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BBeaenne. B mocinenHue roabpl MIMPOKO HM3YYAKOTCA BOIPOCHI, MOCBSILICHHbBIC
CUHAPOMY AMUCIUIA3UM COEIMHHUTEIbHOM TKAHHW, KOTOPBI UMEET MOJHCHUCTEMHOCTD
MOPAKEHUS. M OpraHbl MOYEBBLICIICHUS HE SBISAIOTCS HUCKItoueHueM. l[locnemnnHwuii
MpEeICTaBIsIeT COO0N KIMHHUKY OT TSXKENbIX MOPOKOB 10 HE3HAUUTEIHHBIX, B OCHOBE
KOTOPBIX JIEKUT HApYLIEHUE BHYTPUIIOYEYHOM TIE€MOJUHAMUKH, HApYyIICHHE
GunbTpaK ¢ MOCIEAYIOMIUM CHUKCHHEM (DYHKIHU, YTO OIpEAeNseT THKECTh
T€YEHUsT W NporHo3 3adoseBanus. Lleib HMCCaegOBaHUSL - M3YUHUTh IPU3HAKU
CUHIpPOMA JUCIUIA3UU COCIUHUTENBHON TKaHW Yy JeTed ¢ mnuenoHedpputramu B
nepuoje paHHero Bo3pacta. Marepuaa u MeToAbl. [IpoBeaeH peTpOCHEKTHUBHBIN
aHaiau3 amMOyJaTOPHBIX KapT B HCCIEAYyEeMOW Tpynme C OIEHKON MpPU3HAKOB IO
uzydyaemond teme. Pedyabrarbl. CHHIPOM JAWCIUIA3UM COEOUHUTENIBHOW TKaHU
BCTpeUasicsl MMOYTHU y BceX JaeTed ocHOBHOW rpynmsl (92,3%), Torna kak B rpyimme
CpPaBHEHUS yKa3aHHBIA CHHJPOM BCTpPEYaJCs TOJBKO y NOJIOBUHEI (57,1%), momumo
ATOr0 B OCHOBHOI TIpyIllle UMEIUCh OT 6 M 00Jee MPU3HAKOB, YTO OOYCIIAaBIMBAET
TSOKECTh TEUeHHUs TueaoHedpuTa, 0coOEHHO Ha (pOHE MOPOKOB Pa3BUTHUS TOYEK.
[TomuMo, opakeHus MOYEK, B OCHOBHOM I'pyIIIEe OTMEYAIUCh MPU3HAKU MMOPAKECHHS
apyrux cucrteM. BeiBoabl. CHHAPOM AUCIIA3UM  COCIWHUTENIBHOM  TKaHU
BCTpEYaeTcsl y JEeTel C MaToJOTUSIMU TMOYEK. OKCTpapeHAIbHBIE MPOSBICHUS
MOPAKEHUS MOTYT YCYryOJIATh OCHOBHOM MPOLECC, YTO B LEJIOM Takxke Oyaer
ompeneNnsTh NPOTrHO3  3a00JIeBaHMs, 4YTO  HEOOXOJMMO  YYMTBIBATH  IIPH
HNEPCOHAIM3UPOBAHHOM MOJIXO/IE MPHU pa3padOTKe METOI0B PeadMIUTALIUY.
KuroueBrble ci1oBa: CUHAPOM AMCIUIA3UU COCIUHUTEIBbHON TKAHU, IETH, ITOYKH.

MANIFESTATIONS OF THE SYNDROME OF CONNECTIVE TISSUE
DYSPLASIA IN CHILDREN WITH KIDNEY PATHOLOGY

Dinar.R. Khamatyanov?, Kristina.A. Zaripoval, Elena.V. Safinal?

!Department of Children's Diseases of the Faculty of Medicine and Prevention

Ural state medical university

2Children's City Hospital Ne§

Yekaterinburg, Russia

Abstract

Introduction. In recent years, issues related to the syndrome of connective tissue
dysplasia, which has a polysystemic lesion, have been widely studied, and the urinary
organs are no exception. The latter is a clinic from severe to minor defects, which are
based on a violation of intrarenal hemodynamics, a violation of filtration, followed by
a decrease in function, which determines the severity of the course and prognosis of
the disease. The purpose of the study is to study the signs of connective tissue
dysplasia syndrome in children with pyelonephritis at an early age. Material and
methods. A retrospective analysis of outpatient records in the study group was
carried out with an assessment of signs on the topic under study. Results. Connective
tissue dysplasia syndrome occurred in almost all children of the main group (92.3%),
while in the comparison group this syndrome occurred only in half (57.1%), in
addition to this, in the main group there were 6 or more signs, which causes the
severity of the course of pyelonephritis, especially against the background of
malformations of the kidneys. In addition to kidney damage, the main group showed
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signs of damage to other systems. Conclusions. Connective tissue dysplasia
syndrome occurs in children with kidney pathologies. Extrarenal manifestations of
the lesion can aggravate the underlying process, which in general will also determine
the prognosis of the disease, which must be considered in a personalized approach
when developing rehabilitation methods.

