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PEDEPAT

LIEJIb. BbiiBUTb 4aCTOTY 1 XapakTep COYETaHHOW BPOXAEHHOW aHOMannn pasBUTUSA MOYEK M MOYEBbIX MyTEN B CTPYKTYype
M30MPOBAHHOro 1 cuHapomansHoro CAKUT-cungpoma y 100 peteinn. MAUUMEHTHI 1 METO/AbI. O6cnepnosaHo 100 petei
(57 manbumkoB 1 43 peoykn) ¢ CAKUT-cuHgpomom B Bo3pacTe oT 2 mec Ao 17 net. PE3YJIBTATHI. Y 100 naumeHToB B 94%
BbISIBJIEH N30/IMPOBAHHBIN 1 B 6% BbisBneH cuHapomanbHbii CAKUT-cuHgpom. Ctpatudukaumsa ctaguin XbIM C1-5, npose-
LeHHas C yY4eTOM CKOpPOCTM kiyboukoBoi dunstpaumn, y 85 pneteii c CAKUT (B Bo3pacTe 2—17 neT) nokasana npeobnagaHve
C1(74%).

Kniouessbie cnoBa: CAKUT-cuHapom, xpoHmnyeckas 60ne3Hb noyek, AeTn

ABSTRACT

THE AIM. Identify the frequency and nature of the combined congenital anomaly of kidney and urinary tract developmentin the
structure of isolated and syndromic CAKUT syndrome in 100 children. PATIENTS AND METHODS. 100 children (57 boys and 43
girls) with CAKUT syndrome, aged 2 months to 17 years, were examined. RESULTS. Out of 100 patients, 94% were isolated and
6% had syndrome CAKUT syndrome. Stratification of stage of CKD C1-5 was performed taking into account the glomerular
filtration rate in 85 children with CAKUT (aged 2—-17 years), the predominance C1 (74%).

Keywords: CAKUT-syndrome, chronic kidney disease, children

BBEAEHUE

CAKUT-cungpom sBisieTcss o01med mpobiemoit
nexuaTpuyeckoil Hedposoruu, ypojoruu, Hedpo-
JIOTMH, TEHETHKH. AKTYyalbHOCTh MpoOJeMbl 00y-
CIIOBJICHA BBICOKOI YacTOTOW Pa3BHTHUSI COUYCTAHHOM
BPOXKJCHHOW aHOMAaJHM{ TOYEK M MOYEBBIBOISIINX
MmyTel, Mporpeccupyromeil B paMKax XpOHHYECKOM
6osieznmn nouek (XBII) yxe B gerckoMm Bo3pacre.

B »stnonorun XBII y nereit CAKUT-cunnpom
cocrasiseT 42,5-59% cnydaes [1-4], y nanueHToB

* Kyteipiio M1.D. 194100, Poccusi, Cankt-ITetepOypr, yo1. JInToBckas, 1. 2.
OI'BOY BO CIIGI'TIMY Munsapasa Poccun. E-mail: Savenkova.n.spb@
mail.ru

C TEPMUHAJIBHOM cTaauell MOYEUHON HEJO0CTAaTOUYHO-
cThi0 B 34-43% [1-3].

Tepmua CAKUT-cunnpom (congenital anomalies
of the kidney and urinary tract), mpemiokeHHBIN
B 1998 roxgy E. Yerkes m H. Nishimura, Bkitogaer
BPOXKJICHHYIO COYETaHHYIO) aHOMAJIWIO TIOYKH M MO-
YEeBBIBOJSALIUX MyTell [4—8].

CAKUT-cuHapoM Ki1accuUIUPYIOT Kak u30/1u-
poeaHHbIll (COYETaHNE BPOXKICHHBIX aHOMAJHMH I10-
YeK W MOYEBBIBOIIINX IMyTeH) U CUHOPOMANbHBILI
(coderanue BpOXKJCHHBIX aHOMAJMH MOYEK M MOYe-
BEIBOZSINNX MyTEH ¢ aHOMAIHSIMU Pa3BUTHUS JPYTHX
OpraHoB U cuctem) [8—16].
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Tabnuua 1/ Table 1

Crtpyktypa CAKUT-cuHgpoma y peteii [4—8]
Spectrum of CAKUT syndrome in children [4-8]

Bpox,u,eHHue aHoOManmnn pa3BnUTUA noyvek

BpoxaeHHble aHOMannu pa3BnUTUS MOYEBBIX MyTeEN

AreHe3unst no4kn

'Mnonnasms NnoYe4YHom TKaHn

Annasuns N04e4YHOM TKaHU

Avcnnasns noYeyHom TkaHn

KncTosHas noyka

AHOManMn B3aMmMopacnosoXeHns novyek (NoLkoBoobpasHas,
ranetoobpasHas, S- n L-obpasHas noyka)

