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AHHOTALIUA.

Kupum. YOy mapxaa OUpUKTUPYBUM TYKMMaHUHT Tabakanammaran aucruiasuscu (BTT/)
Oynran Oojamapaa CypyHKaad WKKAJIAMYHU MHETOHS(PUTHUHT TapKATHUIIH, KIMHUK OelITuiapu Ba
MHCTPYMEHTAJI JUArHOCTUKACUIa OWJ 3aMOHAaBMM MabiIyMOTIap TakauMm otuiarad. BT/
MueIoHeQPUT KEUNIIMHN CE3UWIApIIN lapaskaja OFUPIAIITHPHILY, KaCAJUIMKHUHT 3pTa OOIIIaHUILIN
Ba Te3-Te3 KalTanaHummra (peuuaus Oepuiinra) cadad Oynumm kypcatud yruiras. HlyHuHraek,
y3ura xoc  (QeHorunuk ~ Oenrwiap, gaboparopus — KypcaTKUWIapuaaru  y3rapuiuiap,
peHocuuHTUTpadus Ba Oyiipak ToMHpIapu AonIuieporpadusicyu HaTwxkagapu 0aéH STUITaH.

Maxcan:BT/I/] 6unan kacamianrad Oonanapaa CypyHKalIM UKKWIAMUYd MUEIOHE()PUTHUHT
KIMHUK-UHCTPYMEHTAJI XyCyCHSTJIapd Ba YHHMHI Yyuypall 4acToTacm OYyiimua 3aMOHaBUI
MabJIyMOTJIAPHUHT KHCKAa4a Ma3MyHH.

Harwkanap: Cuiiguk tuszumu naronoruscu Oynran Oomanappa BTl (Bupuktupysun
TYKUMaHUHT JuddepeHnramuiamMarad  IUCIUla3usici) HUHT SHT KYI ydpalauran (eHOTUIHK
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Oenrwiapyu KyHugarwiapavp: OYFUMIIApHUHT TUnepMoOwumrd (OemopiapHuHT 72  dousuma
yapaiinn), ssccuo€kinuk (63,3%), mkoduit «ommak» (63%) Ba «bom 6apmMok» (67%) cummromiiapw,
IIYHUHITIEK, aCTEHUK TaHa Ty3uwiumu [7,8].
beMopnapuu Tamku Ky3gaH keuupranpga, 78% xonartnapia S5 TagaH OpPTUK TalIKH KHYUK
puBosxnanui anomanusiapu (TKPA) anuknanran (Hazopar rypyxunaru 45% ra uuc6atas, p<0,05).
XyJsoca: 3amMoHaBHH TagkuKOTHap ymoly OormuiiukHUHT TeHeTHK (TNXB reHuHuMHT
Bapuantiapu) Ba narodpusnonoruk (PAAT daonnamryBu, HUTOKMHIAPHUHT TUNEPHIPOAYKIIUICH)
MeXaHU3MIIApUHA 0unbO Oepmokaa. TyKumamapaard THIOKCHSHUA (KHUCIOPOJ CTUIIMOBYMIMNTHHH)
KOPPEeKIMs KIINIIra KapaTUIraH MeTa0OIUK Teparivs UCTUKOOIUIN HYHAIUII XUCOOIaHaIu.
Kamut cy3nap: bonanap, OMPUKTHPYBYM TYKMMaHUHI TabakajammaraH IUCIUIA3USsCH,
nuenoHehpuT, (PEHOTUNIUK Mapkepiap, OVFUMIIAp THUIEPMOOWLIMTH (XapaKaTdaHJIHMTH), OyHhpak
TOMUPIIAPH JOMIUIepOrpadusCH, peHal LeMOIHHaMUKa (Oyiipakia KOH ailIaHUIIN ).

BBenenne. B 0030pe” MPEACTaBICHBI COBPEMEHHBIC JaHHbICE O pPACIPOCTPAHEHHOCTH,
KIMHUYECKUX HNPOSIBICHUSIX U  WHCTPYMCHTANTEHOW-. JHalrHOCTUKE \, XPOHUYECKOTO BTOPHUYHOIO
nuenonedpura y aereit ¢ HennddepeHIMpoBaHHEH Auciuiasuen coeauunTensHon Tkanu (HACT).
[Tokazano, uro H/ICT 3HauUTEABHO YTKENAET TeucHNe nueloHedpuTa, crnocoOCTBYeT paHHEMY
NeOI0Ty U YacThIM pelianBaM 3a0oseBanus. Omicansl XapakrepHble (QeHOTUTNUECKHEe TPU3HAKY,
W3MEHEeHHsT J1a00parOpPHBIX = ITOKa3aTeliel, JMJaHHble PEeHOCHMHTHIpadguu  u jgomnmieporpadun
IIOYEUHBIX COCY/OB.