Keywords: connective tissue dysplasia syndrome, children, kidney.

BBEJEHUE

B nmocnenHue roapl B IUTEPATYype HIMPOKO OCBEIMIEHBI BOIPOCHI O CUHIPOME
mucrutazun coenuuutenbHol Tkanu (CHCT) u 3T0 He ciiyyallHO, Tak Kak HMeEeT
MOJINCUCTEMHOE MOPaXKEHUE OT €1a00 BBIPAKEHHBIX CUMIITOMOB, /10 TSDKEIBIX, UTO B
CBOIO OYepe]lb ONpeIeNsieT THXKECTh TeUECHUS U IMPOrHO3 OCHOBHOIO 3a0oJieBanus [1].
[IpyurHOK yKa3aHHOTO CHHJpPOMA SIBJSIETCS HAapyLIEHHME CHHTE3a KOJUIareHa |
OCHOBHOI'O  BEIIECTBA COEIWHUTEIBHOM TKaHW, YTO BIIOCIEACTBUM  JAET
HEIPaBUJIbHYIO TUCTOJIOTHYECKYIO CTPYKTYPY (POPMUPYIOIIMXCSA OPraHOB y PeOCHKa,
C TOCJIEAYIOIINM HapylieHrueM GyHKIuH [2].

CuHIpOM  JUCIIA3UM  COCAMHUTENIbHOM TKaHM  BKJIOYaeT B cels
muddepenurpoBanHbie U HenuPdepeHpoBanubie Gopmbl. JudepennnpoBannbie
(opMBbI MpPEACTaBICHBl TUIIAMU C YCTAHOBJICHHBIMU T'€HETUYECKHMMH Je(eKTaMHu ¢
ONpeNeTIeHHbIM TUIIOM HacieAoBaHUs (cuHApoM, Dnepca - Janmoca, Mapdana u
ap.). O wenuddepenmuporannom cunapome (CHJICT) roopsar B ciydae, Kormaa
(eHOTUIIMYECKUE NTPU3HAKYU HE YKJIAAbIBACTCS HU B OJIMH F'€HETUYECKUIM CUHAPOM, B
TAaKOM Ccllyyae, Kak NpaBHJIO, HaOJolaeTcss Bo3AelcTBHE (DAKTOPOB BO BpeMs
BHYTPHYTpPOOHOTO pa3ButHs mioxaa [3].

Knunnueckast kaptuna mHorooo6paszna CH/ICT, 3aTparuBaeT mpakTU4eCKu BCE
CUCTEMBI OpraHu3Ma U MOXKET IPOSBISITBCS B PAaHHUE TOABI U B TECYCHHUE JKU3HU
nauuenTa. Tak, HanpuMep, MPOSIBJICHUS CO CTOPOHBI JKENYJ0YHO-KUIIEYHOTO TPaKTa
00yCJIOBJIEHbI HAIMYUEM PEQIIFOKCOB, TPHDK PA3IUYHOM JIOKATM3ALMH, OMYIEHUEM
OpraHoB, a TMpU TOPAXKEHUU CEPACYHO-COCYAUCTOM CHUCTEMBI  BBISBISIOTCS
AaHTHOMNATHUA CETYaTKH, MpoJlalicCaMy KJIAllaHHOTO armapaTra cepala U COCYOB,
JOTOJHUTENbHBIMA ~ XOPAAMHM  KEJIYJOUYKOB, OTKPBITUAMHU  (YHKIHOHATIbHBIMU
nedexramu [4].