Anctonusa noykun

OKCTPOPUS MOYEBOro My3bIpst

OKTOMUS YCTbS MOYETOYHMKA

YpeTtepouene

YABoeHe MO4EeTOYHNKOB

MeraypeTep

CTeHO03 NpUIOXaHO4YHOr 0 OTAENa MOYETOYHNKA
CTEeHO03 I0XaHOYHO-MOYETOYHNKOBOIO CErMeHTa
YnBoeHve cobunpaTtenbHOn CUCTEMBI

KnanaHbl 3agHen ypeTpbl
[My3bIPHO-MOYETO4YHUKOBBI PedIOKC

Tabnuua 2 / Table 2
Knaccudukaunsa XM no K/DOQI (2002),
ncnonb3yemMas B neguaTpuyeckom
Hedponorum [11-13]

Staging of chronic kidney disease by K/DOQI
(2002), applied in pediatric nephrology [11, 12, 13]

Cragus CK®, mn/MnH/1,73 m?
1 >90

2 60-89

3 30-59

4 15-29

5 <15

Lenb viccnenoBanms: BBIIBUTH YaCTOTY U XapaKTep
COUYETAHHOW BPOXKJIEHHON aHOMAaJIMKM Pa3BUTHSI MTOUEK
W MOYEBBIX MyTeH B CTPYKTYpE HM30JIMPOBAHHOTO U
cuaapomanbaoro CAKUT-cuanpoma y 100 gereit.

NMALUMEHTbI U METOAbI

AHaToMO-(YHKIIMOHAIFHOE COCTOSHUE OPTraHOB
MOUYEBBIJICTUTEIHHON CHCTEMBI OIIEHWBAJIOCH TIO pe-
synbTataM Y3M modYexk M MOYEBOTO Iy3BIpS C JOII-
mieporpaduei cocynoB Mmouek, dKCKPETOPHOH ypo-
rpadguu, MUKIIMOHHON ITUCTOTpaduu, CTAaTHICCKOH

CTPYKTYPA CAKUT-CUHAPOMAY 100 OETEN

N

M3onmpoBaHHbIN CuHpgpomanbHbii CAKUT-cuHapom
CAKUT-cuHapom 6 (6%) neten:
BpoxaeHHble MOPOKM PasBUTKS
CepAEeYHO-COCYyaNCTON CUCTEMBI
y 2 (33,3%)

CuHgpom Rubinstein—-Taybiy 1 (16,7%)
X-CLEeNNEHHbI PELLECCUBHbIA OKyNoLe-
pebpopeHasnbHbIii Lowe-CcruHapom
y1(16,7%)

CuHpgpom Laurence — Moon — Bardet -
Biedlsy 1 (16,7%)

\ VCTERL-accoupaumny 1 (16,7%) /

94 (94%) petel

Puc. 1. Ctpyktypa CAKUT-cuHapoma.
Figure 1. Spectrum of CAKUT-syndrome.
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PEHOCIMHTUTpaQUH, MATHUTHO-PE30HAHCHON TOMO-
rpaduy ¥ KOMITBIOTEPHOH TOMOTpaduu.

Cxopocth KiyOoukoBoi ¢uiusTpamun (CKD) y
MAIMEHTOB OMNPEIEsIN M0 KIMPEHCY KpeaTHMHHHA
B pacuetHoi Qopmyne Schwartz. Beigensnm cre-
neHb (1-5) mMy3BIpHO-MOUYETOYHHKOBOTO pedirokca
no knaccudurannu Heikel-Parrkulainen (1959) [1,
2, 6], Tumsl pedurrokc-HedponaTuy Mo pe3ylibraraM
crarnyeckoit HeppocuuaTUrpadun mo I. Goldraich
(1983), 4 craguu runponedposa [2, 8].

XBII knaccudummpoanu no cragusm C1-5 B co-
otBeTcTBUU ¢ Knaccudukanueirt K/DOQI (2002) [11]
n R.J. Hogg, S. Furth, K.V. Lemley et al. and Na-
tional Kidney Foundation’s Kidney Disease (2003)
[12]. PexomeHnmoBaHO B TieamaTpuieckon Hedpoo-
TUYECKOM MpakTuke cTpatudukanmio 5 craguil XbI1
MPOBOUTH 0€3 OINMUCATeTbHOW XapaKTePUCTHKH W
BeIAesieHns B 3 craauu 3A u 3B [11-13] (Tabm. 2).

JlaHHBIE WCCNENOBaHMS TPENICTABICHB B BHIE
cpemHero apu(pMETHUECKOro + CTaHIApPTHOE OTKJIO-
Heane (M=SD). i cpaBHEHHS KOITHYECTBCHHBIX
Na”HHBIX Hcnojib3oBan U-tecT ManHa—YUTHH WIH
t-xkputepuii CtpionenTa. [ cpaBHEHUS KauyeCTBEH-
HBIX JAHHBIX IPUMEHSIICS TOUHBIN KpuTepuil duine-
pa. OTeHKY CHJIBI CBSI3U MEXIY KOJUYECTBEHHBIMU
MpU3HAKAMH TIPOBOJMIIN C MTOMOIIBIO PAHTOBOTO KO-
a¢pdunmenta koppensaun (Rs) Ciupmena uimu ko3 g-
¢urnmenta koppemnsaiuu (r) [lupcona. Hynesyto cra-
TUCTHYECKYIO THITOTEe3y 00 OTCYTCTBUHU PA3IUYHNA U
cBs3eit orBepranu mpu p<0,05.

