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PEDEPAT

B 0630pe nutepaTypbl NpeacTaBieHbl aHHbIE OTEYECTBEHHbIX N 3apyOeXHbIX aBTOPOB O TEPMUHOMOMN, YacToTe, CTPYKTY-
pe, ocobeHHocTAX TedeHus n ncxoga CAKUT — cnngpoma y oeteit u noapocTKOB.

Kniouessbie cnoea: CAKUT - cuHgpom, oeTu.

ABSTRACT

The review of literature presents the data of domestic and foreign authors about terminology, frequency, structure, character-
istics of course and outcome of CAKUT - syndrome in children and adolescents.

Key words: CAKUT —syndrome, children.

CAKUT - cunapoM — 310 00111ast mpodieMa yposio-
roB, HE()POJIOTrOB, TCHETUKOB BO BceM mupe. Ee akry-
AIBHOCTh OOYCIIOBJICHA BBICOKOH YacTOTOW Pa3BUTHUS
COUYETAaHHOM aHOMaJMM MOYEK U MOUYEBBIX NyTel. B
2016 rony «BceMupHBIii IeHb MOYKU»OBUT MOCBAIIEH
100anbHOM TipoOiieMe HedpOJIOTHH, 2 UMEHHO 3a00-
JICBaHUSIM TIOYEK JICTCKOTO BO3pacTa U OOJIC3HSM I10-
YeK y B3pOCIIbIX, HAUMHAIONIUMCS B PAHHEM JICTCTBE.
J.R. Ingelfinger et al. (2016) yka3biBaeT, 4TO B 3THOJIO-
run XbII y nereit CAKUT-cunnpom coctasinsier 48—
59% cnyuaeB, a y MAlMEHTOB ¢ TEPMUHAIBHOMN CTa-
el moueuHo Hemoctarounoctu (TIIH) — 34-43%
ciayuaeB[1]. Tlo mammm manasiM CAKUT-cunmpom
SIBIISICTCSL OJTHON M3 HAauOOJIee YacThIX MPUYHH Pa3BU-
tus XbIly gereit (y 42,5% manuenTos) [2].

Tepmun CAKUT-cunapom (congenital anomalies
of the kidney and urinary tract), mpeanoxeHHbII B
1998 roay E. Yerkes u H. Nishimura, Bxiroyaer co-
YETAaHHYI0 BPOXJICHHYH) aHOMAJIMIO TIOYKH U MOYe-
BbIX TyTel [3]. B umccnemoBaHuu aBTOPHI OMHUCATH
BIUSHUE aHTMOTCH3MHA B ()OPMHPOBAHUU BPOXK/ICH-
HBIX aHOMAJIUI [TOYEK ¥ MOYECBOIO TPAKTA Yy MBIIICH
u y yenoseka [3, 4].0 coueTaHHOM Pa3BUTHU BPOXK-
JICHHON aHOMAaJIUU MOYEK U HIDKHUX MOUEBBIX MyTeH
ykazano A.S. IIerrenem u C.J1. Tonuropckum B 1965
roxay [5].
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CAKUT — cunapom BKIII0YAET COYETAHHBIC BPOXK-
JICHHBIC aHOMAJIUU MOYEK U MOYEBBIX MyTed [6—8].
ITo nannaem K.J. Renkema et al. (2012) cocrariiena
TabiuIa, BKIFOYAOIIAs BCE aHOMAJIMH ITOYEK U Opra-
HOB MOYEBOM CUCTEMBI, KOTOPBIE BXOAST B CTPYKTYPY
CAKUT—cunnpoma [8] (tabdm. 1):

O0HOCIMOPOHHASL aceHe3Uss NOYKU — eOUHCMBEH-
Has NOYKA C TIOJIHBIM OTCYTCTBHUEM OpraHa ¢ APYyroi
CTOpPOHBI. J[aHHBIN MOPOK MOKET XapaKTEPU30BaATHCS
OTCYTCTBHUEM IOJIOBUHBI MOUECITY3BIPHOTO TPEYTOb-
HUKa WIH OJTHOTO U3 MOYETOYHUKOBBIX YCTHEB, JTNOO
CJIETO 3aKaHYUBAIOIIHUMCS MOYETOYHUKOM IMIPU HOP-
MaJIbHOM JIOKAJU3aIMK €0 YCThsl B MOYEBOM ITy3bI-
pe. AreHe3us oYK 4acTO aCCOIIUUPYETCS C aTPe3u-
elf muIIeBoIa, MopokaMu cepaua. JIBycTopoHHs are-

Tabnuua 1
Ctpyktypa CAKUT-cunpgpoma [6-8]

Mouka MoueBble nyTn

3KCTPODUA MOYEBOI0 Ny3bIps
3KTOMUSA YCTbS MOYETOYHMKA

areHe3usi NoYKun
rmnonaasuns NoYe4Hom

TKaHU ypetepouene

annasug NoYeYHOM TKaHN | yABOEHNE MOYETOYHNKOB
ANCNIa3nsa NoYEeYHOM mMerayperep

TKaHU CTEHO3 NPUIOXaHO4YHOro oTaena
KNCTO3Has noyka MOYETOYHMKA

aHoManum B3anmo- CTEHO3 JIOXaHOYHO-

PacnonoXeHuns rnoyek
(nopkoBoObGpasHas,
ranetoobpasHas, S- n
L-o6pa3Has noyka)
ANCTONUA NOYKN

MO4YETOYHMUKOBOIo cerMeHTa
yABOEHMe cobupaTtesibHOn cu-
CTEMbI

KnanaHbl 3aHeN ypeTpsbl
My3bIPHO-MOYETOYHUKOBbIN
pedniokc
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He3Msl IOYeK — OPOK Pa3BUTHUS, HE COBMECTUMBIN ¢
)ku3ubio [9, 10].