[Topaxxenue MOYEBBIIEIIUTEIILHON CHUCTEMBI MIPEICTaBISET coboi
pa3zHoo0pa3ne KIMHUYECKOW KapTHHBI OT TSXKEJIbIX MOPOKOB Pa3BUTHS (IIOJUKHUCTO3,
TUNOIUIa3usi, HEPPOMNTO3, My3bIPHO-MOYETOUHHUKOBBIM pedatokc u 1mp.) 10
HE3HAYUTENbHBIX (TOBBIIIEHHAs MOJBUXHOCTh, MHEIOKAIUKIKTa3us, (uOpO3HbIe
NEepeEMBbIYKM W 11p.). Ilpy HaimMumm MOPOKOB B TNOYKE MPOUCXOIUT HApYIICHHE
BHYTPHUIIOYEYHOW TIE€MOJMHAMUKM B CTOPOHY THIIEPTEH3HMH C YBEIMYEHHEM
CKOPOCTHBIX TIOKa3aTesied KpOBOTOKA, HApylIeHHE (PUIbTPALUU C IOCIETYIOIINUM
CHIDKEHHEM (YHKIIMH, a 3HAYUT Pa3BUTHE XPOHUYECKON O0JIe3HH TIoYeK [5-7].

Heab uccaenoBaHusi - MPOBECTU aHAJIU3 CPEAU AETEl paHHEro BO3pacTa C
nueaoHepUuTaMu M BBIICTUTh MPU3HAKK CUHAPOMA JUCIUIA3UUA COCAUHUTENbHOU
TKaHH.

MATEPUAJ U METOJbI
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[IpoBeneH peTpoCHEeKTUBHBIM aHaIn3 aMOyiaTOpHbIX KapT (dopma 112/y)
OCHOBHOM Trpymmbl B mepuon ¢ ¢eBpans mo ceHtsOppr 2022 r. MccnempoBanus
MIPOBOJMINCH Ha 0a3e monukianHUKKA Ne2 m gHeBHoro cranuonapa Nel 'TAY3 CO
JI'B Ne 8 (r. ExatepunOypr).

B ocHoBHYIO rpymiy Obuto BKItOueHO 39 gneteit ¢ HedpomatusiMu, U3 HUX
53,8% - meBouku (N=21)u 46,2% manpunku (N=18), cpeaHUii BO3pacT HA MOMEHT
ananu3a coctaBuia 14,8 + 1,0 mecsieB (Me-12 mec., Mo 12 mec., min 1 mec., max 36
Mmec.). ['pymniy cpaBHEHUsI COCTaBWJIM JAE€TH C | Tpynmoil 370poBbS — «YyCIOBHO-
3mopoBbiey, N= 35, u3 Hux 57,1% nesouek (N=20)u 42,9% wmanbunkoB (N=15),
CpeaHHUH BO3pacT HAa MOMEHT aHaju3a B rpyitiie coctabui 11,7+6,0 mec. (Me-12 mec.,
M-12 mec., min — 1 mec., max — 29 mec.).

Cratuctuyeckyto 00paOOTKYy MJaHHBIX TPOBOJWIM C TOMOIIBIO MaKeTa
npukiaaHeix  nporpamm  Microsoft Excel 2016. KonudecTBeHHBIE MNpU3HAKU
MpenCcTaBiIeHBl B BUAEC cpenHero 3HadeHus (Me), W 3HaYeHUH CTaHAAPTHOTO
otkioHenus (M + o). KadecTBeHHbIE MPU3HAKH MPEICTABICHBI B BHIE a0COMIOTHBIX
yucen u goiu (%) ot obmiero uucina, Ipu CPaBHEHUM UCTOIb30BaH Kpurepuit y2
[Mupcona u Tounbli kputepuit dumepa (F) B manbix rpynmax. Ilpu mpoBepke
HYJIEBOW TMIOTE3bI PA3TIUYMS CUUTAIIM CTATUCTUYECKU 3HAYMMbIMU TipH p <0,05.

PE3YJBTATDI

[TaTtonorusi MOYEBO CHCTEMBl B OCHOBHOW TpyMIE MPEACTABICHA OCTPHIMU
23,1% (n=9) u xponmueckumu 76,9% (N=30) nuenoHedppuTaMu, y MOCICIHUX
«JIBBUHYIO» JIOJIO0 COCTaB/sIM OOCTpykTHBHBIE Hedpomatuu 90% (n=27). Tax,
M30JIMPOBAHHBIEC MMOPOKU OTMEUAIUCh B 85% (N=23) ciyuasx u 15% (n=4) couetanue
nopokoB pazsutust MBC (Puc. 1).

