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Hacrosimas pa6ora nocBsimieHa CBSA3M COEAMHUTEIbHOTKAHHOM JAUCIUIA3MM C MY3bIPHO-MOYETOYHMKOBBIM PedlIIOKCOM M €ro oc-
JIOXKHEHUSIMM Y JeTeii. BoisiBiieno, 4To 11 JeTeil ¢ TSKENI0i CTeNneHbl0 AUCIUIA3UM COEIMHUTEIbHOM TKAHM XapaKTepHa BbICOKAs
CTeneHb IMy3bIPHO-MOYETOYHHKOBOTO peduiokca, npu 3ToM B 27% ciyyaeB TpedyeTcsi ero nmoBTOPHAS SHIOCKONMUYECKAs KOppeK-
must. YacToTa oC/IoKHEHHS Iy3bIPHO-MOYETOYHMKOBOTO pe)IIoKca B BUJIEe APTEPUAJIbHOI TMIIePTEeH3UN M 04aroBoro He()pockiepo3a
He 3aBHCeJIa OT CTeNeH! JUCIIA3MH COEANHUTEIbHOI TKAHU. AHOMAJIMM OPraHOB MOYEBOI CHCTEMBbI 00Jiee XapaKTepHbI 1isl 1eTei
C TSDKEJION CTeNeHbI0 AUCIVIA3MM COeNMHUTEIbHOM TKaHu. IIpu TsoKeoi cTeneny AUCIUIA3UM COEMHUTEIBHON TKAHH, IPEeUMYLIe-
CTBEHHO Y JIeBOYEK, OTMEYAJIACH CKIIOHHOCTD K PEHANBHPYIOLIEMY TeUeHHI0 MH(EKIMH MOYEBOi CHCTEMBI.

Karoueevie caoea: demu, ducnaazus coeOUHUMeENbHOU MKAHU, 8POICOCHHbIE AHOMAAUU NOYEK U MOYe8020 MPaKkma, ny3vipHo-moue-
MOYHUKOBbLI pehatoKc, apmepuanvhas eunepmensus, peaiokc-Hegponamus.

The paper deals with an association of connective tissue dysplasia with vesicoureteral reflux and its complications in children. High-
grade vesicoureteral reflux was found to be typical of children with severe connective tissue dysplasia; moreover, its repeated endo-
scopic correction is required in 27% of cases. The frequency of vesicoureteral reflux complications as hypertension and focal neph-
rosclerosis did not depend on the degree of connective tissue dysplasia. Urinary tract abnormalities were more specific to children
with severe connective tissue dysplasia. The children, mainly girls, with severe connective tissue dysplasia showed a propensity to have
recurrent urinary tract infection.

Keywords: children, connective tissue dysplasia, congenital anomalies of the kidney and urinary tract, vesicoureteral reflux, hyperten-

sion, reflux nephropathy.