T'unonnazus nouku OTHOCUTCSI K BPOXIEHHBIM
aHOMaIMAM BEJIMYMHBI 9 OIHOCTOPOHHSS, JBYCTO-
POHHSISI) U XapaKTepU3yeTCsl YMEHBIICHHUEM pa3Me-
POB M Macchl OopraHa Ipu COXpPAaHEHUH HOPMAaJIbHO-
IO TUCTOJIOIMYECKOrO CTPOEHHUs. [ 'unoruiasus noyex
MIPUBOAMT K Pa3BUTHIO PEHAIBHON MapeHXUMaTO3HON
aprepuanbHoit runeprensuu, TIIH [10, 11].

Annazus novex ObIBaeT OJHOCTOPOHHEH U IBY-
cTOopoHHeH. OJJHOCTOPOHHSAA aIlIa3us He BIUSAET Ha
MIPOAOJKUTENBHOCTD KU3HU B OTIMYHE OT JIByCTO-
poHHEl. B oTnuume OoT rumnomiasuu Npu amiasuu
MOYKH UMEETCsl PyANMEHTaPHbIN 3a4aToK oprana 6e3
JIOXaHKU U cocyaucToit Hoxku [10, 11].

Hucnnasus nouxku 3aKiro4aeTcs B yMEHBIIEHUU
[IOYKM B pa3Mepax C MOPOYHBIM pa3BUTHEM €€ Ma-
PEHXHUMBI U CHIDKeHHEeM QyHKIHU. CyIecTBYIOT JBe
(hopMBI BPOXKICHHOM AUCIUIA3UHU TIOYKH — PyAHMEH-
TapHas M KapJMKoBas Mouka. PyaumeHrtapHas mou-
Ka TpeJCcTaBisieT co00il opraH, pa3sBUTHE KOTOPOTO
OCTaHOBWJIOCH Ha paHHEM 3Tame SMOPHOHAJIBHOTO
nepuona. Kapnukosas mouka He TOIBKO 3HAYUTEIBHO
yMEHbIlIeHa B pazMmepe (10 2—5 c¢M), HO B ee mapeH-
XHME KOJIMYECTBO KIYOOUKOB PE3KO YMEHBIIEHO, a
HHTEpCTULMANbHAss (UOpO3Has TKaHb pa3BUTA W3-
ObITOouHO. KOonmuecTBO MOYEUHBIX COCYJOB M MX Ka-
0P TakKe 3HAYUTENbHO YMEHbBLICHBI, MOYETOYHHK
nHoraa oOmutepupoBaH. Takas ¢(opma aHOMaIUH
HEPEAKO OCIIOKHACTCS He(h)POreHHOH apTepHuaibHOM
runeprensueit [9-11].

Kucmosnotl nouxoii Ha3pIBalOT IOYKY, COJEprKa-
uryto 3 u 6osiee moYeyHbIX KUCTHL. [loueuHas kucra —
9TO 3aKpbITasl MOJOCTh MM CErMEHT HepoHa, yBe-
nuueHHas 1o quamerpa 200 mxm u Oonee [11, 12].

K anomanusam e3aumopacnonodicenus nouex OTHO-
CAT CpallleHHs MouYeK, KOTopble cocTaBisAoT 15-20%
BCEX MOUYEUHBIX aHOMalui. Pa3nnyaror cummerpuy-
HbIE (IT0JIKOBOOOpPA3Hasl, rajeToo0pasHas) U accume-
Tpu4HbIe cpaieHus (S- u L-o6pa3nas mouka) [9—11].
[ToaxoBooOpa3Hasi MovKa pa3BUBAETCS HPHU Cpallie-
HUH JIByX HE(POTeHHBIX OJlacTeM 1O cpeJHel JTMHUY,
yaie Bcero HwxHuMHU nonrocamu (90%) u kpaiine
penko BepXxHUMHU noocamu. OOBIYHO MEXKY MOJTIO-
camu oOpasyeTcs nepeleeKk U3 ioTHou (GuOpo3HOi
TkaHu. C pacrosjoKeHneM BIEPEAr a0pThl, HIKHEN
[10JIOM BEHBI, KOTOpPBIE MPHKUMAIOTCSI K IO3BOHOY-
HUKY, PEXe C peTpoaopTalbHBIM PACHOJIOKEHUEM
nepemieiika. IlogkoBooOpa3Hasi TOYKa SIBISIETCS
MPUYMHON HEePPOreHHOW apTepuanbHONW THUIEPTEH-
3ud, THIpOHEe]po3a, JIMOO BEHO3HOH THIIEPTECH3UH
HUKHEHW IIOJIOBHHBI Tejla BCIEJCTBHE CIABJIECHUS
nepeneiikom HuxkHel nosoit Bensl. CocrasiseT 90%

BCEX aHOMAJINU B3aMMOPACIIOI0kKEHUs 1ouek. YacTto-
Ta BcTpeyaeMoctu 1:400 HOBOPOKIEHHBIX, Yalle Y
Maspaukos [7, 10, 11]. FanerooOpa3Has moyka mpej-
CTaBisieT co00l CUMMETPUYHOE CpalleHHEe MOYEK 110
UX MeIUalbHON MOBEPXHOCTH B SMOPHOHAILHOM Iie-
pHoze, elle 10 3aBepLIeHNs pOTalU C HapyLIeHHEM
MOCTIEeAYIOUIETO NPOJABIKEHHSI BBEPX M 00pa30BaHUs
arunmyHoro sioka [10, 11]. S-oOpa3Has mouka xa-
pakTepu3yeTcs CpalleHHeM BEPXHEro MoJtoca OJHON
MOYKH C HU)KHUM TOJII0COM ApYToi, mpu L-o0pa3Hoii
MOYKE JUIMHHBIE OCH MOYEK NMEPHEeHIUKYIISIPHBI APYT
K JIpyry Ha ypOBHE MO3BOHOYHHUKA WIIM KPECTLA, I10-
JIOCTHAasl CHCTE€Ma aTUIIMYHA, HE UMEET ONpeiesicH-
HOU xapakTepHoil ¢opmbl. HacToTa BCTpeuaeMOCTH
S-o6pasnoii u L-o6pa3Hoit mouku cocrasisier 1:4000
HOBOPOXKJCHHBIX [7, 9—11].