Hean. O600mUTE COBpeMEHHBIC NaHHBIC O KIMHUKO-HHCTPYMEHTAILHBIX OCOOEHHOCTSIX
XpOHHUYECKOTro BTOpHYHOrO nueaoHedpura y gpereir ¢ HIACT, Yacrora HJICT y nereit ¢
MUETOHEHPUTOM.

Pesyabrarel. | Haubonee uwacteiMu “deHoTHIMYecKkuMy npusHakamu H/ICT y nereit ¢
MaTOJIOTHE MOYEBOM CUCTEMbI SIBISIOTCS THUICPMOOHMIBHOCTH CYCTaBOB (BcTpeuaercs y 72%
MAIUEHTOB), TI0CKOCTONKE (6343% ), MOAOKUTENBHBIE CUMIITOMBI «3aMICThs» (63%) 1 «OombIIOr0
naneia» (67%), a TakKe acTeHHUYecKoe TeaochokeHue [/,8]. Mpu BHEMIHEM ocMOTpe OOJBHBIX
BBISIBIICHO Ooliee 5 BHEIHUX MajbixtaHnomanuil passutus (BMAP)-B 78% cnyuaeB npotus 45% B
koHTponsHOW Tpynme (p<0,05). «C wambonbpiielt yacroTod Berpedaniich cremyromme BMAP:
ca”naneBuHas menb (81%);\BapycHas AeBHamms:V HaibUeB pyK n-Hor (71%), romyObie ckiepbl
(71%), aHoManmuu CTPOCHHSI HAPYIKHOTO yXa (68%0), ToTIHYecKoe HEOO (64%).

BoiBoa. CoBpeMeHHbIE HCCIIE0BAHMSI PACKPBIBAIOT FefieTHueckre (BapuaHTsl reHa TNXB) u
natopusnonornueckue (akrupauusi PAAC, runepripogyKiusi IMTOKHHOB) MEXaHU3MBbl 3TOW CBSA3H.
[lepcrieKTUBHBIM HAIIPaBICHUEM SIBIISIETCS METAOONINYECKas TepaIusl, HalpaBJIeHHas Ha KOPPEKLIUIO
TKaHEBOW TMITOKCHH.

Kuarouessble cioBa: Jletu, HeauddepeHunpoBaHHas AUCIUIA3HS
COEIMHUTENIbHOM TKaHU, MUETOHEPPUT, (EHOTUITUUECKUE MAPKEPDI, THIIEPMOOUIBHOCTh CYyCTaBOB,
nonmieporpagus MoYeyHbIX COCYJ0B, peHaAIbHAs TeMOAMHAMUKA.

Introduction. The review presents current data on the prevalence, clinical manifestations, and
instrumental diagnostics of chronic secondary pyelonephritis in children with undifferentiated
connective tissue dysplasia (UCTD). It is shown that UCTD significantly aggravates the course of
pyelonephritis, contributing to an early onset and frequent relapses of the disease. The text describes
characteristic phenotypic features, changes in laboratory parameters, and findings from
renoscintigraphy and Doppler ultrasonography of the renal vessels.

Objective. Below is the summary of the modern data regarding chronic secondary
pyelonephritis in children with UCTD (Undifferentiated Connective Tissue Dysplasia)
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Main Part. The most common phenotypic traits of UCTD in children with urinary system
pathology are joint hypermobility (found in 72% of patients), flat feet (63.3%), positive "wrist" (63%)
and "thumb” (67%) signs, as well as an asthenic physique [7,8].

Upon physical examination, more than five minor external anomalies of development (MEAD) were
identified in 78% of cases, compared to 45% in the control group p<0,05

Conclusion. Modern research reveals the genetic (TNXB gene variants) and
pathophysiological (RAAS activation, cytokine hyperproduction) mechanisms underlying this
connection. Metabolic therapy, aimed at correcting tissue hypoxia, represents a promising direction
for future treatment.

Key words: children, undifferentiated connective tissue dysplasia (UCTD), pyelonephritis,
phenotypic markers, joint hypermobility, renal Doppler ultrasonography, renal hemodynamics.

