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PEDEPAT

LEJIb. Ouenuntb yactoTy CAKUT-CrHAPOMA B 3TUONIOrMHYECKOM CTPYKTYPE XpOoHUYeckoin 6onesHu (XBI) noyek y aeten n noa-
pocTtkoB. [MTALIMEHTBI U METO/bI. N3 80 neteii ¢ XBI (39 manbynkoB 1 41 neBoyka) 50 naumeHToB A0AMANN3HON CTaanunm n
30 anannaHbix NnauneHToB, U3 Hux 21 Ha remogmanuse (M), 9 Ha nepuToHeansHoM ananuse (M4). AuarHo3 XbI1 yctaHasneH
B COOTBETCTBUM C pekomeHpaunamm K/DOQI (2002); KDIGO (2012), CmupHos A.B., LLnnos E.M., lo6poHpaBoB B.A. 1 coaBT.
(2012). PE3YJIbTATHI. B atnonorunyeckoi ctpyktype XbIM 13 80y 60 (75%) 60nbHbIX BbISBNIEHbI BPDOXAEHHbLIE U HACNEACTBEH-
Hble 3aboneBaHns no4vek, cpeamn kotopbix CAKUT — cungpom y 34 (56,5 %). SAKJIIOYEHUVIE. B aTuonornyeckoin cTpyktype
XBIMy geteri n nogpocTkoB nNpeobnafaloT BPOXAEHHbIE U HacneacTBeHHble 3aboneaHns novek 75%, n3 Hux 6onee Nonosu-
Hbl cnydaeB CAKUT - cuHapoMm.

KnioueBblie cnoBa: xpoHunieckas 6onesHb nodek, CAKUT-crHapoM, AeTU 1 NOAPOCTKN.

ABSTRACT

THE AIM. To evaluate CAKUT-syndrome frequency in the etiological structure of chronic kidney disease (CKD) in children and
adolescents. PATIENTS AND METHODS. 80 children with CKD: 39 boys and 41 girls. 50 patients with predialysis stage, 30
dialysis patients, 21 of them on hemodialysis (HD), 9 peritoneal dialysis (PD). CKD diagnosis was established according to
the recommendations K/DOQI (2006), Kidney Disease Improving Global Outcomes (2012), NCGC(2015). Stages of CKD is
classified in accordance with the recommendations K/DOQI (2006), NICE (2011); KDIGO (2012). Smirnov A.V., Shilov E.M.,
Dobronravov D.F. et al. (2012). RESULTS. In the CKD etiological structure from 80 patients in 60 (75%) revealed congenital
and hereditary diseases of kidneys among which CAKUT syndrome — in 34 (56, 5%). CONCLUSION. It is established that in the
etiological structure of CKD in children and adolescents is dominated by congenital and hereditary kidney diseases (75 %),
among which prevails CAKUT-syndrome.

Key words: chronic kidney disease, CAKUT-syndrome, children and adolescents.

BBEAEHUE

Bcemupnsiii jenb nouku B 2016 romy ObLT OCBS-
e nodanpHOW mpobiieMe Hedpoaoruu: 3adosesa-
HUSIM TIOYEK Y AeTed U OOJIe3HSAM IMOYEK Y B3POCIbIX
MAIMeHTOB, HAYUHAIOIINXCS B IETCKOM BO3pacTe.

Ortuonorus xponudeckoil 6onesnn moyek (XbIT)
y JeTedl U B3pOCIbIX MAIMEHTOB CYIIECTBEHHO pa3-
nnyaercs [1-4]. Y nerelt u mogpoCTKOB mpeodiaa-
IOT BPOXJICHHBIC W HACJEICTBCHHBIC 3a00JIeBaHUS
[OYEK B OTIMYUE OT B3POCIHBIX MAaLUEHTOB [4—6].
MesxTyHapOIHbIE MCCIE0BaHUSI YKA3hIBAIOT Ha TO,
YTO BPOXKICHHBIC AaHOMAJHU TOYE€K W MOUYEBBIBOMISI-
mwx myTeit (BAIIMII) y neteii sSBISFOTCS OCHOBHOM
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[erepOyprekuid rocyjapcTBEHHbIH NeMAaTPUYECKUI MEUIIMHCKUH YHU-
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rpynmo# npuanH XbII (Tadmn. 1) [4-7]. Kak BugHO U3
tabn.1, y nereii ¢ XbIl u TepMuHanbHON TTOYEUHON
Hegocrarognocteio (TIIH) BAIIMII coctaBmstioT
48-59% u 34-43%, COOTBETCTBEHHO.