Jlucmonus nouxu OTHOCUTCS K TPyIIE aHOMaIUN
PacroNIOKEHUs MOYEK U 3aKJII0YAeTCsl B HEMPaBUIIb-
HO€ pacroiokeHue mouku. [To mecTy pacnonoxeHus
JUCTOINS TIOApa3eNsieTcs Ha IPynHyIo (Topakalib-
HYI0), TIOSICHUYHYIO, TIO/IB3JJOLIHYI0, Ta30BYIO, Iiepe-
KpecTHyto. [losicHuYHas U MOB3/101IHAS TUCTONUS Y
JeTel TposBisieTcsl O0EBBIM CHHIPOMOM, Hapylie-
HueM ypoanHamuku [10, 117.

Oxempoghuto Moyegoeo ny3vipsi CAMTAIOT OIHUM
U3 TSKETIBIX BPOKIEHHBIX MTOPOKOB, XapaKTepHU3YIo-
HIMMCS OTCYTCTBUEM MEPEHEN CTEHKH MOYEBOTIO ITy-
3bIpsl M MIPEAJISIKAILETro OTAeNa NepeaHeil OpIoIHOM
cTeHKU. JIOHO OTCYTCTByeT, MOUEBOW ITy3bIph BBI-
BEpHYT 3a/iHel cTeHkoi Hapyxy. Coderaercs ¢ pac-
LIETJICHUEM YPETPhI X HAPYKHBIX MTOJIOBBIX OPraHOB.
Berpeuaercs y ogaoro Ha 40 000 HOBOPOXKIEHHBIX, B
TpH pa3za yaiie y MajapdukoB [9, 10].

Oxkmonus ycmuvs Mo4emo4YHuKa XapakTepu3yeTcs
AQHOMAJIbHBIM PACIHOJIOKEHUEM YCThSI MOYETOYHH-
Ka B 3aJHEl 4acTH MOYEHCITyCKaTelIbHOIo KaHaia,
CBOJIE BJIaraJlnlia, BYJIbBE, PEIKO B MPSMON KHILKE.
OCHOBHBIM KJIMHUYECKUM MPOSIBICHUEM SBIIAETCS
Hezep)kaHue Moud. [louka 1 MOYETOUHHUK C SKTOIMH-
POBaHHBIM YCTbEM HOABEPraroTcs 4acToMy WHPHULIHU-
posanuto [10, 11].

Ypemepoyene pa3BuBaeTcs Npu BHYTPHUITY3bIP-
HOM TPBDKENOZOOHOM BBINSTYMBAHHE BCEX CIIOCB
MHTPaMypajbHOro OT/AeNIa MoveToYHHMKa. Paznmmua-
IOT SKTONNYECKOe (BCEraa COMPOBOXKAAET YABOCHHE
MIOYKH U MOpakaeT ee J00aBOYHBIH CErMEHT) U OpTO-
TOIMYECKOE (PeIKO JOCTUraeT OOJIBIINX Pa3MEPOB U
MOYTH HE BcTpeuaeTcs) ypetepouene [10, 11].

Yoeoenue mouemounuxa NpoTeKaeT ¢ pa3BUTHEM
My3bIPHO-MOYETOYHUKOBOTO peuItOKCa TN PeLIU-
BUpYIOLIEH MH(EKIne MoueBbIX myTei. Briaemnstor
MIOJTHOE UM HEIOJIHOE Y/ABOEHHE ModeTouHuka. llpu
MOJTHOM YABOEHHH 002 MOYETOUHHUKA HUIYT OTAEIBHO
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JI0 MOY€EBOro 1y3bIpsl. IIpu HEenosHOM yaBOEHUH, MO-
YETOYHUKHU CIMBAIOTCSI MEXKIY COOOH, HE AOXOAs 10
MOYEBOIO Iy3bIps HA PAa3IU4HOM ypoBHe. IlonHoe u
HETIOJIHOE YJBOCHHE MOYETOUHHKA yalle ObIBaeT ofl-
HOCTOPOHHHUM, COYETAETCS C YABOCHHEM II0YKHU, IIPU
9TOM KaXJIblli MOYETOUHHUK UCXOAUT U3 COOCTBEHHOM
JI0XaHKU. Pexe ynBOeHHE MOYETOUHUKA BCTPEYAETCS
B yuctoM Buze [7, 9, 10].

Mezaypemep (neiipomviueunas oucniazus mo-
YemouHUKA, ypemepo2uoporehpos) SBISETCS COOU-
paresibHBIM TOHATHEM, BKIIOYAIOUIMM B cebdsi pas-
JIMYHBIE BHJbl pacHIMpeHHs] ModeTodHHMKa. OJHOMN
13 HauboJiee YacTOi MaToJIOTUH B MeIUaTpPUUYECKOM
He(PPO-ypOJOTHYECKON TpPaKTHKE SBISETCS TH-
apoHedpo3, XapaKTepU3YIOUIMHCS paclIpeHUueM
YalIEYHO-JIOXaHOYHOU CUCTEMBI, IPOrPECCUPYIOLEH
runo- u arpodueil Movyku, HapylmIeHHEM T'OMeocTa-
tuueckux QyHkuuil. ['maponedpos ¢ pacmmpenuem
MOYETOYHHKA — 3TO ypeTeporuaponedpos. Ilo xnac-
CU(UKALIUK BBIJICISIOT YEThIPE CTaJNH MATOJOTHYe-
cKoro npouecca: [ — nperuapoHeppo3, THET0IKTa3Hs
WK UHTepMUTHpYIomuKi ruaponedpos. I u Il — ru-
npoHedpo3 ¢ OOIBIINM MM MEHBIINM PACHInPEHUEM
nojocrei mouku, [V —rugponedpos ¢ pe3KuM HCTOH-
YEHUEM TKaHU HapeHxumsl [9, 11].