PE3YJIbTATbI

B uccrnenoBanme Bkmodeno 100 mereit (57 manb-
qukoB U 43 neBoukn) ¢ CAKUT-cuHIpoMoM B BO3-
pacre ot 2 mec 10 17 net (cpeaHwuii BO3pacT K MOMEH-
Ty IUAarHOCTHKHU COCTaBmia 3,6 + 1,2 roma).

N3 anamnesa xu3an 100 gereid u3BecTHO, 4To 41
(41%) pebenok poamiics Ha (oOHE HOPMATBHO MTPOTE-
Karomeil 6epemennoctn, 27 (27%) nereit poaunuck
oT OepeMeHHOCTH Ha ()OHE Yrpo3bl IpephIBaHUS Ha
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pa3nmuyHBIX cpokax. M3 100 marueHToB OTATOIEHHAS
HACJIEICTBEHHOCTH TI0 3a00JICBAHUSM TTOYEK BBISBIIC-
Ha B 16% cmydaes. Y 100 manneHnToB BeisiBIIeH B 94%
M30JIMpOBaHHBINA U B 6% cunapomanbubii CAKUT-
cunapom (puc. 1).

N3 100 mereit y 39 (39%) BbIsIBICHA THIOIIA3HS
MOYKH: OMHOCTOPOHHSS — y 32 (92,3%) u3 39, nBy-
cropoHHsst —y 7 (7,7%) u3 39. ['umorurasust mouku
yale BCTpedyaeTcs y MajJbaukoB (66,7%). ['mnomna-
3Hs B COYETAHUH C ITy3BIPHO-MYUETOUHHKOBBIM ped-
mtokcom (ITMP) omnoctopoHHuM — B 36%, C nIBY-
croporanM [IMP — B 28,2%. ['mmoruta3ust modex B
COYETaHHU C ypeTeporuapoHedhpo3oM pa3Hou crere-
HH TSDKECTH BBISIBIICHA B 25,6%. ['nrmoriazust modex
B couetanuu ¢ [IMP u ypereporunponedpozom — B
3,4%. B couetanuu c KJamaHOM 3ajJHEH YpeTphl U
[IMP, xianan 3amHeil ypeTpsl U ypeTeporuaponed-
po3, Kiamnad 3aaHeit ypetpsl ¢ [IMP u ypereperuapo-
He(PO30M C OJJMHAKOBOW 4acTOTOH — B 2,6%.

Y 22% wu3 100 mamueHToB MArHOCTHPOBAHBI
AQHOMaJIMM KOJIMYECTBA TIOYEK: areHe3usl TIOUKU — y 5
(22,7%), y 17 (77,2%) — yaBoeHHEe TIOYEK, HETIOIHOE
omHoctoponHee — y 12 (70,6%), monHOE IBYCTOPOH-
Hee —y 5 (29,4%). AHOManuu Konu4ecTBa Mo4yeK B Co-
YeTaHWU C OJHOCTOPOHHHM YPETEpPOrHIPOHEPPO30M
BEISIBJICHBI B 27,3%, B COYETaHUN C OTHOCTOPOHHHUM
I[IMP — B 18%, B coueranuu ¢ aBycropoHHum [IMP
— B 23%, B coueranuu ¢ [IMP u ypereporunponed-
po3om — B 18%, ¢ yaBoenue modeTounuka — B 13,6%.

B 20% ciy4asx u3 100 BbIsBICHBI aHOMAJIMH pac-
TIOJIOXKEHUSI TIOYEK: JIUCTOITHSI TIOYKH TOSICHUYHAS — Y
8 (40%), mucromus moyku tazosast — y 1 (5%). Juc-
TOTIHUS TTOYEK JABYCTOPOHHSIS BhIABIIEHA B 55,5%, omgHO-
cTopoHHsis — B 44,5%. PoTtauus moyku BeIsiBIIeHa Y 6
(30%) masnpunKoB, HEPONTO3 OJHOCTOPOHHUN — Y 5
(25%) nmeBouek. AHOMAINU PACIIONIOKCHUS TTOUCK U3
20 mereit B couetanmu ¢ ogHocTtopoHHUM [IMP 1-3
cTereHn ycraHoBieHbl B 8 (40%), ¢ IBYCTOPOHHUM
IIMP 1-3 cTenenu, ¢ OMHOCTOPOHHUM YPETEPOTHIAPO-
Heppo30oM 2—3 cTerneHH, ¢ ByCTOPOHHUM yPeTepOru-
JIpoHedPOo30M 3 CTENECHH ¢ OJMHAKOBOM 4acTOTOH — Y
3 (15%), ¢ IIMP 3—4 crenenu U OTHOCTOPOHHUM Ype-
teporuapoHedpozom 2 crenenn —y 2 (10%), ¢ ynsoe-
HUEM YalleYHO-JIOXaHOUHOH CHCTeMbl clieBa — y 1
(5%) nanuenTa.