Beeaenne:

XpoHunueckuii muenoHeGPUT 3aHMMAET OJHO U3 Be/1y UX MECT B CTPYKType 3a001€Ba€MOCTH
neTckoro HacesieHus. 110 TaHHbIM PA3HBIX aBFOPOB; MHMECKIUN MOYEBBIBOSIINX ITyTeH BCTPEYAIOTCS
y 5-10% nereit, npufdéMm .y 3HaYUTEIHHOMy YacTH MNANUEHTOB 3a00JIeBaHWE MPUHUMACT
peLUIUBHpYIOLIEe TEUEHUE - MOKET NPHUBOAUTE K HEPPOCKICPO3Y U XPOHUYECKOH MOYeuHOU
HeJocTarouHocTH [1, 2).

B mocrnennng /AecsruieTuss BCE OONbIICC BHUMAHHME WCCIICHOBATENEH IPUBJICKAECT POJIb
KOHCTUTYIIMOHAJIbHBIX OCOOCHHOCTEM OpraHu3Ma B Pa3BUTHM U NPOIPECCHPOBAHUU MATOIOTUU
MOYEBOU CHCTEMBI.

Cpenu Takux (QaKTOpoB 0CO00€ MECTO 3aHMMAET HeaudepeHIMpPOBaHHAs IUCIUIA3UA
COCTMHUTEIILHON TKAHH (HACT) — TeHETHYECKHU 00yCTTOBIEHHAS AHOMAJTHSI
COEIMHUTEIbHOTKAHHOTO MaTpHKca, HPOsABIIOAsCs HOIMOPTaHHbIMM HapyeHusIMH [3].

CoenuHurenbHas FKaHb COCTABISIET CTPOMY BCEX BHYTPEHHUX OPIaHOB, BKJIIOYas MOYKH,
MOUYETOYHMKH M MOYEBOM Mysbipb. E€ HenmomHoumeHHocTs npu HACT mpuBoauT K CHUKEHHIO
MEXaHMYECKOH MPOYHOCTH, - HAPyIICHUIO OSIACTHYHOCTH W _TpPOMUKHA TKaHEeH, dYTO CO3maéT
OaronpusTHBIC YCIOBHS, IS PA3BUTHS BOCTIAIUTENIBHOIO Mpoliécca i XpoHu3anuu nHdexkuun [4].
Oco0yto akTyaapHOCTh IPOOIEMa HPHOOPeTALCT B TieIuaTpyik; MockoabKy Tposisieans HICT umeror
MPOTrPEeIMEHTHOE TeUeHHE U MOTYT MaHH(ECTHpPoBaTh € BO3PACTOM.

Henab: Hacrosmero “e030pa: ( 0000UMTH | COBPEMEHHBIC JaHHBIE O  KIWHUKO-
MHCTPYMEHTAJIBHBIX OCOOCHHOCTAX XPOHMYECKOro BTopryHoro nuenoHedputa y nereir ¢ HIACT.
Yactora HACT y nereii ¢ nuenoHehpuToM.

Pesyabrarbl. Pacnpoctpanénnocts HIACT cpenn nereit ¢ maronorued MO4eBOH CHCTEMBI
BapbUpYET B MIMPOKUX Ipeaenax — ot 27,8% 1o 88,4% — B 3aBUCMMOCTH OT BO3pacTa NalMEeHTOB
Y IPUMEHSeMbIX TUarHOCTUYECKUX KpuTepueB. B uccnenosanuu MambetoBoii A.M. u coasr. (2018),
BKJTIOUaBIIeM 99 neteit ¢ mpuoOpeTéHHbIMU 3a00eBanusiMu nouek, yactora HCT npu BropuanHoM
nuenonedpute cocrasuna 27,8% [5]. Haubonee Bricokue mokasarenu nonydersl Cadunoit E.B. u
coaBrT. (2022): cpenu 86 neTeil rpyIHOTO M paHHETO BO3pacTa ¢ MUeIOHEe(PPUTOM MTPU3HAKK CUHIPOMA
HACT umenu 88,4% nauueHToB, TOrAa KaK B IpyIIe IPAKTUUECKH 300POBBIX AeTeil — nuib 42,9%
(p<0,001) [6].

