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AHHOTALNA
BBenenue. B HacTosimiee BpeMs akTyaJ€H BONPOC W3YYECHHUS TEUCHHS IATOJIOTHM
OpraHoB MOYEBELIIECIUTETHLHOMN CHCTEMBI, BO3HHKAIOIIAX Ha dbone

HeauphepeHUMPOBAHHONW AUCIUIA3UU COCIUHUTEIBHOM TKAHH, B PE3ylIbTaTe Yero B
HallleM HCCJIEJOBAHUM Mbl M3YYHJIM CBOCOOPA3HOE TEUEHHE XPOHMUYECKOU Ooe3HU
nouek [-II cragum, nporekaromeid Ha doHe HeaudhepeHITUPOBAHHON TUCIIIA3UH
coeuHUTENbHOM TKaHu. Llesib ucceie0BaHus - yCTAHOBUTH YaCTOTY BCTPEYAEMOCTH
npu3HakoB, xapaktepHbeix s HJCT. Marepuaa u meroabl. Bpuio BBINOIHEHO
uccienoBanue 760 gereit B Bo3pacte oT 3 no 15 ner (cpemnmii Bo3pact 1+0,7 rona,
Me-8,8 roma, ¢-3): 530 — ¢ XpOHUYECKUM BTOPUYHBIM (OOCTPYKTHUBHBIM W/WIIH
nucMetabonuyeckuM) nueaonedputom, 230 — ¢ uaMONATUHYECKUM HEe(PpOTHUECKUM
cuagpomoM. Pesyabrarsl. [Ipu o0cneqoBanuu MaMeHTOB 00Jiee 5 BHEHIHUX MajbIX
aHomanuii pazsutus (BMAP) 6butn BeisiBiieHsl B 78% ciiyuaes, 1o cpaBHeHHIO ¢ 45%
B rpynne co (p <0,05). Haubonee wuyacro BbisiBIsieMbiMd BMAP Obuin:
caHnaneBuaHas pacuienua (81%), BapycHoe OTKJIOHEHHE V MayibIIeB KUCTU U CTOM
(71%), romyoOwie ckiuepsl (71%), aHomamuu CTpOEHUS HapykHOro yxa (68%),
rotudeckoe He0o (64%). Y nereit ¢ XBII I-1I cranuu Ha pone HIACT namubonee yacto
npeacrtaBieHbl  ciaeayromme BMAP: u3MeHeHuMe  OCaHKHM, IIJIOCKOCTOIME,
TUIEPMOOMIBHOCTh CYCTaBHOTO CHHIAPOMA, CaHAAJCBUIHAS IIIEJib, BapyCHOE
OTKJIOHEHUE V MayblEB PYK U HOT, CHHEBA CKJIEPbI, aHOMAJINHU CTPOCHHS HAPYKHOTO
yXa, TOTU4YeCcKoe HeOoO.

KioueBble cioBa: CoOeIMHUTENbHAS TKaHb, XPOHHWYECKass OO0JIE3Hb TOYEK,
nucruiasus, HeaudhepeHIMpOBaHHAs TUCIIIA3USI COSTUHUTEHHOM TKAHH.
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Abstract

Introduction. Currently, the issue of studying the course of pathologies of the urinary
system organs arising against the background of undifferentiated connective tissue
dysplasia is relevant, as a result of which in our study we studied the peculiar course
of chronic kidney disease of stage I-II, occurring against the background of
undifferentiated connective tissue dysplasia. The purpose of the study is to establish
the frequency of occurrence of signs characteristic of NDST. Material and methods.
A study of 760 children aged 3 to 15 years (mean age 1+0.7 years, Me-8.8 years, 6-3)
was performed: 530 — with chronic secondary (obstructive and/or dysmetabolic)
pyelonephritis, 230 — with idiopathic nephrotic syndrome. Results. When examining
patients, more than 5 external small developmental anomalies (VMAR) were detected
in 78% of cases, compared with 45% in the co group (p<0.05). The most frequently
detected VMAR were: sandal-shaped cleft (81%), varus deviation of the V fingers
and feet (71%), blue sclera (71%), anomalies of the structure of the outer ear (68%),
Gothic palate (64%). In children with stage I[-II CKD against the background of
NDST, the following VMS are most often presented: posture change, flat feet,
hypermobility of the articular syndrome, sandal-shaped gap, varus deviation of the V
fingers and toes, blue sclera, anomalies of the structure of the outer ear, Gothic palate.
Keywords: connective tissue, chronic kidney disease, dysplasia, undifferentiated
connective tissue dysplasia.