N30JIMPOBAHHBIE COYETAHHBIE
IMOPOKHU MBC (85%), MMOPOKU MBC (15%),
N=23 N=4
s Panl
= Panl
[Tuenoskrasna -2 E— g6 TUIONIa3UsI+AUCTON s+ %
MynpTkucros-1 & 43 [IMP -1 /é
Jucronua-1 & 4,3

l'nonnasus-2 EZE— g g

TIMP-16 EEEEEEE s s stz 70

0 20 40 60 80 0 20 40 60 80

Puc. 1 Hozonoruueckue popMbl OCHOBHO# TpymIibl AETeH ¢ HEPpOmaTHUIMHU.

Hyxuno ormeruth, uro CICT BcTpedasncss mMo4YTH y BCEX JI€T€ OCHOBHOM
rpymnsl (92,3%, Nn=36), Torma Kak B TpyNNe CPaBHEHUS YKa3aHHBIM CHUHIPOM
BCTpeYaJics TONbKO y mosioBuHbI (57,1%, n=20), y2=12,391, p<0,001).

[Tpu aHanm3e KOMOMHAITMY MTPU3HAKOB CHHIPOMA JHUCIUIA3UHM COCTHMHHUTEIILHOMN
TKaHH OBLIO BBISBIICHO, YTO B TPYIIE AETEH ¢ HEGPOMATUSIMHU HE HMEIH IMPU3HAKOB 3
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nereit (7,7%); no 5 npuszHakoB umenu 22 pedenka (56,4%); or 6 o 10 nmpuszHakoB
umenu 16 aereit (41,0%); Hy u HakoHer, ot 11 u Gosee MPU3HAKOB UMET TOJHKO |
pebeHok (2,6%). B rpymnme cpaBHEHMS, «yCIOBHO 3/I0POBBIX» JIETEH, aHAIM3 TIOKa3all,
yto nipuszHakoB C/CT y 20 nereit He Habmonancs (42,9%), a y oCTalbHBIX CUHIIPOM
ObLIT MpeICTaBIeH TONBKO 1-2 mpU3HaKaMu.

JlocToBepHO dYaiie B OCHOBHOW TIpyHmne y JIE€Te€d C NaTOJOTHEN TMOYeK
OTMEYAIUCh MPU3HAKU MOPAXKEHUS OCHOBHBIX CUCTEM, TAKMX KaK, MaJbIX aHOMaIul
pazsutus cepama (GO0, AXIDK, 66,6%); HecTaOMIBHOCTH, B IIEHHOM OTHENE
no3BoHouHHKA (41,0%) u Muaronnyeckuit cungipom (30,8%); aHrHomaTusi CETYATKU
(33,3%); nynounas rpsika (28,2%); rugpouerne (20,5%). Torma kak yka3aHHbIC
CUMIITOMBI B MEHBIIIEH J10JI€ BCTPEUAIHUCh CPEU 30POBbIX (Tabnuma 1).

Tadmuma 1
[Tpuznaku C/ACT B nccnenyemsIx rpynmnax

[Tpuznak OcHoBHas I'pynna

rpynna CpaBHEHHUS 2, p, F
Cocyoucmas cucmema
Bcero: 16 (41,0%) |2 (5,8%) v2=12,495
AHTHOTIATHS CETYATKH 13 (81,3%) |1 (50%) p<0,05
["'emMaHrHOMa KOXKH 3 (18,7%) 1 (50%) F=0,0004
Tuwesapumenvras cucmema
Bcero: 17 (43,6%) |2 (5,8%) v2=13,866
JuadparmanbHas rpeika 1 (5,9%) - p<0,05
[Tymounas rpeixa 11 (64,7%) |1 (50%) F=0,0002
I"actpoazodareanbubiil peduiroke | 5 (29,4%) 1 (50%)
u ZyOJICHOTaCTpaIbHbII
pediroke
Kocmno-cycmasnas cucmema
Bcero: 11 (28,2%) | 2 (5,8%) v2=06,443
Jucrnasus tazobenpennoro | 10 2 p<0,05
cycTaBa 1 - F=0,014
BoponkooOpa3Has Ip. KlleTka
Mouenonosas cucmema
Bcero: 32 (82,1%) | 3(8,6%) v2=39,955
-T'unponedpos 4 (21,2 %) - p<0,001
-[Ty3bIpHOMOYETOYHUKOBBII 20 (62,5%) | - F=0,0000
pedroke 1 (5,3%) -
-MyJIbTHKUCTO3 2 (10,6%) -
-Jlucronust OMHOCTP. 3 (15,9%) -
-I'unomnnasus ogHOCTOP. 2 (10,6%) 1 (33,3%)
-ITuenoskrasus
llonosasa cucmema
Bcero: 10 (25,6%) | 2 (5,8%) ¥2=5,391
Kpunropxuzm 1 (10,0%) 1 (33,3%) p<0,05
['uaporiene (BOASIHKA sIMUEK) 8 (80,0%) 1 (33,3%) F=0,03
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Tunocnaus ronosyaras popma | 1 (10,0%)