Knananwv 3a0meii ypempor. Knananel coctoar u3
THIEPIUIa3UPOBAHHBIX CKJIAZOK CIU3UCTOH 0001104-
KU, PACIIOJIOKEHHBIX B 3aIHEH YpeTpe Ha ypOBHE, HAJl
WK TI0JI CEMEHHBIM OyTrOpKOM, IPUBOJST K HH(ppaBe-
3UKYJSIPHON OOCTPYKLIMHU Y MAJIBYUKOB. 3aHUH Kila-
[aH ypeTpbl paccCMaTpUBAETCsA KaK OAHA U3 MPUYUH
Pa3BUTHS BTOPUYHOTO HECAaXapHOro auabera y aereit
[9, 10].

Ily3vipro-mouemounuxoswviil - peprioxe  (IIMP),
OMNpENENA0T KaK MacCUBHBIN WM aKTUBHBIA PETpo-
rpajHbIiA 3a0pOC MOYM U3 MOYEBOTO Iy3bIPSl B BEPX-
HUE€ MOYEBBIE MyTH, NPUBOIALINN K MOBPEKAECHUIO
TKaHel MOYKM M MOYETOYHMKA, MOCTOSIHHO PELUIH-
BUpYIOIIEMY HMH(UIUPOBAHUIO MOYEBBLICIUTEIb-
HOW CHCTEMBI, pa3BUTHIO pedurokc-Hedponaruy,
He(pOreHHOH apTepuaibHOil Tuneprensun, XbII.
I[Mo wnaccuduranmu Heikel-Parkkulainen (1959)
BolesAt0T S5 crenenerd IIMP: [ crenenp — peHTreH-
KOHTPACTHOE BEILECTBO NOMNANAET TOJIBKO B MOYETOU-
nuk; Il crenens — 3a0poc B MOUETOUHUK M YalleyHO-
noxanounyto cucremy (U4JIC) mouku, 6e3 ux 3Ha4u-
tenbHOM qunaranuu; [ crenens — 3a0poc 10 ypoBHS
YJIC, co cpenHeil niau BbIpaKeHHOM AuaTanueii jio-
XaHOYHOTO armapara, 0e3 CriIaKeHHOCTH (DOPHUKCOB.
IV crenens — peduroke B Mmouetounuk u YJIC ; 3Ha-
YUTEJIBHOE PACIIMPEHUE TOUYEUHOM JIOXaHKH U Yallle-
YeK; MoJiHas o0JMTepanus ocTporo yria (popHUKCOB,
C COXpaHEHHEM MaNMUIIPHOTO CTPOCHUSI OOJBIINH-
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CTBa yaieyek. V cTerneHb — peIioKc B MOYETOYHUK
n YJIC, ¢ sBneHusMu Merayperepa, pe3KuM pacliu-
pEeHHEM JIOXaHKHM U YallleyeK, OTCYTCTBUEM Mamui-
nsipHOTO cTpoenus vameuek [10, 11, 13, 14].

Cmeno3 npunoxanoyHozo omoena Mo4emoyHuKa
3aKJII0YAETCs B CY)KEHMM MOYETOYHHMKA Ha €ro rpa-
HUIIE ¢ TIOYEYHOH JIOXaHKOM, KOTOpOE MPEensTCTBYET
OTTOKY MOYH M3 JIOXaHKH, Pa3InyaroT GyHKIHOHAIb-
HbI€ U OPraHMYECKHE CTEHO3bI MPUIOXaHOYHOIO OT-
Jiesla MoueToyHrKa. Hapyrienne ypoaquHaMHMKH Tpu
0OCTpYKLMH, TPUCYTCTBYIOLIEE JUIUTEILHO U Hapy-
HIafollee OTTOK MOYM M3 MOYEYHOH JIOXaHKH, MpPH-
BOJUT K MOPaXKEHHUIO MMOYEYHON MapeHXUMBI U pa3-
BUTHIO OOCTPYKTHBHOH Hedpomnaruu. OCHOBHBIMH
KJIMHAYECKUMHU MPOSIBICHUAMU OOCTPYTUBHOM He-
¢bponaTun ABISAIOTCS MHPEKIUH MOYEBOTO TpakTa U
TyOysno-uHTepcTHLIManbHbIi Hedpur [9, 10, 11, 13].

Cmeno3 J10XaHOUHO-MOYEMOYHUKOBO20 Ce2MEH-
ma. Haumbonee pacnpocTpaHEHHBIM TNPOSBICHUEM
OOCTPYKLMH JIOXaHOYHO-MOYETOYHHKOBOTO CErMeH-
Ta SBISICTCS NPEHAMANbHOIU 2UOPOHehpo3, oOHApY-
uBaeMblid ipu Y3U Bo Bpems GepemenHoctH. [1pu-
Oomms3uTensHo B 60% ciydaeB oOCTPYKIMS JIOKau-
3yercs cieBa. Y MaJbdMKOB OHA BCTPEYAETCS BABOE
yamie, yeM y aeBouek. B 10% ciyuaeB oOcTpyKIus
JIByCTOpPOHHsIs1. BeniencTBre BBICOKOTO BHYTPUIIOUEY-
HOT'O JIaBJICHUS] OHA TIPUBOAUT K aTpo(uu KOPKOBOTO
CJIOSL ¥ 3HAYUTEIILHOMY YXYAIECHNUIO (YHKIUH MOYKH
[7,9, 10, 11].