CTAHOBJICHO, YTO MUKPOOHO-BOCIATUTEIbHBIE 3a-

OoJieBaHUST TIOUEK Yy AeTeil ¢ TPOSIBICHUSIMU JTUC-
MJIa3UU COeIMHUTEIBHON TKaHU HMMEIOT OCOOEHHOCTU
TeYeHUsI: BOCIAJIUTEIbHBIA TIPOLIECC B MTOYKAX OOBIYHO
MPOTEKAeT MAJOCUMIITOMHO, TIPOSIBIISIETCST TOJBKO MO-
YeBbIM CHMHIPOMOM, 4allle HaOI0AaeTCsl TBYCTOPOHHEE
MopaXkeHUe, YaCTO BCTPEUYAIOTCST BPOKAEHHbBIE aHOMAJTUU
Pa3BHUTHS OPraHOB MOYEBOI CUCTEMEBI, OTMeYaeTcs boJiee
IJTATEJIbHBIN TTIeproJl 00OCTPEHUSI U PelMIMBUPYIOIIEe
teueHue [1-5]. [lpu TsoKenoi cTreneHu aucruia3um o0o-
CTpeHUs MOTYT HabmoaaTbes 10 4—6 pa3 B rox [6]. YV ne-
Tel ¢ MUCTUIa3ueil COeMMHUTETbHOM TKaHU 1 MUKPOOHO-
BOCITAJIUTEIBHBIMU  3a00JICBAHUSIMM OPTAaHOB MOYEBOIA
CHCTEMBl HEPENKO BBISBISIETCS ITy3bIPHO-MOUYETOUHU-
KOBBIT pedimioke [6, 7]. TTy3bIpHO-MOUYETOYHWKOBBINA
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pedrokc — omHa M3 Hambojiee pacrpoCTpaHEHHBIX
aHOMAaJIMi Pa3BUTHUSI MOYEBOTO TTY3bIPST Y JETeil, TIpel-
CTaBJISIET COOOM pPeTPOrpagHbIil 3a0pOC MOYM W3 MO-
YeBOTO IMy3bIPSI B BEPXHUE OTAETbI MOUYEBBIX MyTeil [8].
ITo maHHBIM JTUTEPATYPhI, IMY3BIPHO-MOYETOYHUKOBBIN
pedurokc BeTpedaeTcs: npuoausuresbHo y 0,4—1,8%
JeTeil U SBJISIeTCST MPUUMHON pa3BUTHS MHMEKIIUU MO-
YeBOW CUCTEMBbI, B YACTHOCTU PEUMIVMBHUPYIOIIETO -
eJoHe(pUTa C BBICOKMM DPHUCKOM (DOPMUPOBAHUS He-
dpockiteposa, hopmupoBaHueM pedIoKc-HedponaThu,
apTepUaibHOM TUTIEPTEH3UU M XPOHUYECKON MOYEUHOM
HegoctatouyHocT! [9, 10]. BeposITHOCTH CIOHTaHHOTO
WCUE3HOBEHUSI TMY3BIPHO-MOYETOYHUKOBOTO PehTIOK-
ca BenuKa u coctapisieT 81% y meteii ¢ I u 11 crenensio
pedmiokca u 48% — npu 111 crerneHu, a pu My3bIPHO-
MO4YeTOUHNKOBOM pediokce IV—V crenenm BeposT-
HOCTb perpeccun peduiokca cocTaBiiseT He Oojiee 8%
3aron 8, 11, 12]. I1lo nanaeiM .M. IBaHOBOI1 1 COaBT.
(2013), yacroTa BBISIBJIEHUSI MMy3bIPHO-MOYETOUHUKOBO-
ro pedJIoKca cpein AeTeil ¢ TUCIUIa3ueil COeqMHUTENb-
HOI TKaHuW coctaBwia 35,5%, y neteit 6e3 MPU3HAKOB
JMUACIIIA3UN COEIVMHUTENIBHO TKaHU — b 9,4%. Ycra-
HOBJIEHO, YTO Haubosiee 3 GeKTUBHBIMU TIperapaTamu,
HWCTIOJIB3YIOIIUMHUCS TSI 9HIOCKOITMYECKOM KOPPEKIINU
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MMy3bIPHO-MOYETOYHUKOBOTO pedlioKca, SIBISIIOTCSI CO-
BpeMeHHbIE 00BbeMOOpa3ywIe MMOJUMEPHbIE TIperna-
patel, Takue Kak Bautpuc m Ypomexc [8]. IlokasaHo,
yTo YpOoneKCc OKa3blBaeT CTUMYJIUpYIOlee eicTBUe
Ha COEIMHUTEIbHYIO TKaHb B MECTe MHBEKIIMU 3a CUeT
BO300HOBJIEHNSI CUHTE3a BOJOKOH KoyutareHa [9, 13],
YTO JAeJIaeT 3TOT IMpenapaT MepCrneKTUBHBIM B TPUMEHE-
HUU y IeTel ¢ AUCIIa3ueii COeAMHUTEIbHOM TKaHU.

B Hacrosiiiee BpeMsi OTCYTCTBYIOT TaHHbIE JINTEpATy-
pPbl O CBSI3M CTEIEeHU Iy3bIPHO-MOYETOYHUKOBOTO ped-
JIFOKCA U €TO OCJIOXXKHEHU C BBIPa)KeHHOCTbBIO AUCTUIa3UU
COEMHUTEILHON TKAaHU Y IeTel, YTO U OMpeessieT akTy-
aJIbHOCTh HACTOSIIIIETO UCCIIeI0BaHNS.