BBEJAEHUE

CoeauHuTenbHAs TKaHb SBISETCA OAHOW M3 HanbOosee CIOKHBIX KOMIUIEKCHBIX
CUCTEM YEJIOBEUECKOI0 OPraHM3Ma, BBITOJIHAIONIEH OrPOMHOE KOJMYECTBO (PYHKIIMIA,
KOTOPBIE, B CBOIO OYEpEb, HAMPABICHBI HA COXPAaHEHHE TKAHEBOTO romeocrasa [l1].
SABnsASACH ONHUM U3 COCTAaBHBIX KOMIIOHEHTOB BCEX 0€3 HCKIIOUCHHS TKaHEH u
OpraHoOB, COEMHUTENbHAS TKaHb CIOCOOCTBYET (POPMUPOBAHUIO BHYTPEHHEHN Cpeibl
OopraHu3Ma, KOTopas IpUHUMAeT aKTUBHOE ydacThe B 0OMEHHbIX Tporeccax [2,3]. B
YaCTHOCTH, COCAUHUTENIbHAS TKaHb OTOOPaXKaeT, MO OMPEeICHHUI0 MaTodu3noiora
A.A.Boromorbliia, "KOpeHb YenoBeKa" U BhIpakaeT NpeloNpeaeIeHHOCTh 340POBbs U
OonesHeil.

Hucnnazust  coequnutenbHo  Tkanu (ACT) — 93TOo reHeTHuYecKHu
OTIOCPEOBaHHBIA JNe(EeKT MAaTPUKCA COCAMHUTEIBHOW TKaHU, KOTOPHIA CTAHOBUTCS
3aIyCKOM, MPUBOJAIIUM K HApPYIICHUIO (YHKIIMOHUPOBAHMS OOJBIIMHCTBA OPTaHOB
U cucteM. JlaHHas TATONOrUsl MPEACTAaBICHA CIEIYIOUUMU OCOOCHHOCTSIMH: 3TO
4acTOTa BCTPEYAEMOCTH B MOMYJSLUH, MPOTPECCUPOBAHME TeueHUs 3aboseBaHUs,
MOpaXCHUE OPraHOB M CUCTEM, pa3HooOpasue kinmHudeckux nposisienui. J[CT —
3TO 0co0asi aHoOMalMsl OHTOTE€HE3a OpraHu3Ma, KOTOopas OTHOCHUTCS K psay
HEMPOCTHIX, HETIOTHOLIEHHO PACCMOTPEHHBIX BOIPOCOB COBPEMEHHOM MEIULIUHBI.
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CymiecTByeT 2 bopMbI JCT: nuddepeHupoBaHHas U
nenuddepennuposannas JICT. Takue 3aboneBanusi, Kak CHHIApPOMBI Mapdana,
Onepca-/laHno, HECOBEPIIEHHBII OCTEOI€HE3 W 3JacTHYecKas ICEBIOKCAHTOMA,
apisitoresa quddepennnposanubiMi popmamu JICT [3.4]. HeauddepenumpoBannsie
(OpMBI IUPOKO PACIPOCTPAHEHBI U TUATHOCTUPYIOTCA, €CIIH Y MalMeHTa ecTh Habop
(EHOTUNTUYECKUX MPHU3HAKOB, KOTOpPhIE HE BXOJSIT B KApTUHY HHU OJHON W3
g depeHINPOBAHHBIX JUCTIA3UM [5].