Yoeoenue cobupamenvroii cucmemor nouxu. Co-
OuparesibHasi CUCTEMa IMOYKM HAYMHAETCS OT JHUC-
TaJbHOW YacTH KaHaiblla HedpoHa, KoTopas Iepe-
XOJIUT B COOMpareibHYO MOYeYHyI TpyOouky. Co-
OuparesibHbIE KaHAJbIIbI MPOXOAAT B MUpaMHIaxX, 3a-
KaH4YMBAsIChb COCOYKOBBIMU IMPOTOKaMH Ha BEPXYILKE
nupamMuIb! (OYEYHOM cocouke). Bepumnbl nupamMua
oOpalleHbl B MOJIOCTh MaJIbIX YalledeK, SBISIOLINX-
Csl IPOZIOJDKEHUEM COOMPATENIbHON CHCTEMBI MOYKH.
JIBe win Tpu MajblX Yalledkd 00pasyroT OoJblIue
YaleykH, KOTOPbIe OTKPBIBAIOTCA B OCHOBHYIO 4aCTh
coOuparenbHON CUCTEMBI — JIOXaHKy nouku [7, 10].

Huarnoctuka CAKUT-cunnpoma BKIIIOHAET Mpo-
BeZieHHe Y3 modek M MOuYeBOro My3bIps C JOIUIE-
porpadueli cocyIoB Mo4YeK, 3KCKPETOPHYIO yporpa-
¢uro, MUKIHOHHYIO LUCTOTpaduio, CTaTHYECKYIO
PEHOCHMHTHUIPpaduIo, MarHUTHO-PE30HAHCHYIO TO-
Morpaduio AJs TOITyYeHHs TPEXMEPHOTo H300paske-
HUSI OpraHa ¥ KOMIbloTepHyto ToMorpaduto [7, 9, 10,
11, 12, 13, 14].

OpnHo¥i U3 BaKHBIX IPOOJIEM MeINaTPHUYECKOH He-
¢bponorun SBISETCS PaHHsST AMArHOCTHKA HACIEA-
CTBEHHBIX He()PONATHH U CTPYKTYPHOTO AU3IMOPHO-
resesa nouek [9, 13, 15]. Cuuraror, yTo JaHHAS PO-
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Onema akTyaiabHa JUisl JIF000r0 BO3PACTHOTO MEPHO/IA,
TaK KaK IEePBLIM MPOSIBICHUEM CBOEBPEMEHHO HE BbI-
SIBJICHHBIX B JIETCKOM BO3pacTe BPOXKICHHBIX aHOMa-
T OPraHOB MOYEBOM CUCTEMBI Y B3POCIBIX HEPEAKO
MOXET OBITh CHIDKCHHE TOYe4yHbIX (yHKIwmid [16].
Kpowme sToro, Bposk1€HHbIE aHOMAJINU TTOYEK U MOUe-
BeiBOsIMX nyTed (CAKUT-cuHapoM) oTHOCATCS K
CIIEKTPY CTPYKTYPHBIX MTOYCUHBIX OPOKOB PA3BUTHS
U SBISIIOTCS BEyIEeH IPUYUHON TEPMUHATIBHOU CTa-
QMU TIOYEYHOM HENOCTAaTOYHOCTH y JETe U TpaHc-
IJIAHTAIUU TOYKY min auanusa [16—18].

ITo naHHBIM pa3NIUYHBIX ABTOPOB PaCHpPOCTPAHECH-
HocTh CAKUT-cunzipoMa cuIBHO BapbUpyeTcs B
mupe. Tak, no ganusM 1.V. Vosypiv (2012), CAKUT-
cunapoM BeTpevaetcs y 3—6 u3 1000 sxuBopoKIeH-
HBIX HOBOPOXKIEHHBIX, MPUYEM 3TO OKa3bIBACTCS
pepacroiaralomuM (akTopoM K paHHEMY pas-
BUTHIO apTEePUAILHON TUMEPTEH3UU U APYTUX Bapu-
AHTOB MOPAXECHUSI CEPACYHO-COCYAUCTON CHUCTEMBI
[19]. Io pe3ynbraram uccnenoanus J. Fletcheretall
(2013) CAKUT-cunzapom SBISIFOTCS 4acTO BCTpeya-
olelica naronorueii: 16,3 ciydas Ha MIWIUIHOH JI€T-
ckoro HaceneHus [20].

Mo mammeim C. Stoll et al. (2014) CAKUT-
cuHapoM BeTpeuaeTcs B 48,4 coyyasx Ha 10 000 xu-
BOPOXKICHHBIX HOBOPOXKACHHBIX. 13 HuX 34% ume-
JIU CBSI3aHHBIC aHOMANWU. Yalie BCero BCTpPEUaIuch
AHOMAJIMU OTIOPHO-JBUTATEIBLHOTO alllapara, Mulie-
BApUTEIILHOM, CEPAECYHO-COCYAUCTON U LIEHTPATbHON
HEpBHOI cuctemsl [21].

CAKUT-cuHapoM 0XBaThIBaeT CIEKTP aHOMAJINH,
KOTOPBIE SIBJISIIOTCS PE3YJIETATOM T€HETUYECKUX, IKO-
JIOTUYECKHUX U abeppaliuii MOJISKY/ISPHBIX CUTHAJIOB
Ha KJIIOYEBBIX JTalax pa3BUTUS MOUEBBIX mmyTeit [13].