Ilean uccaenoBaHus: omnpeneuTh KIMHUYECKUE OCO-
OEHHOCTH TTy3bIPHO-MOYETOYHUKOBOTO pedJIokca 1 Ja-
CTOTY €r0 OCJIOXKHEHUU y IeTeil B 3aBUCUMOCTHU OT CTEIe-
HU BBIPAXXEHHOCTU IUCTIIA3UM COSTMHUTEIbHON TKaHU.

XapaktepucTtuka aeter u MeToAbl UCCNeaoBaHNS

OO0cnenoBaHbl 22 pebeHKa C My3bIPHO-MOYETOYHUKO-
BbIM peduirokcom. [let HaOIoaaIuCh B OTAeNIe Hacaen-
CTBEHHBIX M TpuoOpeTeHHBbIX Oose3dHeil mouek HUKUN
nenuatpun uMeHu akanemuka FO.E. Benbruiiesa B me-
puon 2013—2015 rr.

B 3aBucuMocTM OT cTerneHu BbIPaKEHHOCTU IUC-
TUIa3UM COENMHUTENIbHON TKaHU (OlleHKa TpOou3BeacHa
no tabnauie T.T. MunkoBckoii-JuMUTPOBOIl B MOIM-
duxamum JI.H. A6GakymoBoii 1 coaBT. [14]) maiueHTsI
ObUIM pa3fesieHbl Ha JIBe TPYIMbL: 1-51 rpyrnma — JaeTu
C JIETKOM M YMEPEHHOM CTeNeHbIO TUCTUIA3UU COSTMHU-
TeJbHOUN TKaHu (n=11), 2-a rpynmna — AeTU C TSXKeIoi
CTEIEeHbIO JAUCIUIA3UM COEAUMHUTENbHONW TKaHu (n=11).
CpenHee 3HaueHUe Oajula AUCIUIA3UM COCIMHUTETbHOMN
TKaHW OBLIO JIOCTOBEPHO BBIIlIE BO 2- Tpymre aereit
(p<0,05). Ipynmnbl He pa3nuyanuch 1Mo Bo3pacty. Bo 2-it
rpynrie npeobnananu aeBouku (p<0,001), yvaiie BcTpe-
yajach MaToJOTUsl OPraHOB MOYEBOI CUCTEMBI B CEMbE,
oTMeYajoch 0oJjiee TsKeJoe TeyeHWe aHTEeHaJIbHOTO
U MEepUHATaJbHOTO TEPUOAO0B (HapyllleHue POIOBOM Jie-
SITEJTIbHOCTU B BUJI€ TIEPBUYHON M BTOPUYHOI ciabocTu
POMOBBIX CHUJ, CTPEMUTEJBbHBIX POAOB, JUCKOOPIWHA-
LIUY POJIOBOM NIESITEIbHOCTH, TIPEXKIeBPEMEHHBIX POIOB,
SKCTPEHHBIX OIepaTUBHBIX BMEIIATEIbCTB), YTO COTJIA-
CyeTcsl ¢ MOJy4eHHBIMM JaHHBIMM JIPYTUX aBTOpoB [15].

Tabauya 1. O6mas xapaKTepucTHKA TPy

OPUINHAJIbHBIE CTATbU HE®POJIOrns

XapakTepucTrKa IpymnI IpejcTaBieHa B Tao. 1.