Hepenaﬂ cucmema

Bcero: 28 (71,8%) | 8 (22,9%) v2=17,683,
MuaTOHUYECKUN CHHIIPOM 12 (30,8%) |5 (62,5%) p<0,001

HectabunpHocts B micitHoM | 16 (69,2%) | 3 (37,5%) F=0,00003
OT/IeJI€ TO3BOHOYHUKA

Cepoeuno-cocyoucmas cucmema

Bcero: 28 (71,8%) | 13 (37,1%) v2=8,964
JlommoytHUTEIBHBIE XOp bl JieBoro | 13 (46,4%) | 6 (46,2%) p=0,003

KEITy109IKa 13 (46,4%) |7 (53,8%) F=0,005

Oyuknuonupytomee oBaibHOE | 1 (3,6%) -

OKHO 1 (3,6%) -

Hedekr MEMXKEITYJOUKOBOM

NePErOpOIKU

['unoruiasus JISTOYHOU apTepUu

[Ipumeuanue: * - paznuuus nokazareneit craructuuecku 3Hauumsl (p<0,05)

OBCYXIEHHUE

[Ipn aHamu3e MAaHHBIX, MOJIYYEHHBIX B XOJE€ H3YyYEHUS, B HCCIEIYEMbIX
IpyIIax YCTaHOBJIEHO, YTO CUHAPOM JHCIUIA3UUA COCIUHHUTEIBHOW TKAHH JIEKUT B
OCHOBE Pa3BUTHS IMOPOKOB MOUYEBOM cuctembl [5-6]. Tloutu y 2/3 nereir (69,2%)
MMeJIach OMMCAHHAs MATOJIOTHs, KaK W30JUPOBAaHHAs, TaK U COUYETAaHUE HECKOJIBKUX
BApUAHTOB TOPOKOB Yy OAHOr0O pebeHka. M3oiMpoBaHHBIE MOPOKUA BCTPEUANUCH B
BUJIE MY3BIPHO-MOYETOUYHUKOBOrO pedutokca (70%), runomiasu M MHeI03KTa3HH
(9%), n HakoHel, ruapoHedpo3a, AMCTONUU, MyIbTUKUCTO3a (4,5%).

[Ipu n3yueHnn KOMOMHAUMK MPU3HAKOB OBLIO BBISIBJIEHO, YTO HAJMYHUE JIO 5
MPU3HAKOB BCTPEYAJIOCh IMOYTH OAMHAKOBO B o0eux rpymnmnax (56,4%, 57,1%,
COOTBETCTBEHHO). HO HY)XHO OTMETUTBH, YTO B OCHOBHOHM Tpymme ObUIA JETH, Y
KOTOPBIX UMEJIOCh OT 6 U 0OoJyiee MPU3HAKOB, YTO OOYCIIABIMBACT TSXKECTh TCUCHUS
nuenonedpura, ocooeHHO Ha (hoHE TOPOKOB pa3BuUTHs MoYeK. [lociennue B CBOIO
ouepenb, (POPMUPYIOT HaApYIIEHWE YPOAWHAMUKH 32 CYET HEMPaBUIHHOTO
aHATOMHYECKOTO CTPOEHUS, KOTOPBIEC BIEKYT 3a CO00M Hapyiienue QyHkiuu [7].

[ToMuMO, MOpa)keHHsI TMOYEK, B OCHOBHOU TIpYIINE OTMEYaJuCh NPHU3HAKU
nopaxxeHus aApyrux cucrem. Tak, y 71,8% nereit ¢ HedpomaTHUsIMU HMENIHUCHh B
PaBHBIX JOJIIX MAJIbIC aHOMAJIUHU Pa3BUTHUS CEpALA U ITOPAKEHUE HEPBHOU CHUCTEMBI;
y 43,6% nereit nopaxenue JKK-tpakra n'y 41,0% nereit cocyauctoit cucremol. Hy u
HaKOHEIl, MojioBas cucremMa 25,6%, 4TO B LEIOM TOBOPUT O MOJHCUCTEMHOCTH
HOpakeHHsI CUHApPOMa JUCILIa3uU COSAMHUTEIbHOM TKaHu [5-7].
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