B nuccepraiiioHHOM HCClIeIOBaHUH, BHITIOJIHEHHOM Ha Kadeape aetckux 6onesneir YITMA
(2008), y 100 mereii ¢ BTOpUYHBIM MUETOHEPPUTOM cperHee YUCI0 (HEHOTUIUYECKUX MPU3HAKOB
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H/CT cocraBuio 5,75 npu oOCTpyKTUBHOM BapuanTe W 3,35 — mpu aucmerabonuueckom [7].
®enorunuueckue ocooennoctu neteit ¢ HACT u muenonedputom.

HawubGonee yacteiMu penorunmueckumu npuzHakamu HICT y gereit ¢ maronmorueir MO4eBo
CHCTEMBI SBIISIOTCS] THIIEPMOOMIBHOCTD CYCTaBOB (BcTpedaercs y 72% ManueHToB), MiI0CKOCTONNE
(63,3%), monoxxuTenbHbIE CUMITOMBI «3arsicTbsa» (63%) u «Oomnpiioro maneua» (67%), a Takxke

A = » Blood ee—— S |t
pressure retention
rises

R

-

ACGE

(angiotensin-

RAMAOIE Angiotensin I
enzyme) An!llo ensinl
to

Release from lungs

ensin BlSod

pressure
falls

acTeHnueckoe Tenocamkenue [748]. Ilpn BHemIHEM 0CMOTPE, 0OIBHBIX BBISIBICHO Oojiee 5 BHEIIHUX
Manbix aHomanuil pa3BuTHs (BMAP) B 78% ciydaes npotuB 45% B kOHTpoJIBHOU Tpymme (p<0,05).
C naunOonbIueit yacTOTOM BeTpeuanuch clenyromue BMAP: cannanesnanas mens (81%), BapycHast
neBuanus V nanbleB pyKs HOE (71%), roiyosie ckiiepsl (71%), anoMajiuu CTPOCHNST HApY>KHOTO yXa
(68%), rotrueckoe HEOO (64%).

Craructuyecki 3HAGMMBIX\OTIIMU N 110 9aCTOTE BcTpedaeMOCTIBMARP y nereii ¢ paznudHoii
comaTtuieckoi maronorven He BoLiBieHO (p>0,05). Kpome TOFOs € BBICOKOIT 4YacTOTON BCTpEUAINCh
TaKkue TMpHU3HAKU-(DEeHBbI, KaK THIEPMOOMIILHBINH CYyCTaBHOM CHHIPOM, ITOJOKUTEIBHBIA CHMITTOM
O0JIBLIOTO Majblia, CKOINO03, TIOCKOCTONME. BHemHne (peHOTHIMYeCKe TPU3HAKU HecTelU(pUUHBI
JUIS TIATOJIOTMM MOYEBOW CHCTEMBI, Kak ‘I ULl JIpyrux 3aboneBanuii. OmHAKO OHH SIBISIFOTCS
NpOsIBIEHUEM  AMOPHOHAIBHOTO  NUCMOP(OreHe3a, _Ur0  CBHUJETENBCTBYET O  HAJIWYHUU
MOp(podyHKIIMOHATIBHBIX HAPYILIEHUI CO CTOPOHBI BHYTPEHHHUX OPTaHOB.

BMAP B coderaHuu ¢ OTATOLIEHHON HACIEICTBEHHOCTBIO U APYTMMH (hakTopamMH pHCKa
pPa3BUTHS XPOHUYECKOM NATOJIOTUM SIBJISIOTCS IOKa3aHUEM JJisi MpPOBEIAEHHs J1abopaTopHO-
WHCTPYMEHTAJBHBIX HCCICIOBAHUN C LENbI0 BBIABICHHS COMarM4eckux aHoMaiauidi. Ocoboro
BHUMAaHMS 3aCTy’KUBACT TUTIEPMOOUIBLHOCTE CycTaBoB. B kananckom nccnenoBannu Tokhmafshan u
coanT. (2020) y 44 nereil ¢ My3bIPHO-MOYETOUHUKOBBIM PEQIIIOKCOM YacTOTa TUIEPMOOMIBHOCTH
coctaBuna 61,4% (27/44), uto moctoBepHO BbImie TomyisiuoHHOU (p<0,005). YV 7 mamumeHTOB
oOHapyXeHbl pefKhe MHaTroreHHele BapuaHThl reHa TNXB, komupyromero 0enok BHEKJIECTOUHOTO
MaTpUKca.