B 13% cnydaeB u3 100 ycTaHOBICHBI aHOMATHH
B3aUMOPACTIONIOKEHHSI ~ TIOYEK:  TOJIKOBOOOpa3Has
mouka — y 9 (69,2%), rameroobpa3Has mouka — y 4
(30,8%). Coueranme ypereporuaponedposa ¢ moa-
KkoBoOOpa3Hoi moukol — y 8 (88,9%) u3 9 nereit,
couyeranne [IMP ¢ mogkoBooOpa3HO# MOYKOH ycTa-
nosiieHo y 1 (11,1%) mamumenta. Bece manmeHTs ¢
rajerooOpa3Hoit moukoii umenu [IMP 3-4 crenenu

C JBYX CTOPOH. Y 2 MaJB4MKOB JHAarHOCTHPOBAH
ayTOCOMHO-IOMUHAHTHBIN MOJMKHACTO3 MOYEK B CO-
YeTaHUH C OJJHOCTOPOHHUM YpPETepOrHIpoHe(ppo3oM
3—4 crenenu.

N3 100 mereit BropmuHas mapeHXUMaTO3Has pe-
HaJIbHasl apTepuaibHas TUMEPTEH3Us BBISBICHA Y
19 mpu BpOXJICHHOM aHOMAJUM TO4YeK, U3 HUX y 9
(47%) — runoruiasus nouek, y 5 (26%) — anomanuu
KonmuuecTBa mouek, y 3 (15,8%) — rameroobpa3zHas
nouka, y 1 (11,2%) — medpponroz. U3 19 namuenTos,
MMEIOIIUX MapeHXUMATO3HYIO0 apTepUalIbHYIO THIIEp-
TEH3UIO ¥ BPOXKICHHYIO aHOMAJIHIO TTOYEK, BBISBICHBI
y 12 (63,2%) — nBycroponnuii [IMP 3—4 crenenu, y 5
(26,3%) — nBycroponnuii [IMP 3—4 crenenu u onHo-
cTopoHHui ypereporuaponedpos, y 2 (10,5%) — nBy-
cropounuii [IMP 3—4 crenenu u 1BYyCTOPOHHUI ype-
TeporuapoHedpos. PeHoBackymsipHasi aprepuaibHas
TUMEepPTeH3UsT nuarnoctupoBana y 1 (5%) manuenta
3 20 ¢ OJHOCTOPOHHUM YpPETepOrHIIpoHE(PpPO3OM U
CTEHO30M IIOYEYHOH AapTepuy TMIIOIUIA3UPOBAHHOMN
TIOYKH.

N3 100 neteit BBIABIEH ypeTeporuaApoHEdpo3 y
33 (33%) nammenToB, [IMP — y 51 (51%). 13 100
nereit ¢ CAKUT-cuaapoMoM codeTaHue yperepo-
rugporedposa u [IMP — y 10 (10%), nuBepTukymna
MOYEBOTO MY3bIPs U MOSICHUYHON AMCTONHENH 00enx
noyek —y 1 (1%), xnanana 3aauet yperpsl ¢ [IMP u
OTHOCTOPOHHEH MmouyeyHoi runorwiasueit —y 1 (1%),
KJIaraHa 3a/iHeil ypeTphl U ypeTeporuaporedpo3om ¢
IIMP, runomiasueil npoTUBONOIOKHON MOYKH — Y |
(1%), xmamana 3amHel YpEeTphl ¢ YPETEpOruapoHed-
PO30M M OJJHOCTOPOHHEH MOYEUHON TUIOTIa3uen — y
1 (1%), ynBoeHUsI MOYETOUHUKA U OAHOCTOPOHHUM
HETOJHBIM yaBOeHHEM Mouku — Yy 3 (3%), yaBoeHus
MOYKH ¥ He(pONnTO30M KOHTpanarepaibHoi — y 1
(1%).

Oco0eHHOCTH CHHAPOMAJILHOTO
CAKUT-cunapoma

N3 100 neteity 6 (6%) BeisiBiien CAKUT-cuanpom
TIPU HACJIEICTBEHHBIX CUHAPOMaX ¢ (POPMHUPOBAHUEM
XBbII.