Tabnuua 1
STnonornsa XxpoHU4eckoi 60s1ie3HN No4Yek
y aetemn [4-7]

XBIN TMH

STtmnonorusa duana3soH, % | 9tnonorus Odunana3oH, %
BAMMTI 48-59 BAMMI 34-43

M 5-14 H 15-29

Al 10-19 Al 12-22

ryc 2-6 ryc 2-6
Kncrtosnas 5-9 KnucTtosHnas 6-12
Mwemunyeckasa | 2-4 Mwemunyeckas | 2

Mpumeyanve. BATIMIT — BpoXAeHHbIe aHOMannu NoYek 1 Moye-
BbIBOASALWMX nyTen; MH — rmnomepynoHedpuT, Al — apTepuansHas
runepteHsus; NYC — reMonuTUKO-ypeMn4eCcKmnini CUHAPOM.
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CAKUT-cunapoM, BKIIOYAIOMIUKA — COYETAHHYIO
BPOXKJIEHHYIO AQHOMAJIMIO IMOYEK M MOUEBBIX IYTeEH,
sBJIseTCs OoO0Weld NpoOIeMOl menuaTpuyeckoid He-
¢pomorun u yponoruu. Tepmun CAKUT-cunapom
(congenital anomalies kidney and urinary tract) o6o-
3HAYaeT COUETAHHYIO BPOXKAECHHYIO aHOMAJIMIO TIOUEK
1 MOYEBOI0 TPAKTA. B pycckoM mepeBojie UCIONb3yeT-
cst abOpeBuarypa CAKUT-cuHapoMa Kak BpOXKICHHbIE
AQHOMAJIMU MOYEK U MOoueBbIX myTer — BATIMII [8—10].

B cootBercTBuE ¢ cuctemarnkoi KJ Renkema, PJ
Winpred, IN Scovorodkin et al. (2011) [10], CAKUT-
CHUH/IPOM BKJIIOYA€T BPOXKJIEHHBIE aHOMAJIHU IMOYEK
(areHe3ust MOYKHM, TUIIOIUJIA3Us IIOYEUHOW TKaHHU,
JUCIIa3Msl MOYEYHOW TKaHU, B TOM YHCIIE KHCTO3-
Hasi U MYJIBTHKHCTO3HAsl, IOIKOBOOOpa3Has IMOuKa,
AHOMAaJIMH B3aMMOPACIIONIOKEHMSI TIOYEK) U MOUEBBIX
nyTed (OTCYTCTBHE TPEYrojibHMKa MOYEBOTO ITy3bI-
ps, YABOEGHHE MOYETOYHHUKOB, MErayperep, CTEHO3
[MEJO0yPETEepPabLHOTO CErMEHTa, CTEHO3 ITy3bIPHO-
MOYETOYHUKOBOTO COYCTbs, YABOEHHE COOMpaTelib-
HOM CHCTEMBI, KJIalaHbl 3aJHeH ypeTpsl, IMy3bIpHO-
MOYETOYHUKOBBIN pedIIioKe).

Yacrora couerannbix BAIIMIT (CAKUT-
cuHapoma) B cTpykrype TIIH, TpeOyrommx ananuza
Y TPAHCIUIAHTALUH MOYKH, COCTABIAET y aereil 34—
43% [4-T7].

OnHuM u3 Hambozee 4YacThIX M TKEIBIX MpPO-
snennit CAKUT-cungpoMa cuuTaroT my3BIPHO-
Mo4eToyHuKOBbIH pedumoke (IIMP), kotopwiii He-
pPEIKO OKa3bIBa€TCsl OCHOBHBIM IPOSBICHUEM H
BpPOX/IEHHOM aHOMaJIMM TOYEK M MOYEBBIBOJSALIE-
ro tpakra [8—15]. CTpykTypHblE U ypOAMHAMUYE-
CKHE HapyIlleHHUs B OpraHaXx MOYEBOW CHUCTEMBI IpU
y3BIPHO-MOYETOYHUKOBOM peduttokce (IIMP) moryt
MPUBOJUTH K (POPMHUPOBAHHIO peIIOKC-HeHponaThHu
n XbII [16-19].