Bce metw mpomnutm craHmapTHOe He(PPOJIOTUYEecKoe
obcnenoBaHue (OOIIMIA aHATU3 MOYU, OMOXMUMUYECKUI
aHaJIM3 KPOBU M MOYM C pacYeTOM CKOPOCTH KITyOOUKO-
Boii punsTpanum no popmysie Bapiia, npoda 3uMHUILL-
KOTO, YJIBTPa3ByKOBOE HMCCeTOBAHUE MTOYEK M MOYEBOTO
My3bIpsI, OTIpeNeIeHue pUTMa MOUYEUCITYCKaHUS); pEHTTe-
HOYPOJIOTUYECKOE OOC/IeIOBaHNEe — BHYTPUBEHHAsT IKC-
KpeTopHas yporpacdusi, MUKIIMOHHAsI LIUCTOrpadus; crie-
LIMaJIbHBIE METOABI MCCIAeNOBAHUS — YypOhIOyMeTpus,
CYTOYHOE MOHMTOPUPOBAHME apTePUATBHOTO NaBICHUS.
Cratuueckas HedpocumHTurpadus ¢ DMSA nposeneHa
OosbiMHCTBY jaeteit (n=19). Cratuctuueckasi oo6padboT-
Ka MaTepuajia Ipou3BeieHa MMyTeM BBIYUCIICHUS CpeTHei
apudmMernueckoii (M), olmmbKu cpeaHeii (m) ¢ TOMOIIBIO
OMOMETPUYECKUX METOIOB aHaiu3a, KoadduimeHTa
CrplofieHTa (f) ¢ TOC/IEIYIOIIMM HaXOXICHUEM YPOBHSI
JMOCTOBEPHOCTHM pa3iuuuii (p) mo tadnuuam. JloctoBep-
HBIM cunTanu pasauuue npu p<0,05.

Pe3ynbTathl u 06CcyxaeHue

AHanmn3 oco0eHHOCTEl TeueHUsT MHDEKIIMU MOYEBOM
CHCTEMBI TIOKa3aJl, YTO y JAeTel 2-i1 TpyIIbl OTMevanach
TEHJEHIIUSI K Oojiee paHHEMY NEOIOTY U K 4acTo pelu-
JTVBUPYIOIIEMY TeYeHUI0 MHMEKIIMU MOUYEBOM CUCTEMBI.
Kak npencraBneHo B Taba. 2 1 Ha puc. 1, s 9TUX Ta-
1ueHToB XapakTepHo (p<0,01) HajMuue Mmy3pIpHO-MOYE-
TouHuKoBOTO pedokca II1-IV crenmenn), B 27% cny-
yaeB MOTpeOOBaBIIErO IMOBTOPHON 3HIOCKOMMYECKOM
koppekuuu (Yponekc, Bantpuc).

OcJoXHEeHUsI TTy3bIPHO-MOYETOYHMKOBOTO pediitokca
B BUJIE Pa3BUTUST apTepUaTbHON TUTIEPTEH3WHU U O4aTOBOTO

lpynna 1

lpynna 2

cTeneHb
9%

n-v
cTeneHs cTeneHb
10% 91%

Puc. 1. Pacnipenenenue aeteii 1-ii u 2-ii rpynn B 3aBUCHMOCTH
OT CTeneHH BBIPAXKEHHOCTH My3bIPHO-MOYETOYHUKOBOIO pedh-
JIOKCA.

TTapametp 1-s rpynma (n=11) 2-4 rpynma (n=11) P
CpenHuit Bo3pact (M=£m), roabl 12,61+2,94 11,8+3,7 >0,05
CpenHuit 6au1 TUCTUTa3UKM COENMHUTETILHON TKaH! 3-21 26—45 <0,05
(M=m), 6amibl 15,6%6,1 33,34+5.6
COOTHOILIEHHUE TT0 TToJTy (M : IT) 0,8:1,0 0,1:1,0 M—1 <0,001
CeMeliHast OTSITOLIEHHOCTD MO 3a00J1€BaHUSIM OPTaHOB
MOYEBOI CUCTEMEI (q):
1-s1 TMHUS pOICTBA 0,8 0,64 >0,05
2-s1 TUHUST POJCTBA 0,2 0,36 >0,05
Hapyiienusi ponosoii nesreabHoCcTH () 0,27 0,63 >0,05
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Kpbteanosa T.A. u coasm. Hy3prHO-M0'~{CTO'-[HI/IKOBbII7[ pe(llJ'[]OKC U1 €ro OCJTOXKHEHUA yﬂe’reﬁ B 3aBUCUMOCTHU OT CTCIICHU BLIPAKEHHOCTU AUCIUIA3UMN. ..