Cunopom Rubinstein—Taybi y neBo4xku 7 JeT BbI-
apieH CAKUT-cunapoM (IByCTOpOHHMI ypeTepo-
rugponedpos u [IMP IV-V crenenn, XBII C3) co-
YeTacs ¢ MOPaXeHHEM MHOTHX OPIaHOB M CHCTEM:
QHOMAJIMM CTPOEHHS BEPXHHUX KOHEYHOCTEH (KHCTH
HeOoNbIINX pa3MepoB, kopoTkuit I manen, mpoxcu-
MaJIbHO pacnojiokeHHbIN | manen mupokuii ¢ BbIpa-
JKCHHBIMHU yTJIaMH1), MHKpoledanus, depern Opaxu-
e aabHONH CTPYKTYPBI, TUCMOP(U3M JIHIA, KOCOU
pa3pe3 a3, KIoBo0Opa3HbIid HOC, CTEHO3 HOCOCIIE3-
HOTO TIPOTOKA, SMUKAHTYC, TUCHYHKIHUS CETUYATKH B
BUJIe TUCTPOPUICCKIX U3MEHEHUH, YaCTHYHAS aTPO-
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(bus TUCKOB 3PUTEITHFHOTO HEPBA, HEHPOCEHCOpPHAS
TYTOyXOCTh, YMCTBEHHAsI OTCTaJOCTh, BBIpaKCHHAs
3aJiepiKKa pedr, anaaus.

X-cyennennwiii peyeccusnviii OKynoyepedopope-
HanvHoulll Lowe-cunopom y 1 Mallbuuka XapakTepH-
30BaJICS TTOPAKEHHUEM I1a3 (MUKpO(TATbMUS, BPOXK-
JEeHHAas ABYCTOPOHHSS KaTapakTa, TOPU3OHTAIbHBIN
HUCTarM), MOpak€HWeM TOYeK U MOYEBBIBOISAIINX
nyrteit (cuagpom Fanconi: paxut, runodacdaremus,
docdarypusi, THIIOKAIBIMMUSI, KaHAIBIEBBIA MeTa-
Oonmnueckuii anua03, TUIepaMUHOAIIUY U, TJIFOKO-
3ypusi); peQIIOKCHPYIONINH JBYCTOPOHHHI ypeTepo-
ruaponedpos III-1V crenenn, XbII C2; nopaxenne
HHC (rumoruta3usi MO30JIMCTOTO Teja, Haamepeoen-
JsIpHAsi KMCTa, BHYTPEHHSIS THIIpoliedanisi, reHepa-
JIM30BaHHAs MBIIIEYHAas TUTIOTOHUSA).

Cunopom Laurence — Moon — Bardet — Biedls (c
ayTOCOMHO-PEIECCUBHBIM THIIOM HACJIEOBaHUsA) Y
JeBOYKHU 16 JeT XxapakTepu3oBaycsd COYETAaHHOH Ta-
TOJIOTHEH TMoYeK (JAByCTOPOHHSISI TUTIOIIIA3Ms, OHO-
ctoponnuit [IMP, XBII C2) u sHAOKpUHHOHN cHCTe-
MbI (oxupenue 11l crerneHu mo rumoTaiaMu4ecKoMy
TUIY); KOCTHOW CHCTeMbI (MTOJUAAKTUINS KUCTEH
W CTOI, BallbTyCcHasi jaedopMalusi HUKHUAX KOHEY-
HOCTel); a3 (MUTMEHTHBIN PEeTUHUT, MUTMEHTHas
arpo¢usi, aMONMONHUsST CeTYATKH, JIBYCTOPOHHHUH TH-
[IEPMETPONTUYECKUI aCTUTMATHU3M).

VCTERL-accoyuayuu y 1€BOYKH XapaKTepH30Ba-
JUCh MHOKECTBEHHBIMH BPOXKICHHBIMH TOPOKAMHU
pa3zButus: V (II03BOHOYHBIE aHOMAJIMH: HapylLIeHHE
cermenranuu Th [V-XII u pebep), C (cepaeuno-
COCYOHUCTBIe aHOMaluu: Aekcrpakapaus), T (Tpa-
XCOIUIIEBOMHBIN cBuIl), E (arpe3us mmmesona),
BpoxeHHas Tpaxeomarsinus, R (CAKUT: yperepo-
ruaponedpo3 mnepexpecTHO-TUCTONHPOBAHHOM Ipa-
Boif mouku ¢ [IMP IV crenenu, runopedaekTopHbIi

MoueBoit my3eipb, XBIT C2), L (Preaxial anomanuu
KOHEYHOCTEH).