CAKUT—cunapoM, HpOsBISIIOIIMNACS BPOXKJIEH-
HOH, COYETAaHHOM aHOMaJIMEeW IIOYEeK U MOYEBBIX
IyTeW, TaK U MPH PEJKUX HACIIEACTBEHHBIX CUHAPO-
Max, IMarHOCTUPYIOT B pa3iIMuHble TEPUOAbI JKU3HU
Jerel, Hepenko ¢ nporpeccupoBanueMm B XbBII yxe
B JIETCKOM WJIM B3POCJIOM BO3pacTe MalueHToB [4, 5,
8, 20, 21]. CoxpaHUTh NPEEMCTBEHHOCTb NIEIUaTPH-
YECKOW U B3POCIION CIIeUaTM3UPOBAHHON HEPPOIIO-
FUYECKOM TOMOIIM YPE3BbIYaiHO BasKHO IS IPEAOT-
BpauieHus nociuenactauit BATIMII [4].

Hens: ouenuts yactotry CAKUT-cunapoma B 3TH-
osornueckoil crpykrype XbII y nereit u ogpOCTKOB.

MNALUMEHTbBI U METOAbI

B uccnenoanue Britoueno 80 geteit B Bo3pacte ¢
1 o 18 neT ¢ xpoHu4eckoit 00Je3HbIO MMoueK Ha [-V
CTaJUH PA3IMYHON STUOJOTHUU.
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U3 80 nmereii ¢ XbII: 39 manpunkoB u 41 geBouka.
N3 80 nerert ¢ XBII 50 manueHTOB HAXOAUINCH Ha
Joauannu3Hon craguu, 30 Ha guanuse, U3 HuX 21 Ha
remonuanuse (I/]), 9 Ha nmepuTOHEaNBHOM JHain3e
I1D).

Jwnarno3 XbII ycraHaBiuBaiu B COOTBETCTBUHU C
pexomennamusvu K/DOQI (2002); KDIGO (2012),
CmupHoB A.B., llunos E.M., Jlooponpasos B.A.
u coaBt., (2012) [1-3]. XBIl y nmereit cuurtanu mo-
BPEXKJICHHE ITOYCK B TEUCHHUE TPEX MECSAIEB U Oolee,
ompesieNsieMOe KaK CTPYKTYpHOE WM (PYHKIIHO-
HaJIbHOE HapylleHue (10 JaHHBIM JIAOOPaTOPHO-
WHCTPYMEHTAJIbHBIX METOJIOB HCCIICJIOBAaHUsS) C Ha-
JIUYMEM WA 03 CHIKEHUS CKOPOCTH KIyOOYKOBOU
dunprparmu (CK®); wm npu CKD < 60 mi1/1,73 m?
B MUH B TEUCHHE 3 MECSIIeB U OoJiee ¢ HAIMYHEeM WU
0e3 mpu3HakoB noBpexeHus. Craauu 00Ie3HH Kiac-
CcU(UIIMPOBAHBI B COOTBETCTBUU C PEKOMEHIAIUSIMU
[1-3] mo CK® nmo ¢opmyne Schwarz: 1 cragus —
CK® 90 u 6onee mu/mun/1,73m?, 2 cragus — CKD
89-60 mur/mun/1,73 M?, 3 cragusa — CK® 59-30 vt/
mun/1,73 M2, 4 cragus — CK® 29-15 mur/mun/1,73 M2,
5 cragust — CK® 15 u menee mi/mun/1,73 m2.

