iei
nonyssitmu (8:100 o cpaBHeHuo ¢ 8:1000) [34].

IIpu o6cnenoBanuy 365 neteit ¢ 3a00J1eBaHUSIMU
MoueBoil cucteMbl B.A. Iaspwiosoit (2000) y75% ne-
Teil OBLT BBISIBIICH CHHIPOM AVMCIUIA3MHM COCAMHUTEIh-
HOW TKaHM Cepalla, MpUIeM CTPYKTypa BBIIJIsSIIENa Cie-
IYIOIITUM 00pa3oM: aHOMAaJbHO DPACIIONIOXKEHHAs Xopaa
B TTOJIOCTH JIEBOTO Xejymouka — 27,1%; Tipoyaric Mu-
TpanbHOTO KjanaHa — 28,2%; OTKPBITOE OBAJIbHOE OKHO
1 MUKCOMATO3Has JereHepauusi cTBopok — 21,2%; pas-
JIMYHBIE WX COYCTAHMS C ITPOJIATICOM MUTPAIBHOTO KJla-
mana — 23,5% [33].

Ilo pesynsratam uccinenoBanust B. Adhisivam u coaBT.
(2005) cooTHoOIIEHWE MAJTBYMKOB U IEBOYEK C IOPOKAMU
pa3BUTUS OPTaHOB MOYEBOW cHUCTeMbl cocTaBwyio 9:11.
M3 20 GonbHbIX Yy 8 aereli HaOMIONATUCH U30JIUPOBAH-
Hble MOPOKM Mouek, y 10 — aHoManuu coOupaTeabHO
CHCTeMBI, Uy 2 — codeTaHHas martojorus. ITy3sIpHO-
MOYETOYHUKOBBIN pedurtokc ObUT BEISIBICH B 20% ciryda-
eB. [Topoku cepaua vaiie (25% cinydaeB) HabIIOAATNCH
TTPY W30JIMPOBAHHBIX AHOMAJIMSAX TMOYEK (TTOJUKUCTO3-
Hasl IUCIDIa3Ws TIOYeK, IKTOMUYECKOE PacIoJIoKeHUE
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IOYeK, areHe3Wsl ITIOYKW, IIOAKOBOOOpa3Has II0YKa),
YeM IIpU aHOMaIMSIX cobupatonieit cucreMsl (15% ciy-
yaeB). B nenom, y 34% npeteii ¢ mopokaMu OpPraHOB MO-
YeBOM CUCTEMBI OOHApYXWBAJIUCh TakKe IMOPOKM pas-
BUTHS CEPIEYHO-COCYIUCTON CUCTEMBI, CPEIN KOTOPHIX
HamnboJiee 9acTo BCTpedaics AeMeKT MEXCKeTyTI0IKOBOMN
neperopoaku (60% ciyyaes), gajee clieqoBaiu Ae(eKThI
MeXXTIpeIcepaHOM Tieperopoaku (25%), CTeHO3 JIETOYHOM
aptepuu (25%), Terpaga @amio (10%) [36].

B uccnenoBanuum, nposeneHHom R. Greenwood u co-
aBT. (1976), O6bl1a OGHapyXeHa CXOIHast pacIpOCTpaHEeH-
HOCTh YKa3aHHBIX CEpPACYHO-COCYIMCTHIX aHOMAJIHIA,
KOTOpbIe OBUIM BBISBICHBI ¥ 23% nereil ¢ aHOMaJTUSIMU
mmouek. CBsI31 MEXIy OIpeneIeHHBIMU TTOPOKAMH MOYe-
BOI1 CUCTEMBI U Cep/ilia He ycTaHOBJIeHO [37].

S. Mukhopadhyay u coaBr. (1991) npoBenn uccieno-
BaHME PACIPOCTPAHEHHOCTH COYETaHUS IOPOKOB pa3-
BUTHS B TOMYJSIIMM 677 neTeid ¢ aHOMaJUSIMU ceplied-
HO-COCYIIMCTOM CHUCTEMBI, IPOXOMMBIIUX ITPOIICTYPHI
KaTeTepu3aliy cepiila ¢ aHTHoKapauorpadueil u peH-
TreHorpacduio opraHoB OpIOIIHON nosiocTu. ¥ 51 pedeH-
Ka ObUTA BBISIBJICHBI aHOMAJIMW Pa3BUTHS OPTAaHOB MOYe-
Boii cuctembl. Cpein 3THUX JeTeil pacIooXeHWe MpaBoi
TOYKH BhIIIE JIEBOM ObLJIO 0OHApyKeHO Yy 12 1 yaiiie Bcero
COYETAIOCH C Ne(heKTOM MEXKKETYTOIYKOBON 1 MEXKIIpe -
cepaHoi Teperopoaku (3 v 2 ciaydyas COOTBETCTBEHHO).
VYnBoeHNEe MOYETOUHMKOB OTMEJAJIOCh B 8 CITyJasx v CO-
yetajgoch c Terpamoit dajro, TpaHCITO3WIMEH Marm-
CTPaJbHBIX COCYIOB, He(MEKTOM MEXKETyIOUYKOBOM ITe-
peropoaku (1o 2 ciydasi); eTMHCTBeHHAs 00JIbIast ToYKa
(6 ciyyaeB) coyeTajach C TPAHCITO3UIMEH MarucTpaib-
HBIX COCYIIOB, Ne(EKTOM MEXKETyTOUYKOBOM TIeperopo-
KU (110 2 ciydast); TMMoAKOBOOOpa3Has movka (6 ciydaeB)
coueTanach ¢ Terpanoii dMamro u TpaHCTO3UIMEH Maru-
CTpajJbHBIX COCYIOB (110 2 ciyyast); oOCTpYKIIMsS MOYe-
TOYHMKA C MIPOKCUMAJILHBIM paciiupeHueM (6 ciydaes)
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