Cunopom wacmuunoil oucomuu ONUHHO20 Niedd
16-11 xpomocomsl y eBOUKH 13 J1eT XapaKTepru30Ba-
cs BPOXJCHHBIMH TOpPOKaMHU cepana (KoapKTauus
A0pTHI, YMEpEHHas! TUIOIIa3usl AYTH aopTHI, aHEB-
pU3MaTHYecKoe pacUIMpeHHe BOCXOJAIIETO OT/elNa
A0pTHl, MUHIMAJLHBIN KJIATIAaHHBII CTEHO3 a0pPTHI, OT-
KPBITBII apTepUalbHbIN IPOTOK, OTKPBITOE OBAJIBLHOE
OKHO); OpraHNYECKHM MOPakKEHUEM TOJIOBHOTO MO3-
ra (rpy0oe oTcTaBaHue TICHXOMOTOPHOTO U TICUXOpe-
YEeBOTO Pa3BUTHS); TIa3 (CXofsiieecss Kocoriiasue);
no3BoHouHUKa (Spina bifida L 4-5 u Bcero kpecriia);
CAKUT (medponTo3 crnpaBa u pedrOKCUPYHOIITHIA
ypeteporuaponedpos apycroponnwuii, XbIT C5).

Hesouka 3 ner ¢ CAKUT-cunopomom (TUMOILIA-
3Msl IPaBOM ITOYKH, YABOCHHE JIEBOW IOYKH, JIByCTO-
pounuit IIMP III-1V crenenu ¢ ucxogom B XbI1 C4)
U MAJCENbIM BPONCOEHHBIM NOPOKOM cepoya — Te-
Tpajna Panno. ITanmeHTke npoBeeHa paauKaibHas
KOPPEKIMs MOpoKa cepila ¢ WMIUTaHTalueil roMo-
rpadura.

Bropuunas peHanbpHas apTepuaibHas THIIEPTEH-
3ug —y 20 (20%) u3 100 mamueHToB, MPU HU30JIH-
poBanHoM CAKUT eé wacrora coctaBmia 16% (15
neteit uz 94), nmpu cunapomanbHom CAKUT — 83%
(5 mereit u3 6). 13 20 manmentoB y 1 (5%) ¢ omHo-
CTOPOHHUM ypETepPOrHPOHE()PO3OM H CTEHO30M
IIOYEYHOM apTepuu rUIOINIA3UPOBAHHOM MOYKHU Jua-
THOCTHUPOBaHAa PEHOBACKYJSpHAas apTepHalbHas T'H-
nepTeHs3us BolsaBiIeHA U Y 19 (95%) mapenxumaros-
Has apTepuaitbHas TUIEePTeH3MS.

Crparuduxanus tsa:kectu XbII ¢ yuérom CKD
y nauueHToB ¢ CAKUT-cunapomom

N3 100 mereit ¢ CAKUT-cungpomom B 100%

KOHCTarnpoBaHsl Npu3Haku XbBII B cooTBeTCTBUM C

Tabnuua 3 / Table 3

HopmanbHbie nokasatenu CK® y HOBOPOXAEHHbIX, AeTeil U NOAPOCTKOB
(National Kidney Foundation K/DOQI (2002), V. Langlois (2008) [15]

Normal glomerular filtration rate in neonates, children and adolescents
(National Kidney Foundation K/DOQI (2002), V. Langlois (2008)) [15]

BospacT (non) CpepnHsis CK® = SD
(Mn/MuH/1,73 M2)*

29-34-9 Hepensl recTauMoOHHOro Bo3pacTa, 1-9 Hefgenst (HeOHOLWEHHbIE ManbYyMK/ U OEBOYKM) 15,3+5,6

29-34-9 Hepens recTaLUMOHHOr0 BO3pacTa, 2—8-9 Hefeny (HeQOHOLLEHHbIE MaNb4yMKN N AEBOYKM) 28,7%+13,8

29-34-9 Hepens recTauMOHHOro Bo3pacTa, 6onee (>) 8 Hef, (HeAOHOLWEHHbIE ManbYyMKM U OEBOYKM) 51,4

1-9 Hepens (AOHOLLEHHbIE MaNTbYKN U AEBOYKN) 40,6 + 14,8

2-8-5 Hepenu (AOHOLWEHHbIE ManNbYyMKn U OEBOYKM) 65,8 +24,8

>8 Hep, (AOHOLIEHHbIE MANbYMKM N AEBOYKW) 95,7 +21,7

2-12 net (Manb4ymkn 1 OeBOYKN) 133,0+27,0

13-21 roa (Manb4nkn-noapocTkn) 140,0 £ 30,0

13-21rop (oeByLuku) 126,0 £ 22,0

*[aHHble O519 Tpex namepeHuin. SD — cTaHaapTHOE OTKIIOHEHME.
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cs
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Puc. 2. Ctagun XBIN C1-5y 85 pnetelr B Bo3pacTte 2—17 net ¢
CAKUT.