Juarnoctuka CAKUT—-cunapoMa ocHOBBIBaJIach
Ha pe3yJabraTax YJIBTPa3BYKOBOTO HCCIICOBAHUS
(Y3HM) opranos moueBoii cucremsl, Y3U ¢ noruiepo-
rpadueli coCyIoB OYEK, IKCKPETOPHOU yporpaduu,
MUKIMOHHON IHMCTOrpaduu, IUCTOCKOIUHU, YPOIH-
HAMUYECKHX METOJOB HCCIICIOBaHUS, CTATHYECKOU
PEHOCHUHTUTPAPUH, MATHUTHO-PE30HAHCHON TOMO-
rpadun, KOMIbIOTEPHON TOMOrpaduu.

CraTucTU4YeCKui aHaIIN3 Pe3yIbTATOB BBITIOIHSIN
C MCIIOJIb30BAaHUEM TaKeTa MPUKIIATHBIX CTATHCTHYC-
ckux nporpamm «Microsoft Excel 2003» («Microsoft
Corporation», CILIA). Pe3ynbrarsl mpeactaBieHbl B
BUJIE CPEIHEro apu(PMeTHIeCKOT0+CTaHIapTHOE OT-
kioHeHne. CTaTHCTUYECKYI0 3HAYUMOCTh Pa3iuduid
JIBYX CPEIHHMX OIPENESISUIA C MOMOIIBIO t-KpUTEepHUs
CrerofnenTa; yactot — y>-kpurepus [upcona. OreH-
Ky CHJIbl B3aUMOCBSI3M MEX]y KOJUYECTBEHHBIMU
MpU3HAKAMH TPOBOJMIIN C MOMOIIBI0 KOAPDUIHCH-
ta xoppessiuu (r) [lupcona. HyneByro cratucruye-
CKYI0 THIOTEe3y 00 OTCYTCTBHH Pa3JIM4Hii M CBs3eU
oteepranu npu p<0,05.

PE3YJ1bTATbI

N3 80 nmereit ¢ XBII B Bo3pacre clgo 2-x ier — 9
(11,25%), ¢ 2 no 7 ner — 18 (22,5%), ¢ 7 no 12 net —
18 (22,5%), ¢ 12 no 18 netr — 35 (43,75%) .

U3 80 mereit ¢ XBII obcnenoBano 41 npeBouka
(51,25%) u 39 manpuukoB (48,75%). B tabu. 2 npen-
CTaBJIEHO pacrpeaenenue nanuesTos ¢ XbII no Bo3-
pacty u Mojry K MOMEHTY MCCJIeJIOBaHUSI.
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Tabnnua 2
PacnpepneneHue naumeHtos ¢ XBI1 no Bo3pacTty U nosly K MOMEHTY UCCJie40BaHUSA

BospacTt getenn | KonunyectBo petein KonunyecTtso aeBoyek KonnyecTtso manb4ymkos

(B ropax) n % n % n %

c1p02ner 9 11,25 2 2,5 7 8,75

2-7 net 18 22,25 5 6,25 13 16,25

7-12 net 18 22,25 10 12,5 8 10

12-18 net 35 43,75 24 30 11 13,75

WToro 80 100 41 51,25 39 48,75

Tabnuua 3

CTpykTypa Ho30norudeckux ¢opm oCHOBHOro 3aboneBaHuda, nporpeccupyiouiero B XbI
y 80 peTeii u NOgpPOCTKOB

Hosoonornyeckas ¢popma 0CHOBHOro 3abosieBaHus

KonnyecTtBo na-| %
umenToB (n =80)

1. BpoxxaeHHble n Hacse[CTBeHHbIe 3aboseBaHus

60 75

CAKUT - cuHgpom:

MMP IV-V cTeneHmn (0AHOCTOPOHHWUI N ABYCTOPOHHUI) C ypeTepornapoHedposom (18)

KnanaH 3agHen ypeTpbl
MHdpaBe3unkanbHas 06CTpyKUmMS

HelporeHHas ancdyHKLUMa MOYEeBOro Ny3bips (rmnopednekTopHbIi, apednekTOPHbI MOYEBOW NMy3bipb)

OkcTpodumsa Mo4eBoro ny3bips (1)
[MonHoe yaBoeHme noyku
Pedniokc — HedponaTus (8)

MmapoHedpos llI-IV Bcneactemne o6CcTpyKUMN NenoypeTpasibHoro cermexTa (7)