ITo maHHBIM PETPOCTIEKTUBHOTO KOTOPTHOIO HC-
cnenosanus Tsxkensix cirydaeB CAKUT — cunapoma,
npoBenéuubiM P. Danziger et al. (2016), 6onee mo-
JIOBUHBI OEPEMEHHOCTEH, OCIOKHEHHBIX TSKEIBIM
CAKUT-cunmpoMomM, 3aKaHYUBAIOTCA BBIKUIBIIIEM
WU MEPTBOpOXKAeHUEM. KpoMe 3TOro, TONBKO TPETh
JKUBOPOXKICHHBIX MiafeHieB ¢ Tsokénsim CAKUT-
CUHJIPOMOM XHBYT Oosiee 12 mecsiieB, OOIBITUHCTBO
JKUBOPOXKJICHHBIX MIIAJICHIIEB YMHUPAIOT B TEUCHUE
MEPBBIX HECKOJIBKUX YaCOB JKU3HU [22].

Mo nmanmem S.Kohletall (2014) cpenu nereit ¢
XITH okomno 40% umeror CAKUT — cunapom. bosnee
90% cayuaeB uzomupoBanHoro CAKUT-cunapoma
JI0O CUX TOp OCTArOTCsl 0e3 MOJICKYJISIPHOM JTUarHO-
ctuku [23]. Iloueunble aHOMAIUK BCTPEUAIOTCS Yy
Omu3kux pojcrBeHHUKoB B 10% ciryqaes CAKUT —
CUHJIPOMA, TIPY ATOM OHHU YaCTO MPOTEKAIOT OECCUM-
nroMHo. ClieIoBaTeIbHO YacTOTa CIIy4acB CEMEHHO-
ro CAKUT-cunnpoma 3anmxkeHa [24].

ITo pesynbraram uccnenosanuit A.S. Woolf et al.
(2004) m H.R. Toka et al. (2010), yame BcTpeuaert-
cs1 m3onupoBanHas popma CAKUT-cunapoma, HO B
ClIy4ae pa3BUTHUS COUYETAHHBIX BPOXKJIEHHBIX aHOMa-
nuit BHe MoueBbix myTed, CAKUT-cunapom gacto
muarnoctupyetcs npu Renal-Coloboma cunapome u
JIpyTHX HacJleICTBEHHbIX CUHApoMax [25-29].

A.O. Asinobi et al. (2014) yka3biBaeT Ha TO, YTO
rocrutanbHasg cMmeptHocTh oT CAKUT-cunapoma
cocraBisieT 10 59% oT o01Iero yncia nanueHToB ¢
STUM CUHAPOMOM [27].

OpnuM W3 HaumbOosiee  TOKEIBIX — MPOsiBIie-
nuit  CAKUT-cungpoma — siBIsieTCS — ITy3bIPHO-
MOYETOYHUKOBBIN pedIIroKe, KOTOPbI HEPEAKO OKa-
3bIBA€TCSI OCHOBHBIM IIPOSIBIEHUEM BPOXKJIEHHON
aHOMAJIUY MTOYEK U MOUEBBIBOAAIIUX IyTeH [28].

Hzsectno, yro npu CAKUT-cunapome nHambo-
Jiee 4acTo BCTPEYAETCsl MPUCOSIMHEHNE MUKPOOHO-
BOCHAJINTEJIbHOTO Mponecca [9, 11, 28].

Penxo anomanuu opraHoB MOYEBOW CHCTEMBI Cy-
HIECTBYIOT U30IMpoBaHHo. [Ipu cienuansHOM o0cie-
JIOBAaHUU BBISBISIIOTCS M Apyrue aHoMainu. B Takux
cilydasix OOBIYHO HCIOJIB3YEeTCS TEPMHUH «CHHIPO-
ManbHbIl CAKUT-cunnpomy» [21].

CTpyKTypHBIE aHOMAJIMH [TI0YEK MOTYT BO3HHUKATh
B pe3yJbTare HapylleHWH B mpolecce Hedporenesa
[30]. IlpuunHOM TakMX HApyLIEHUH MOTYT SBISATH-
csl reHeTH4eckre (PakTopbl, PaKTOPBl OKPYKAIOLIEH
Cpe/ibl, BO3JICHCTBYIOIINE HA OPTaHU3M JKEHILUHBI 10
WM BO BpeMs OepemenHoctu [31, 32].

A. Schedl (2007) u D.1. Banbkouu (2008) yka-
3bIBAIOT Ha TO, YTO BO3IeiCTBUE HEOIArONpHATHBIX
(axTopoB Ha OpraHu3M OEpeMEeHHOI KEHILNHBI B 3a-
poabIIeBbIi epuo (¢ 4 o 8 HeAl.) MOXKET MPUBECTU
K areHe3uu MouyeK U MOYETOUHHUKOB, SKTOIUHU YCThS
MOYETOYHHKA, 00pa30BaHUIO JOMOJIHUTEIBHOTO MO-
YEeTOYHUKA CO CJIENbIM KOHILIOM. Bo3snelicTBue pas-
JIMYHBIX HeONMaronpusITHEIX GakTopoB Ha 9—12 Hexe-
Jie pa3BUTHSA MOXET NPUBECTH K (OPMUPOBAHUIO pe-
TPOKABAJILHOTO, PETPOMINAKAIBHOTO MOYETOYHMKA,
reTepoIOKaIbHON IUCTOMNY MOYEK U MOYETOYHUKOB,
9KTONHMHU YCThs MOYETOYHUKOB, (DOPMHUPOBAHHIO CY-
JKEHUH MJIM KJIAllaHOB Pa3IMYHBIX OTAEIOB MOYETOY-
HUKOB, HEIOCTaTOYHOCTHU CKJIAJOK CIU3UCTON YCThs
MOYETOUYHUKOB, BPOXKJAECHHOMY HEIOPa3BUTHIO WU
OTCYTCTBHIO MBIILIEYUHOTO CJIOSI, BBICOKOMY OTXOX€E-
HUIO MOYETOYHMKA OT MOYEeYHOU JIOXaHKH. B miox-
HbIi iepuoy (¢ 13-i Hejenn) BO3MOXKHO (pOPMHPOBA-
HHUE U3BUIIMCTOCTH MOYETOYHHKA, €r0 U3rHOOB, YKO-
pOUeHUsI, YIUIMHeHHUs, JucOanaHca COKpaTUTEIbHOM
(GyHKIMH, BPOXKACHHONH HEJOCTATOYHOCTH WHHEPBA-
LIMOHHOTO amnmnapara 1 JUCIUIa3uyd MoueToyHuKa [30,
33].
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B tabn. 2 mpuBeneHbl JaHHBIE O TEHETHYECKHX
MyTauusax, npuBopdammx kK passututo CAKUT-
CHUHJIpOMa.