Figure 2. CKD stage 1-5 in 85 children (age: 2-17 years old) with
CAKUT.

onpeneneaneM XbII mo K/DOQI, NKF-K/DOQI and
R. Hogg et al. (2003) [11, 12, 14]. ITanueHTH UMe-
o1 XBII, ecnu npuCyTCTBYET OAMH U3 CICAYIOIIHUX
KPUTEPHEB: MOBPEKICHUE MOUYCK B TEUCHHE 3 MeC
nnu Gosee Co CTPYKTYPHBIMU WIH (DYHKIMOHAJIbHBI-
MU HapyIIeHUSIMH TIOYeK, ¢ in 0e3 cHmkeHust CK®,
MaHU(ECTUPYIOIINE OWH WK O0Jiee U3 CIIEAYIONIIX
IIPU3HAKOB (HApYIICHUs B COCTaBE KPOBH MJIM MOYH,
HapyleHus: npu MOpQOIOTHYECKOM HCCIIeIOBAHUU
Ouonrara NOYKH, HAPYIICHUS IPU BU3yaJIU3alHH 110-
YeK); CHWKEHHE CKOPOCTH KITyOOUKOBOH (hHiIbTpa-
un (CK®) < 60 ma/mun/1,73 M B TeueHne 3 Mec u
Oonee, ¢ miu 0e3 OPYTrUX NMPU3HAKOB MOBPEKICHUS
MoYeK, onucaHHbIX Bbime [11, 12, 14].

U3 100 mereit y 15 (15%) B Bo3pacte oT 2 Mec
no 2 set crparudukanys craguii XbI1 mo mexmyHa-
ponHo# kmaccudukamuu [11,12,14] ¢ yaérom CKD
HE MPOBEZIeHa ¢ YIETOM BO3PACTHBIX 0COOEHHOCTEH
CK® [15] (Tabx. 3).

U3 100 pereit c CAKUT-cunnpomom y 85 (85%) B
Bo3pacte oT 2 1o 17 et npoBefieHa cTparuuKaus
Tsoxectr XbI1 C1-C5 B cOOTBETCTBHHM C OOIICTIPHHS-
Toii kmaccudukarmeit ¢ yuétom CK®. YecranoBneHs!
y 85 mereit (mo CK®) XBII C1 y 63 (74%), C2 y 4
(4,7%), C3 y 5 (6%), C4 'y 8 (9,3%), C5 y 5 (6%)
MAIUeHToB (puc. 2).

OBCYXXAEHUE

B memmarpuueckold HedpoONIOTHYECKOH JHTEpa-
Type wucnoibsdyercs tepmuHonorusi CAKUT w3o-
JUPOBAaHHBIM U cuHIpoMalbHbIM [1-8]. B Hamewm
uccnenoanuu u3 100 merell ¢ coueTaHHBIMU BPOXK-

JIEHHBIMH aHOMAJFSIMU Pa3BUTHS OPTaHOB IMOYEK U
MOUEBBIBONAIINX TyTei mmarHoctupoBan CAKUT
n3onupoBaHHbIN B 94% u cunapoManbHbiil B 6%. 1o
JIAHHBIM JTUTEPATYPhI, TPUBOAUTCS pa3IUIHAST YACTO-
Ta BBIIBJIICHUS H30aupoBaHHOTO (60—80%) 1 cuHIpO-
ManpHOTO BapuantoB (20%) [1, 3-5, 8, 10, 15, 16].
OTMedeHa TSDKECTh COYCTAaHHOW BPOXKICHHOW aHO-
MaJIMd MOYE€K M MOYEBBIBOISIIMX MyTEH y JETeil
oKyJolepedpo-peHanbHbIM Lowe-cunapomonm [17].

Hamu mokaszano, 4To cpeau H30JIUPOBAHHOTO
CAKUT mpeobnamaer my3bIpHO-MOYETOYHUKOBBIN
peduroke (51 %) u ypereporuaponedpos (33%).
Pesynbrarel, momydyeHHbIE HaMHU, COBMAJIAIOT C JaH-
HBIMH, ONMyOJIMKOBAaHHBIMH aBTOpamu [5, 18-22].
H. Cordell et al. (2016) B MaciTaOHOM HCCIIEIOBa-
Hun m3onupoBanHoro CAKUT-cunapoma ykasbiBa-
0T BbICOKYT0 yactoty [IMP (62%) [22]. IIpu cunapo-
ManbHOM CAKUT y 6 marueHToB cpeiy COYeTaHHBIX
BPOXK/IEHHBIX aHOMAJIHUW B TOJIOBMHE CIIy4aeB HaMU
nuarnoctupoBanbl [IMP u ypereporunponedpos co-
OTBETCTBEHHO.

Cpenu anomanuii pa3sutus nouek npu CAKUT y
100 meTeit yarie AUArHOCTHPOBAHBI TUIIOTUIA3HS T10-
yek (39%), anomanuu koaudecTsa rnoyek (22%), aHo-
Manuu pacrnoioxerus mouek (20%). M.C. Mraarosa
Y COaBT. YKa3bIBAIOT HA TO, YTO HET €AMHBIX JAHHBIX
no atuosoruu u crpykrype CAKUT B oredecTBeH-
HO¥ nmuTeparype [1].