34 56,5

HedpoHodpTna

1 1,6

fmnonnasuns/ancnnasuns noyek, areHe3ns NoYKn

7 11,5

AyTOCOMHO-A0OMUVHAHTHbIN 1 ayTOCOMHO- PELLECCUBHbIN MOJIMKMCTO3 NOYEK 10

16,5

Pepnkune HacnencTBeHHbIE CUHAPOMbI:

PybuHwTenHa-Tebn (1)

JloypeHca-MyHa-bappa-buana (2)

Okyno-uepebpo-peHanbHbli cuHapom-J10Y (2)
AnbnopTa (1)

Renal-Coloboma (2)

8 15

2. MpnobpeTeHHbIe 3a60/1eBaHNs:

20 25,0

MmomepynoHedpuT.

PeHanbHbIN BaCKynuT:
BonyaHouHbI HepuT (2)
LLlennenH -feHoxa Hepput(1)

ANCA-accoummpoBaHHbIn MUKPOCKOMUYECKNIA MONNAHIMNT 1 rpaHynemMaTtos BereHepa (3)

feMonnTUKO-ypeMmYeCcKnin CUHOPOM

TyOGynouHTepPCTULMANbHbIA HEDPUT

Hedpobnactoma

Kaxk Bumno u3 Tabm. 2, obcnenosano gereii ¢ XBI1
¢ 1 mo 2-x met (11,25%), ¢ 2 mo 7 net (22,25%), ¢ 7 no
12 ner (22,25%), ¢ 12 no 18 net (43,75%). I'ennepubix
pasnuuunii cpenu aereit u moapocTkoB ¢ XbII B obmiei
IpyIIe He BBISBIEHO, B BO3pacTHOM rpymme 12—18 et
npeobnangaoT AeBodkd. CTPyKTypa HO30JIOTHYECKUX
(hopM OCHOBHOTO 3a00JICBaHMSI, TPOTPECCHPYIOIIETO B
XBI1 'y 80 nereit, mpeacraBieHa B Ta0. 3.

Kak Buano u3 tabmuupsl 3, y 80 nmereit ¢ XBII
BPOXKICHHBIC M HACJICICTBEHHBIE 3a00IeBaHUS TOYEK
BbLIBIICHBI B 75%. CAKUT — cuHapOoM yCTaHOBIICH y
34 (56,5%) u3 60 manueHToB ¢ BPOXKIACHHBIMU U Ha-
CJIC/ICTBEHHBIMH 3200JIeBaHUSIMH TIOYEK.

I'pynmy mannentoB ¢ CAKUT-cunnpomom cocra-
BIIM 34 nmanuenTa, u3 Hux 22 mansunka (64,4%) u 12
neBouek (35,6%).

W3 aHamHe3a XM3HH yCTAHOBJICHO, YTO OCJIOXK-
HEHHOE TeuyeHHE OCPEeMEHHOCTH M POAOB OTMEUYCHBI
u3 34 y 28 wmarepeii. Uz 34 6ompabix ¢ CAKUT-
CHHIPOMOM OT II€PBOI OEpPEMEHHOCTH POIMIOCH Jie-
te 29,4%, ot Bropoit — 17,6%, oT TpeThel u mocie-
nyrorei 6epemenHocteit — 53% nereit. 58,8% nereit
POAMIIOCH OT MEPBBIX poaoB, 39,2% OT BTOPBIX WIN
TpeTbUX U JUIb 2,0% OT 4EeTBEPTHIX.

Huarnoctuposansl BAIIMIT u3 34 y 24 (70,5%)
NEpUHATAIEHOM W HEOHATaJbHOM, MJIAJCHUYECKOM
NepUOAAX KU3HU JIETeH NIPU YJIBTPa3BYKOBOM HCCIIe-
JIOBaHHH.