Leap wucciaenoBaHusi - YCTAHOBUTh YAacTOTYy BCTPEYAEMOCTH IPU3HAKOB,
xapaktepubix gns HJCT, ¢ nenbto  dopMmMupoBaHHS  BEpOSTHOCTHOTO
(dbeHoTUNMYeCcKOro noprpera pedbeHka ¢ xpoHuueckor OonesHbio mouek -1 cragum,
nporekamomieid Ha ¢oHe HenuPpepeHIMPOBAHHON JHUCIUIA3UU  COEIUHUTEIBHON
TKAaHMU.

MATEPUAJ U METOAbI

bruto BeIMOMHEHO wHccnenoBanue 760 pered B Bo3pacte or 3 go 15 ner
(cpennuii Bo3pact 1+0,7 roga, Me-8,8 roaa, 6-3): 530 — ¢ XpOHUYECKUM BTOPUYHBIM
(OOCTPYKTHBHBIM ~W/WJIM  AUCMETA0OIMYECKUM) TnuenoHeppurom, 230 — c
MIUONATUYECKUM HEPPOTUYECKUM CUHIApOMOM. [pyniy cpaBHeHus coctaBuiu 90
JeTel WMEIOIINEe pPa3IuYHble COMAaTHYECKHE MaTOJIOTMU (XPOHUYECKUH TacTpHT,
A3BEHHBIN KOJIUT, BPOXKIAEHHBIE MOPOKU CEPALIAa U COCYHAOB); KOHTPOJBHYIO T'PYIITY
coctaBuii 90 NpPAKTUYECKH COMATHUYECKU 30pOBBbIX nereid. KoHTpomupyemsbie
TPYIIIbl CPABHUBAJIUCH 110 TAKUM KPUTEPHSM, KaK IOJI, BO3PACT, PETUOH MPOKUBAHUS.
HenuddepenuupoBannyto popMy AUCIIIA3UN COSIUHUTENBHON TKAHU OLICHUBAJHU IO
ckpuHuHroBoi mikaie ComoBbeBod A.B. B Momudukanuu Ileperomunnoii T.d. u
MeXAyHapoaHOM deHotunmueckor kapte Glesby.

PE3YJIBTATBI

[Ipu obOcnenoBaHUM TAIIMEHTOB OoJiee 5 BHENMTHUX MajIbIX aHOMAJIUN Pa3BUTHS
(BMAP) 6butn BbIsiBIEHBI B 78% ciyyaeB, o cpaBHeHuto ¢ 45% B rpynmne co (p
<0,05). Haubonee yvacto BbisABIseMbiIMU BMAP Obutu: canpaneBugHas paciieianHa
(81%), BapycHoe oTkioHeHHE V mayblieB KUCTH U cToml (71%), romyObie CKiepbl
(71%), aHomanuu CTpoeHHS HapykHOoro yxa (68%), roruueckoe Heb0 (64%).
CrarucTudecku 3HAYMMBIX pA3IM4YUil B 4dacTtoTe BcTpedaeMoctu BMAP y nereit ¢
pPa3IMYHBIMM COMATUYECKUMH NATONOrusIMU He BbIsiBIEHBI (p>0,05). Kpome Toro, c
BBICOKOM 4YacCTOTOM BCTpEUaJUCh CIEAYIOIIME MpU3HAKKW (PEHOTUIa, TakKhe Kak
TUNIEPMOOWIIBHBIA  CyCTaBHOM CHHIPOM, TMOJIOKHUTEIbHBI CHMIITOM OOJIBIIIOTO
najiblia, MJIOCKOCTONHE, CKOMMO3. BHemHue ¢GeHoTunuyeckue MNpU3HAKU ObuIH
HexapakTepHsbl 175 natoioruu OMC, a Takke st ipyrux 3adoneBanuii. Kpome Toro,
OHM ObUTH MPOSIBIICHHEM HapyIIeHHeM Mop(doreHe3a B SMOPHOHAIILHOM TIEPUOJIE, YTO
YKa3bIBAJI0O Ha HalIWyue MOPQOIOTHUECKUX U (PYHKIIMOHAIBHBIX JE(PEKTOB CO
CTOPOHBI  BHCIIEpaibHBIX oOpraHoB. BMAP B codyeTtaHMM C TE€HETUYECKON
IPEPacioIOKEHHOCThI0O U (PaKTOpaMHM PUCKA Pa3BUTHS XPOHUYECKON MaTOIOTHU
(HeOnmaronpusTHOE TeueHHWe OEPEMEHHOCTH y MaTepH, MUMEIOLIUECS XPOHUYECKUE
MH(QEKIIMOHHbIE ~ O4yaru);  SBJISIOTCS  [OKa3aHUEM K JaOOpaTOpHbIM U
UHCTPYMEHTAJIbHBIM OOCJIEI0BAHUSM JIJIsl BBISIBJICHUSI COMATUYECKHUX MATOJIOTUH.