Ta6/1uua 2. Knunnueckas XAPAKTEPUCTUKA NALUECHTOB B 3ABUCUMOCTH OT CTENCHU NUCILIA3UU COeMHUTETbHOW TKAHU

ITapameTp

CpenHuii Bo3pacTt ae0rota MH(EKIIMN MOUEBO CUCTEMBbI
(M=m), ronpl

YacroTra peruanBUpoBaHUs MHGEKIIMY MOYEBOM CUCTEMBI ():

MeHee 2 pa3 B roji
OoJiee 3 pa3 B TOIL

Crenienp [IMP (g):
I-11
HI-1v

DHpockonuyeckas koppekuusi [IMP
(B TOM umcITe TOBTOpHAs) (q):

CK®, (M*m), mu/MuH
CK® < 90 my1/MuH

CHCT c DMSA*

CHMXeHUe MHAeKca MHTEerpajbHOro 3axBarta (q)
HMHpexc nHTEerpajlbHOTO 3axBaTa oot (M=Em)
PH 1-g crenenn, ¢

PH 2-4 cTrenenu, g

ApTepuanbHas rurepTeH3us (q)
Bospact ne6roTa aprepraibHON TMIePTEH3UH, TOJIbI

TyoynspHas nucHyHKIMsS
Huxtypust

CHMIXEeHUEe OCMOJISIPHOCTA MOYM
Tunocrenypust

1-s1 rpynma (n=11) 2-g rpynma (n=11) P
14 nueii—11 et 9 nHeri—10 et >0,05
(4,2713) (2,78+3,2)
0,91 0,73 >0,05
0,09 0,27
0,91 0,09 <0,001
0,09 0,91 <0,001
0,09 0,72 <0,01
(0) (0,27) (=0,05)
113,9+20,2 108,9£9.9 >0,05
0,18 0 >0,05
0,9 0,66
83,1£15,5 84,1+15,1 >0,1
0,5 0,11 =0,05
0,5 0,89 =0,05
0,9 0,9 >0,1
10,5+3,2 10£2,79 >0,1
0,18 0,55 p<0,05
0,45 0,55
0,18 0,18

IIpumeuanue. * Cratueckasi HeppocumaTurpadus (CHCI') ¢ DMSA B 1-it rpynmie poseneHa 10 netsm, Bo 2-it — 9 meTsim.

CK® — ckopocTh KIIyOOYKOBO# (hUIBTpALIUN;
TIMP — 11y3bIpHO-MOUYETOUHUKOBBII pehIIOKC;
PH — pediokc-Hedpomnartus.

TopaXXeHUsl TOYEYHOM MapeHXMUMBbI CO CHUXKEHUEM MHJIEK-
ca MHTETpaJIbHOTO 3aXBaTa OJIMHAKOBO YaCTO BBISIBJISLIUCH
y ieTeit B 00enxX rpyrinax He3aBUCUMO OT CTEeTIeH! MCILIa-
311 COCIMHUTENIBHOM TKAHU, YTO COTJIacyeTcsl ¢ JaHHBIMU
paHee TIPOBeICHHBIX MCClienoBaHmii [16].

VY Bcex meteit 2-i rpynnbl QuiIbTpallMOHHAsT (QYHK-
1I1sI TIOUeK OcTaBajach COXPaHHOM, B TO BpeMs Kak B 1-i
rpynne y 2 u3 11 gereit punsrpaiimoHHas (GyHKIUS T0-
yek OblJla HE3HAUYMTEJIbHO CHUXXKEHa U COOTBETCTBOBA-
Jla XpOHMYECKOU O0oJie3HU ToueKk 2-il cremeHu (cpen-
HSISI CKOPOCTb KIJIyOOUKOBOW (DWJIBTpAllMd Yy TaKUX
neteit M=86,5 mn/mun). Kak mpezacraBieHo B Tabi. 3
U Ha puc. 2, IS AeTeil 2-i rpynmbl Oblla XapakTepHa
HeliporeHHast IMCHYHKIIMS MOUYEBOTO ITy3bIps TI0 TUTIEP-
aktuBHomy tumy (p<0,05), B To BpeMs Kak y aeteit 1-i
TPYTIIBI Yallle BBISIBJISIACH TUTTIOTOHUS IETPY30pa.