[lepBuunblii 1 BropuuHbli [IMP BbIsBACH y 18
(52,9%) u3 34 nmammmento ¢ CAKUT- curmpomom.
[IMP (mepBU4HBIN) y [eTedl yCTaHAaBIWBAIA Ha
(oHE BPOXKICHHOW HEAOCTATOYHOCTH aHATOMHYE-
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CKHX DJIEMEHTOB KJIAIIaHHOI'O amrmapara ypeTepo-
Be3UKaJIbHOIO coycThs. [IMP (BTopuuHbIil) y naru-
€HTOB JJMarHOCTUPOBAJIH BCJIEACTBUE aHATOMUYECKON
win QyHKIMOHAIEHON MH(paBe3uKaIbHOH 00CTpyK-
UMM IOpU KIAllaHax 3aJHed ypeTpsl, HEMPOreHHOU
nucyHKIMM MoYeBOro myssipsa. Hamnume nunara-
LMY YalIeYHO-JIOXaHOUYHOM CHUCTEMBI ITOYKU U MOYe-
tounuka npu [IMP [V-V crenenu ( ogHOCTOpOHHMIA
U JIBYCTOPOHHHUH) y AeTel KiIacCUPHUUIUPOBAHO Kak
ypereporuaponedpos. Pedmokc-nepponarus (3-i,
4-i1 Tunel) y 8 MAaIMEeHTOB XapaKTepH30BaJach Mpo-
TEUHYPUEH, apTepUaIbHOM TUIEPTEH3UEH, YMEHb-
LIEHUEM Pa3MEpPOB U CMOPIIMBAHUEM IIOYEK, C MPO-
rpeccupoBanueM B XbBII C-4,5. Pa3zButue BrOpuu-
Horo nuenoHedputa ycyryomsio tedenne CAKUT-
cunpoma u3 34 y 26 (76,4%) nereii.

Cpenn 8 nereil ¢ HACJIEACTBEHHBIMH CHHIPO-
mamu PyOunmireiina — Tebu (1), okyno-1miepedpo-
penanbHblii cunapoM Lowe (2), Jloypenca-MyHa-
Bapna-bumia (2), Renal-Coloboma (2), Anbrnopra
(1), mporpeccupyrommmu B XbI1, nnarnoctuposan y
4 CAKUT-cunnpom.

Tak, y nmanuentku (9 sier) ¢ cugpomom PyOun-
mreifHa — TeOu BbISBICHBI BPOXKICHHAS COYCTaHHAS
aHOMAJIMsI OPraHOB MOUYEBOM CHCTEMBI (ypeTeporu-
nponedpos asycropoHuuit, [IIMP IV u V crenenn),
BTOPUYHBII MHEIOHEYPUT C MPOTrPECCHPOBAHUEM B
XBIT C-3; y nmamuentku (14 ner) ¢ Renal-Coloboma
CHHJPOMOM YCTaHOBJICHBI €JJMHCTBEHHAs JIeBasi MOYKa
BCJIC/ICTBHE HE(PPOYPETEPIKTOMUH KOJNATEPATBLHOH 110
[IOBOJLy MYJIBTMKUCTO3HOW AMCIUIA3UU T10 THIOIJIa-
CTMYECKOMY THILy, PEHOBACKYJIsIpHas apTepuabHas
TUIEPTEH3MsI BCIEACTBUE CYXEHHUS JIEBOW MOYEUHOMN
aprepud, rnporpeccupoBanue B XbII C-5. ITanuenrtke
[IPOBEICHBI 3aMECTUTENbHAS ITOYeYHasl TepaIusl FeMo-
JMAIIM30M U TpaHCIUIaHTalMel poACTBEHHON MOYKH.

VY nBoux mauueHTtoB (5 U 6 JeT) ¢ perKuM OKYJI0-
Lepedpo-peHalbHbIM cuHApoMoM Lowe anarnoctu-
pOBaHa couyeTaHHasl BPOXK/I€HHAs] aHOMAJIHs MOYeK U
MOUEBBIX IyTEH: TeHepaTN30BaHHAs IPOKCUMAaJIbHAS
TyOynonarust (2), IByCTOPOHHHUI ypeTeporuaponed-
po3, [IMP IV-III crenenu (1) u 1eBocTopoHHU# ped-
JroKcupytomuil yperporuaponedpos, [IMP 1II cre-
nenu (1) ¢ popmupoBanuem XBII (2).