VY HabmronaeMbIX JUl, B OTJIMYKME OT JETEH KOHTPOJIBHOM IpYMIIbl, Yallle BCEro
BBISIBIISUTUCH  1€PEKThI CO CTOPOHBI MOYEBBIICIUTEIBHON, KOCTHOM, CepaeyHO-
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cocyaucTtoi u nuueBapurensbHoi cucteM (p <0,05). CTOUT MOOYEpKHYTh BBICOKYIO
pacipoCTPaHEHHOCTh TakKUX Je(EKTOB, KaK JUCTONMHUS YCThEB MOYETOYHHUKOB (B
rpyTMIie MalMeHTOB CO BTOPUYHBIM NuenoHedputom - 6onee 50%), KoTopasi, COIIacHoO
BBIBOJIaM MHOI'MX HCCJEIOBaTeNe, OYEHb YacTO BBISBISETCS B COYETAHHUU CO
CTPYKTYPHOU TUCIUIa3HeH MOYEYHON TKaHU. XapaKTepHOW 0COOEHHOCTHIO OBLIO TO,
YTO y KaXJO0ro MalleHTa UMEIUCh TPU3HAKH HE3PEIOCTH COEIMHUTEILHON TKAHU 10
KpaiiHeil Mepe U3 JAByX CHCTEeM opraHuzma. Y 2/3 MOHHTOpUPYEMBIX ObLIH
OoOHapy>KeHbI PU3HAKU TUCIUIA3UN COEIUHUTEIbHON TKaHU CO CTOPOHBI TPEX CUCTEM
opranusma, y 13% MOHUTOPUPYEMBIX — YETBIPEX CUCTEM.

C nenpio BbIABICHUS CTPYKTypHOH nucruiazsun OMC Obuin paccMOTpEHBI
pe3yibTaThl THCTOJIOTMYECKOTO UCCieAoBaHus OuonTatoB 90 ynaneHHBIX BTOPUYHO
CMOPILEHHBIX MOYEK U MOYETOUYHHUKOB B COOTBETCTBUHU C apPXWBHBIMU IPOTOKOJIAMHM
uccienoBanuii 3a 2003-2004 rompl. HedpskromMuu BBINOMHSJINCH B CBS3H C
HapyleHueM (PyHKIMH BTOPHUYHO CMOPILEHHBIX MMOYEK y MAllMEHTOB CO BTOPUYHBIM
nuenoneppuroM. Bo3pact nereit Ha MOMEHT onepaluy BapbupoBaics oT 11 mecsies
1o 15 ner. Ilpuznakm HACT Ha ki1€TOYHOM YpOBHE BKJIIOYAIOT TAKUE MPU3HAKH, KAK
HECTAOUJIBHOCTh KJIETOYHBIX MEMOpAaH MPOKCUMAaJbHBIX KaHAJIbIEB MOYEK B BUJE

Kpuctajulypuu  coined  (okcanaroB,  ¢docdatoB,  yparoB),  JHUIUIYPHH,
JIBYJTYyYETIPEIOMIISIOMNX ~ "KPUCTAJUIOB  IATOJIOTHMHU', TPU  MOJSPU3ALUOHHO-
ONTHYECKOM UCCIIETOBAHUU MOYHU.