Heckonpko KITHOUEBBIX MOJIEKYI, OTBEYAIOLINX 32
HapylIeHUs: SMOPUOreHe3a TIOYEeK M MOYEBBIX ITyTeH,
ObuUTH WACHTU(UIUPOBAHBI, a 3aTEeM B ONbITAX Ha
’KUBOTHBIX TIONYYWJIA PA3BUTHUE COOTBETCTBYIOIIHUX
MIOPOKOB pa3BUTHUSI MOYEBBIX myTell [34-36]. B Ha-
CTosIILIee BpeMsl IpeAIoaraeTcsi, YTo OOJIbIIMHCTBO
areHe3u OYeYHON TKaHU 00YCIIOBJICHBI HAPYIIICHU-
€M B3aUMOACUCTBHS MEXKAYy MeTaHe(poreHHou Ona-
CTEMOU ¥ MOUYETOUYHUKOBBIM 3apobIiieM [34].

Yacrora CAKUT-cunpoma BBIIIE B TEX CEMBbSIX,
IJIe Y POICTBEHHUKOB HMEIOTCS CIy4au aHOMaJUi
opraHoB mMo4eBou cuctembl. CooOmiaercs, 4to 00-
nee 500 cunzapomoB Moryt nporekate ¢ CAKUT-
cunapomom. S. Weberetal (2011) u N. Nicolaouetal
(2011) ykaspiBatoT Ha TO, uro B 10-16% cmyuaeB
CAKUT-cuHIpOM HMEEeT TeHEeTHYECKOE IPOUCXO-
)aenue [6, 35-38].

B nuTteparype npuBOAsSTCS TaHHBIE O pe3yJbTaTax
MOUCKA T€HOB, MyTallUsl KOTOPBIX MOXET BbI3bIBATh
CAKUT-cunnpom. PanHsisi AMarHoCTUKa U JICUCHHE
CAKUT-cungpoma y nereit SIBISETCS OTHOM U3 BaXk-
HEHIINX 3aJlad MeuaTpruuecKol HeQpOJIOTruu B Ha-
crosiee Bpems [39-41].

Pa3pabarbiBaroTcsi METOAMKH ITPOTHO3UPOBAHUS
CAKUT-cunnpoma y nereit [42, 43]. Caoenansl mo-
MBITKH BBIJCIUTh CIENU(PUISCKUE TEHbI, MYTallus
KoTOpbIX NpuBOIUT K pa3BuTHio CAKUT-cunapoma
[44]. ABTopsl npoBepuay Hanuuue Mmytanuu FRASI
n EREM2 npu passutun CAKUT. CpaBHenue ocy-
LIECTBJIEHO CO 3[J0OPOBBIMHU JETBMHU, y KOTOPHIX HE
OBLIIO BPOXJICHHOM IMAaTOJIOTHH ITOYEK U OPTaHOB MO-
YEeBOW CHUCTEMbI M TOJ00HOI MyTanuu. B uccneno-
Banuu E. Pavlakis et al. (2011) [45] yka3zaHo Ha poJib
mytanuu reHoB FRAS1/FREM, orBercTBeHHBIX 3a

COCTOSIHME IJIOMEPYJISPHBIX Oa3albHBIX MeMOpaH
Ha CaMbIX paHHUX MEPHOIAX pa3BUTHA 3MOpHOHA,
gyTto MoxeT nposButhes npu CAKUT-cungpome. H.
Cordell et al. (2010) [46] mpoBepua NPUYNHHO3HA-
YUMBbIE, MIPU PA3BUTHH IY3BIPHO-MOYETOYHUKOBOTO
peduirokca, renst AGTR2, HNF1, PAX2, RET u
UPK34. Pe3ynsTarsl OKa3ajJuch OTPULATEILHBIMHA —
k pasButuio CAKUT-cunapoma myTtamuu B mepe-
YHCIEHHBIX M'eHax He npuBoadar. Ilocrasnen Bompoc
0 HEOoOXOAMMOCTH [AJBHEMIIMX HCCIIEIOBAHUM.
A. Brockschmidt et al. (2012) [47] BbIgBUTAIOT HO-
BbIM kKaHaugar B Mytupytoue reusl npu CAKUT-
cunipome — CHD1L. Onnako, mo-BuguMomy, Hanbo-
Jiee pealbHbIMH NPUUYMHAMHU PA3BUTUS BPOXKJIEHHON
AQHOMAJIMM TIOYEK M MOYEBBIX IyTeHl MO pe3ysbTaraM
uccienosanus S.K. Boualia et al. (2011) sBisercs
onHoBpemenHas myrtauus PAX2 n EMX2. Couera-
HUSI TOA0OHOI MyTalnu He 0OHAPYKEHO Y 3I0POBBIX
SMOPHOHOB KaK B SKCIIEPUMEHTE Ha MbIIIAX, TaK U Yy
YyeJoBeKa, MpUYeM y Jtoiel 00a reHa HaXOAATcsl Ha
10g-xpomocomMe, UX MyTalMs COIMPOBOKAAETCS MOJ-
HOI necTpyKuuen XxpoMocomsl [48].