B wuccnenopanuu P. Danziger, D.R. Berman,
K. Luckritz et al. (2016) [9]upuBeneHa yacrtora
CAKUT B crpykrype XbBII. Ilo nanHbIM aBTOpOB,
CAKUT y nanmenToB ¢ XbII BcTpeuaercs B 48—59%
ciyuaes [9, 20, 23, 24].

ITo pesynbraram uccnenosanusi E.B. JIbicoBoil u
H.J. CaBenkoBoii (2017) yacrora CAKUT B aTHOIMO-
ruueckoii ctpykrype XbBII C1-5 y 80 neteit cocras-
nset 56,5% [21].

JlanHble NHUTEPATYpHl CBUIECTEIHCTBYIOT O TOM,
yro cunapomanbielii CAKUT umeer 6onee Tsokenoe
TEUCHHE, YeM H30JUPOBaHHBIN [3, 5, 7]. MBI BBISIBU-
71 ocobenHocTH Tedenus curapomanbnoro CAKUT
¢ ucxonom B XBII C3—C5 y Bcex 6 nmeTeit B Bo3pacTe
ot 2 o 12 mer.

ITo nanneiM A. Vivante u coatr. (2014) [5],
CAKUT mnpu OTATOIIEHHOW HACIEICTBEHHOCTH 10
3a00eBaHUAM OPTaHOB MOYEIOJIOBOW CHCTEMBI TPO-
TeKaeT Ooiee THKENO, 4YeM Yy JieTel 0e3 OTATOIIeHHO
HACIIe/ICTBEHHOCTH. Takuwe e MJaHHBIe TOIyYHIn
P. Danziger et al. (2016) ro pe3ynsraram IpoBe/ICHHO-
ro macitabnoro uccnenpoBanus [9]. Ilo pesyasratam
HAIIIeTo uccienoBanus B 16% BBIABICHA OTATOIICHHAS
HACJIeICTBEHHOCTH TI0 3a00JIEBaHUSAM TOYEK, BCE CITy-
Yau BBIABIICHBI TONBKO Tipy n3oiaupoBaHHoM CAKUT.

55



ISSN 1561-6274. Hedponorusa. 2018. Tom 22. Ne3

ISSN 1561-6274. Nephrology. 2018. Vol. 22. Ne3

CrarucTuyecku T0CTOBEPHBIX JAHHBIX O B3aUMOCBSI3U
MeX/Ty HAJIMYMEM OTATOIIEHHOM HACIEe/ICTBEHHOCTH U
msoxectu TedeHnss CAKUT He mosmydeHo.

[Ipusnaku XbII ycranosnenst B 100% y naruen-
toB ¢ CAKUT. Kak n3BecTHO, B MPaKTHUYECKUX KIIH-
HHU4Yeckux pekomenpanusax no XbII: oueHka, kiac-
cuduranus, crparudpukanus K/DOQI (2002), R.J.
Hogg et al. (2003), A.B. CmupnoB u coasrt. [11, 12,
14] npencrapiieHa KiacCU(pUKAIMS C BbIJICICHUEM 5
craguii XBII, xotopas ocHoBana Ha omenke CKO,
B He(pOJIOrHUecKol IMpakTHKE MperHa3HaueHa st
B3pOCIIBIX M JIeTel cTapiie 2 JeT C y4eTOM BO3pacT-
HeIX ocobennocreir CK® [25]. B namem ncciaemnona-
HUY TP MTpoBeieHnH cTpatudukanun Tsorkect XBbIT
C1-C5 y 85 nereit (B Bo3pacte ot 2 a0 17 1eT) ycra-
HoBjIeHO mpeodmananue C1 B 74%.

SAKJTKOMEHUE

[To pe3ynbraram HalIero UCCiIeJOBaHUS B CTPYK-
type CAKUT-cunppoma ycTaHoBIeHO mpeodia-
nmanue wusonmpoBaHHOTO (94%). Cpenm aHoMammuit
Pa3BUTHS MOYEBBIX IyTeH IPH HM30JIMPOBAHHOM
CAKUT-cunapome mpeodnaganmu [IMP (51%) u
ypereporuaporedpos (33%); mpu CHHIPOMAILHOM
CAKUT-cunmpome wuactota BbeisBIcHUs [IMP m
ypeteporuaponedposa oanHakoBas. Cpeam Bpox-
neHHbprx anomanuii mouek mpu CAKUT y 100 meteit
JMUATHOCTUPOBAHBI Hallle Tumoruiaszus modek (39%),
AHOMAJIMU KOJIM4YeCcTBa mouek (22%), anomanuu pac-
nosioxkeHus mouek (20%).

[Ipusnaku XbII ycranosnenst B 100% y naruen-
toB ¢ CAKUT. Crparuduxanus craauii XbIT C1-5
¢ yuérom CK® y nereit ¢ CAKUT (ot 2 no 17 ner)
nokasana npeodnaganue C1 (74%).
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