OBCYKJIEHHUE

bbulo mpoBeneHO cpaBHEHHE (PEHOTUIMYECKUX MPU3HAKOB JUCIIIA3HU
coequuuTenpHor TKaHu y Jun ¢ XbII I-II cramgum, a Takxke ¢ apyrumu
comarnyeckumu TnaronorusiMu  (n=90). B rpynme cpaBHeHUs, B OTIUYHE OT
OPaKTUYECKU 3J0pPOBBIX JIeTed, BHEIIHUWE HeOosblmne JIe(EeKThl Ppa3BUTHS,
TUIEpMOOMIBHOCTh CYCTaBOB, M3MEHEHHMsS B KOCTHOW CHCTEME, COMAaTHYECKHUE
OTKJIOHEHUSI CO CTOPOHBI CEPACYHO-COCYIAUCTOM CUCTEMBI U OPraHOB NUIIEBAPEHUS
TaKkke Bcrpedanuch goctoepHo yamie (p <0,05). I[Ipu cpaBuenun aereit ¢ XBIT I-11
CTaAMM U JAPYyroil COMAaTMYECKOM MAaroJIOTMed JOCTOBEpPHBbIE pa3nuuusl ObuUIn
0OHapy>KeHbI TOJIBKO B OTHOLIEHUU aHOMAJIMK MTOYEK U MOYEBBIBOSIIHUX Ty TEH.

BbIBO/JbI

1.V nereit ¢ XBII I-II cranun Ha dpone HJICT nanbonee yacto mpeacTaBiaeHbI
cnenyrome BMAP: wu3mMeHeHHe OCaHKH, IIJIOCKOCTONHUE, TUMNEPMOOUIIBHOCTD
CYyCTaBHOI'O CMHIAPOMA, CaHJAJIEBUAHASA 11I€JIb, BAPYCHOE OTKJIIOHEHHE V MajblEB PYK
Y HOT, CHHEBA CKJIEpbl, aHOMAJIUU CTPOCHHS HAPYKHOTO yXa, TOTHYECKoe HEDO.

BoisiBieHHas BbICOKas pacHpOCTPAaHEHHOCTh COMAaTMYECKUX aHOMAaIui
(0coOeHHO TTOYEK MOUYEBBIBOMSIIUX MMyTEH) y JETEH ¢ XPOHHUUECKON OO0JIE3HBIO TTOYEK
CUMTAETCS TIOKa3aTrejJeM HEOOXOAMMOCTH BBISBICHUS HE TOJIBKO (PEHOTHUIHYECKHUX
MIPU3HAKOB, HO U coMarnueckux mnposieaeHuid JJCT y manveHToB, a Takke y JIHII,
BXOJSILITUX B TPYIITY PHUCKA.

2. Wzyyenue (eHoTHIIa CHOCOOCTBYET BBISIBICHUIO CUCTEMHBIX JI€(PEKTOB
COCIMHUTENIbHON TKaHU, OOJBIIMHCTBO M3 KOTOPBIX SIBJISIOTCS NPEIUKTOPAMU
(YHKIMOHANBHOW OpraHHON HenocTatoyHOCTH. CylllecTBYIOIUNA  CTPYKTYPHBIN
JTUCOMOPUOTEHE3 TMOYEeK CIOCOOCTBYET XpOHHU3AIMK 3a00JeBaHM, JellaeT Hux
TOPIUIHBIMU K IIPOBOJUMON TEPAIUH.
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3. MynbTHOpPraHHbIN XapakTep JUCIIACTHUYECKUX U3MEHEHUH C BKJIIOUYEHHUEM
MHOTHMX CHCTEM OpraHu3Ma, B YaCTHOCTU MOUEBBIICIUTEIBHOW CHCTEMBI,
MoJipa3yMeBaeT TPEOOBaHWE HA3HAYCHUS TEpaluu W peaOWIUTAIllMK TAIHeHTOB CO
CIIOKHBIMH TIOPAKCHHUSAMHU CTPYKTYpP COCIUHHUTEIHLHON TKaHU C TNPUMCHCHHEM
npenaparoB, 00IaJal0IIUM PEHOIIPOTEKTUBHBIM JIEHCTBUEM.
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