V¥ 80 nanuenroB ¢ XBII cpeanee 3HaueHue cko-
poctu Ki1yOOouKoBOW (MIBTpalMM Ha MOMEHT 00-
caenoBaHus coctaBuino 29,3485 + 25,224 ma/munH
Ha 1,73 m?. U3 80 manmenroB ycranosieHa XBI1 V
craauu y 29 (36,3%), IV craguu y 27 (33,8%), 111
craquu y 12 (15%), Il cramuu y 9 (11,3%), I cranun
y 3 (3,8%). [lannble npencTasieHsl Ha puc. 1.

Cpennuii Bo3pact 34 neteit c CAKUT-cunapomom
K MoMeHTy BbLsiBieHust XbBII nocturan 9,4+5.4 ner.
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Puc. 2. Ctenenun taxxectn XbIMy 34 peten ¢ CAKUT-cMHAPOMOM.

VY 34 nauuentoB ¢ CAKUT-cuHapoMoM BbIsIBIIE-
HO cpennee 3HadeHne CK® 28,6 + 22,3 mu/mMuH Ha
1,73 m* U3 34 neteil M MOAPOCTKOB yCTAaHOBICHA
XBITV cragum y 11 (32,4%), [IVcTanun y 13 (38,2%),
Il cramumn y 3 (14,7%), Il cramuu y 4 (11,5%), XBIT 1
y 1(2,9%). lannble npeacTaBieHbl Ha puc. 3.

OBCYXAEHUE

B nmanHOM Hcclle1OBaHUH MbI IPEACTaBHIIN 4aCTO-
1y CAKUT — cunnpoma B crpykrype XbII y 80 ne-
Teit u moxpoctkoB. [lo pesynsraTtam Hamero ooce-
noBaHusi ocHOBHOM npuunHoil XBII y nereit u non-
POCTKOB SIBJISJIMCH BPOXKICHHBIC U HACIEIACTBEHHbIC
3a0oseBanus mouek B 75%, cpenu xoropsix CAKUT-
CUHZIPOM cocTasiseT 58,6%.

M.C. Urnarosa (2014) [20] yxa3siBaeT Ha TO, 4TO
HET €JUHOO0Opa3HbIX IAHHBIX O YaCTOTE CTPYKTYpBI
CAKUT, kak B aHTEHAaTaJIbHOM NEPUONIE Pa3BUTHL
peOeHKa, TaKk ¥ B Pa3IM4YHbIC BO3PACTHBIC HEPHOJBI
1ocje poxzaeHus. ABTOp 00OCHOBAaHHO CUUTAET, UTO
HEOOXOOUMBI 3IMUAEMHOJIOTHYECKUE HCCIEOBAHUS
o BbisiBJeHUIO YacToThl CAKUT — cunapoma y ne-
Teil.
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B ny6nukamun O.R. Ingelfinger, K. Kalantar-
Zadeh, F. Schaefer (2016), npencrasisitomieid naH-
aele uccienoBanuii NAPRTCS, ANZDATA, ESPN/
ERA-EDTA, vactora CAKUT — cunapoma B 3THOIO-
ruueckoit crpykrype XBII cocrasisier ot 48 10 59%
[4—6]. Pe3ynbraThl HalIEro UCCIICAOBAHUS TOKA3bIBA-
et yactory CAKUT — cunnpoma (56,5%) B THONO-
rudeckor crpykrype XbII y nerei, 4To coBnajgaer ¢
OIyOJIMKOBaHHBIMU [4—7].

CormnacHo MacITaOHbIM HCCIIEIOBAHUAM
NAPRTCS (2007), ocHOBHBIMH 3a00JICBAaHUSIMH,
npuBosumMu K Gopmuposanuio XbI1, u3 6794 ne-
Tei y 1436 (21,1%) oka3zanuck 00CTPYKTUBHBIC yPO-
natuu, y 589 (8,7%) — rurnomnazus u JUCIUia3us Mo-
4ek, y 568 (8,4%) — peduttokc-Hedponarus [6].

K. Ishikura, O. Uemura, Y. Hamasaki et al (2016)
[7] ycTaHOBMIIN COYETAHHBIE BPOXKICHHBIE AaHOMAJINH
nouek 1 MoueBbiBosuX nyted (CAKUT cungpom)
B aTHojoruueckoi crpykrype XbIl 'y 278 u3 447 ne-
teit. U3 278 y 118 (42,4%) nereit ¢ XbI1 O0bu1 qua-
THOCTHPOBAH Iy3bIPHO-MOYETOYHUKOBBIH PEQITIOKC.
B namewm nccieoBaHnu My3bIpPHO-MOYETOYHUKOBBIN
pedmiokc ycranosineH y 18 (52,8%) u3 34 mereii c
CAKUT cungpomom.