Ilo naHHBIM yIBTPA3BYKOBOIO MCCIEAOBAaHUS I10-
YyeK, BHYTPUBEHHON SKCKpPETOpPHOI yporpaduu, y ne-
Teil 2-i TPyNIIbl Yallle BBISIBISLIMCh aHOMAJIMU Pa3BUTUS

OpraHoB MOYEBOI cUCTeMBl — B 72%' ciyyaeB IIpOTUB
27% y marmeHToB 1-if rpynmbl. M3 aHoManunit opraHoB
MOYEBOU CUCTEMBI Y NETE C BBIPAXKEHHOUW MUCIUIA3UEN

' 3mech u nanee % ykasaH yCIOBHO

p <0,05

80

60
lpynna 1

40 W [pynna 2

20

rAamMn fnotoHua
AeTpy3opa

Puc. 2. Xapakrep u yacrora auchyHKIUA MOYEHCIYCKAHUS
y nereii 1-ii U 2-ii rpynn (B 3aBUCHMOCTH OT BBIPAJKEHHOCTH
JUCIUIA3WH COeJMHUTEIBHON TKAHN).

TAMII — runepakTHBHbIA MOY€EBO¥i My3bIPb.

Tabauya 3. XapakTep u yacToTa AMCHYHKIHUIT MOYEHCITYCKAHHS B 3aBUCMMOCTH OT BbIPAJKEHHOCTH JUCILIA3MH COEIUHUTEIbHOM

TKaHU
Tum HeiiporeHHOI TUChYHKITUN MOUEBOTO ITy3bIPST 1-s rpynma (n=11) 2-g rpynma (n=11) p
HopwmopednektopHbrit 0,09 0
IunepakTMBHBIN 0,27 0,73 <0,05
I[MmoTOHNYHBII 0,63 0,27 <0,1
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OPUINHAJIbHBIE CTATbU HE®POJIOrns

Tabauya 4. YacTtoTa aHOMaMil PA3BUTHS OPTAHOB MOYEBOI CHCTEMBI Y JeTeil C pa3HOii CTeNeHbI0 TUCILIAZUH

COeIMHHUTEIbHOM TKAHU

ITapamerp 1-s rpynma (n=11) 2-s rpynma (n=11) P
IoBbIlIeHNE TOABIKHOCTA ITOYEK 0,18 0,09
Hedponrtos 0,09 0,27
JIMCTOMHS TTIOYEK 0 0,36 <0,02
Hroro: 0,27 0,72 <0,05
ITepernGb1 MOUYETOUYHMKA, COCYAMCTAst KOMITPECCHs 0,36 0,54
Cocynuctbie aHOMaJIUK (IOTIOJTHUTEIbHbBIE apTEPUH, 0,73 0,36 <0,1

abeppaHTHbBIEC apTEPUN)

COEMHUTENIbHOM TKAaHU JOCTOBEPHO yallle HadJtoaiach
nucronus nouek (p<0,02). Y 6oabHbIX -1 rpynmsl mpe-
BaJTMPOBAIM AaHOMAJTMU Pa3BUTHUST COCYIOB TTOYEK B BUIE
JTOTIOJTHUTENIbHBIX U a0eppaHTHBIX COCYOB (TaoI. 4).

BbiBOAbI

1. Beicokast cTemeHb Iy3bIPHO-MOYETOUYHUKOBOTO
pediiokca xapakTepHa TSl IeTell ¢ TSKEJIOM CTeTeHbIO
JIUCTUIa3UM COEAVMHUTEbHON TKaHMW, TIpU 3ToM B 27%
cydaeB TpeOyeTcsl TTOBTOpPHAsl SHIOCKOIMYECKast KOp-
pexums pedIrrokca.

2. CKJIOHHOCTb K PEUUAWBUPYIOIIEMY TEYEHUIO
MHOEKIIMM MOUYEBOW CUCTEMBI XapaKTepHa IJisT JIeTeid,
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