Tak xe A. Brockschmidt et al. (2012) [47] npo-
BOJHMJIOCH UCCIIEJOBaHHE MyTaluu B reHe Six1, BbI-
3pIBaromeil branchiootorenal mnm branchiootic cun-
JIpOM, MpOBEIEHHOE Ha Mblmax. Six1 geuuuTHBIE
MBI 00JIaIAI0T OJHO- WK AByCTOPOHHUMAree3nuei
noyeyHoi TkaHu. Kpome Toro, 1oka3zaHo, 4To OTCYyT-
cTBHE reHa Six| NpUBOAMT K Pa3BUTHIO Merayperepa
u ruaponedpos3a. B wuccienoBanuu [49] mpusene-
Hbl JaHHbie 0 50 manmentax (13-21 ner) ¢ HecuH-
apomanbibeiM CAKUT-cunnpomom. OOGcnenoBanue
MIPOBOJMWIIOCH IyTEM KOJIMUYECTBEHHOTO CPaBHEHMS B
pEeXHMMeE PEeaTbHOIO BPEMEHHU MOJIMMEepa3HON LemHOoN
peakiuu (I1LIP) muis BbIsIBICHUS HaIWuWs JEICIHAN
reHa Six1. DT pe3ynbraTsl CBUIECTEILCTBYIOT O TOM,
YTO M3MEHEHMs B 3TUX IOCIEN0BaTEIbHOCTIX BPSII

Tabnuua 2

Cneunduyeckune reHnl, MyTauus KOTopbix npusoauT K passutuio CAKUT-cungpom [45-50]

leH Pesynbrat myTaumm ABTOp lon,
FRAS1/FREM Passutne nepsuyHorornomepynoHedbputa E. Pavlakis et al. [43] 2011
(oTBEYAOT 32 COCTOSIHME TNIOMEPY-

NAPHbIX 6a3asbHbIX MEMOPAH Ha paH-

HUX NEpUoLax Pa3BUTUS IMOPLOHA)

AGTR2, HNF1, PAX2, RET n UPK34 | Pa3BuTne ny3bipHO-MOYETOUYHMKOBOrO peditokca H. Cordell et al. [44] 2010
MyTtaumsa B Six1 Passutne branchiootorenal nnu branchiootic cuHgpomos | S. Negrisolo et al. [47] 2014

OtcyTcTBMe reHa Six1

OpHO- N ABYCTOPOHHSIA areHe3usi NoYeyHon TkaHu, pas- | A. Brockschmidtetal. [45] | 2012
BUTWE MeraypeTepa v ruapoHedposa

PAX2 n EMX2

30112, TECTOCTEPOHA U 9CTPaaMona)

lMonHaa pecTpykums XpOMOCOMbI, C pa3BuTtuem crne- | S.K. Boualia et al.[46]
(Nokanunaytotcst Ha 10 xpomMocoMe, B | AyoLwmx 3aboneBaHnin: noyevHas runepnnasus, kap-
KOTOPOW KOAMPYETCS CUHTE3 KOPTU- | AMOMMONaTus, KatapakTa, 6one3Hb [MpLucnpyHra, octpas
T-kneTo4yHas nenkemus, SHOOKPUHHASA Heonnasusl, Ha-
CnencTBeHHas HemponaTus

2011

MyTauumm B peL,eccuBHbIX reHax cnek- | Passutue nsonmposanHoro CAKUT —cuHapoma B 2,5% | S. Kohl et al. [48]
CJly4aeB ero AnMarHoCcTuKm

Tpa Fraser / MOTA / BNAR

2014
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JM MOTYT OBITH OAHOM M3 OCHOBHBIX NPUYMH HECHH-
npomansHoro CAKUT-cunapoma [49].

[To nannem S Kohl et al. (2014), myranuu B pe-
LeccuBHBIX reHax cnekTpa Fraser / MOTA / BNAR
SIBIIAIOTCA  TpU4YMHON  m3omupoBaHHoro CAKUT-
cuHIpoMa B pasmepe 2,5% u3 590 obcnenyeMbIx ce-
meit [50].

SAKJTIOMEHUE

Tepmun CAKUT-cunapom, 0603Ha4aronmii coue-
TAHHYIO BPOXKJIEHHYIO aHOMAJIHIO ITOYEK U MOUYEBBIX
myTei, SBJsieTcs] OOIEPUHATHIM B MeIUATPUUYECKOM
Hedponoruu. VzyueHne npuiamuH pa3BUTUS U UCXOIOB
CAKUT-cunapoma sBisieTcst OOLIEH aKTyalbHOM
npobneMoil i1 He(POJIOroB, ypoJOroB M TE€HETHU-
koB. Ha gonto CAKUT-cunapoma npuxoauTcst OKOJIO
30% Bcex aHOMaluil Pa3BUTHS OPraHOB MOUYEBBIBO-
JSIILEH CHCTEMBI, MIPOTEKAIMNX ¢ GOPMUPOBAHUEM
XBI1. OnHoii n3 Hanbosee YacThIX MPUIUH Pa3BUTHS
XBIl y nereit apnsercs CAKUT-cunnpom

Pannsgs nguarnoctuka u  neuenne CAKUT-
CHUHIPOMa HEOOXOAMMBI JUIs IPEAOTBPAILEHHS HHBa-
JUAU3ALUU JETCKOIO HACEJICHHUS.
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