Mer BeigBuiu u3 8 'y 4 nereit ¢ XbII npu penkux
HACJIEJICTBEHHBIX CUHJIpOMaX COYE€TaHHbIE aHOMAJINN
nouek ¥ MmoueBbix nytelt (CAKUT cungpom).

M.M. Rodriguez (2014) [21] onwmcaHbl Hacuen-
crBenHble cuHapoMbl (Meckel-Jouber, Laurence-
Moon-Bardet-Biedl, VATER/VACTERL, Potter), xa-
pakrepusytomuecs nopaxenuem LIHC, ra3, onopHo-
JIBUTATEJILHOIO armapara, CepAe4HO-COCYIUCTONH W
MUIIEBAPUTHIBHON CHCTEM, YacTO COYETAIOIIUECs
C TOPOKaMH pa3BUTHS MOYEK M MOUEBBIX MyTel
(CAKUT-cunmpomom). S. Weber (2012) yka3sbiBaet
Ha TO, 4uTo Oonee 500 HacClIECTBEHHBIX CHHIPOMOB
coyeraercs ¢ BblpakeHHbIM CAKUT-cunapomom
[22].

C yueToM BBIABICHMSI BPOXAEHHOW COYETaHHOM
AHOMAaJIMY TOYEK U MOYEBBIX MyTeW MpU peiKHX Ha-
CJIEZICTBEHHBIX CHHJpOMaX CTAHOBUTCSI OYEBH/HBIM,
yto yactora CAKUT cungpoma ¢ ucxonom B XbII y
JIeTel BBIIIE.

NMeroTcss HEMHOTOYHCIIEHHbBIE JAHHBIE O MOKa3a-
TeNsIX MoYeyHol BbbkHMBaeMocTH y aereit ¢ CAKUT-
cunapomom. K. Ishikura, O. Uemura, Y. Hamasaki
(2016) [7] pacuuTanu mokaszaresu 3-JIETHEW Moued-
HoWl BbDKHMBaeMocTH (o mertoay Kaplan-Meier) y
267 nereit ¢ CAKUT- cunapoMom, KOTOpbIe cOoCTa-
Buiu nipu XBIT C3 (95,2%), npu XBIT C4 (45,9%),
XBIT C5 (9,2%).

0O.B. Komaposa, A.H. lpirun, JI.C. Hamazona-
Bapanosa, A.A. bapanos (2016) [23] cuuTarot, uTO

BO3MOXHOCTh OIICHUTh TEMIIBI Pa3BUTHUs HeOIaro-
npusAtHoro ucxona XbII pa3znuyHOil 3THONOrMU B
JISTCKOM BO3pAacTe CIIOCOOCTBYET ONTHMM3AIUU Te-
pareBTUYECKOI TAKTUKH OCHOBHOTO 3200JICBaHMSI.

SAKJIOMEHUE

ITo pe3ynbraraM Hallero UCCIELOBaHUS, B 3THO-
nornyeckoin crpykrype XbBII y gereit m mogpoct-
KOB TIpeo0aialoT BPOXKACHHBIE U HACIIEACTBEHHbIC
3a0oneBaHus Moyek coctaBisaoT (75%). YV pereit u
IOJPOCTKOB C BPOXACHHBIMUA U HACJIEICTBEHHBIMU
3a0oneBanus Touek, nporpeccupyromumu B XBII,
CAKUT — cungpom ycraHosieH B 56,5% citydaes.
OcHOBHOH 3ajaueil nexuarpoB-He(POIOroB U ypo-
JIOTOB SIBJISIETCSL PAaHHSS AUATHOCTUKA U JICUEHUE
CAKUT — cungpoma y aetei, mposiBISIOIErocs Co-
YETaHHOW aHOMAJIMEH IOYEK M MOYEBBIX ITyTEH, [
mpenoTBpalleHus nporpeccuposanus B XbIIL
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