37O BIEpBBIE TOKA3aJI0, YTO TUIIEPMOOMIBHOCTD SIBISIETCS YacThbl0 CUCTEMHOTO (peHoTHna y
neTeil ¢ peduIrokcoOM M MOXKET WMETh 00IMe reHeTudeckne KopHu [9]. BwisiBineHa BwIcOKast
KOPpEJSIIMOHHASL CBSI3b MEXIY BO3PACTOM JIeTe M KOIUYECTBOM (PEHOTUIMYECKHX NPU3HAKOB
(r=0,98; p<0,001), uTO CBUAETEIHCTBYET O MPOTPEAUCHTHOM TCUCHUH JUCIUIACTHYECKOTO MpoIecca
[7]. Bnusiaue crenenu tsokectd HJICT Ha Teuenne nuenonedputa. Tsoxenas crenens HIACT (Gonee
23 OGammoB mno mkaine domuHoN) 3apeructpupoBaHa y 48,4% nereit ¢ 0OCTPYKTHBHBIM
nuenoHepuToM u Tuib y 15% manuentoB ¢ nucmeTabonnueckum Bapuantom (p<0,05) [7].
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B uccnenosanuu CugopoBuu u coanT. (2025) tskenas crenenb HACT BwisBiena y 55%
neTei ¢ muenoHedpuToMm, npuuéM HambOonee BbIcOKas dactota (75%) oOHapyxkeHa B rpymnmne c
COoYeTaHHEeM OOCTPYKTHUBHOTO U AUcMeTadoIrnueckoro BapuanTos [8]. Knunudecku Tsxénas creneHb

HJACT accommupoBana ¢ panHuM nebroroM — y 43% pgereil mepBble CUMITOMBI HH(EKIHU
MOUEBBIBOJSIIMX IMyTel mosBWIKCh B Bo3zpacte A0 3 jer (B rpymme 6e3 HACT — numb y 7%,
p<0,05);

*YacteiMu peruanBaMu — 4—6 060cTpeHuid B ro mpoTuB 1-3 B rpynme cpaBHEHUS;
*BoJiee BEICOKOI aKTUBHOCTBIO BOCIIAIMTEILHOTO MIpoliecca B epuoa odboctpenus [7].

Kpome Ttoro, y mamuentoB ¢ HJICT noctoBepHo damie HabGmromanoch (GopMupoBaHHE
apTrepuagbHON TunepreHsuu [5]. @yHKIMOHAIBbHOE COCTOSIHUE MOYEK U pEeHAIbHAsl TEMOJIMHAMUKA.
[Ipy nuHAMUYECKOM pEeHOCHMHTUTpAaGUU ¢ TyOyJoTponHBIM npenaparoM 99mTc-MAG3 y nereit ¢
obctpyktuBHBIM TiuenoHedputom Ha Goue"HIACT. yinmaenne Bpemenu cekperuu (Tmax > 3 MuH)
3apeructTpupoBaHo y 87,5% mnauueHToB, yminHenue BpeMenn dxckpeunu (T2 > 6 mun) — y 48%
[7]. IIpu ynbeTpa3ByKOBOW NOIHLIEPOrpADIH- cOCYAOB HOUCK V. ACTCH, ¢ Tsokenoi crenenbo HJICT
OTMEYaeTCs 10CTOBEPHOE [LOBBIICHHE MaKCHMATTEHOW-CLUCTOIMYCCKOM I\ KOHEUHOW TMaCTOINYECKON
CKOpOCTEH KpOBOTOKAa B OCHOBHOM T0UEUHOMN,0CETMEHTAPHBIX U/ MEXKIOJIEBbIX apTEepUsX IpHU
HOpMaJbHOM HHJEKce /pesueTuBHOCTH (p<0,05). D10oT (PeHoMEeH OOBACHSAETCS KOMIIEHCATOPHOU
runeprnepdysueil BCICACTBHE XPOHHUECKOTO BOCHAJNCHMSI W MOTCPU SIACTMYHOCTU COCYAUCTON
crenku [7, 10].

I'opmoHanbHBIE W HUTOKMHOBBIE HapyieHyst. Mamo6eroa A.M. u coaBt. (2018) ycranoBuy,
yro HIICT y GonpIimHCTBA QONBHBEIX ¢ MPUOOPETEHHBIMI 3a00CBaHUAMM TIOUEK COTIPOBOXKIAETCS
TUIEpIPOAYKLMEH peHUHA, albA0CTEpOHa 1 NPOBOCHATUTENbHBIX) IMTOKUHOB (PHO-a u UJI-1p).
DTO CMocoOCTBYET | MPOIPECCHPOBAHMIO XPOHUUCCKON TMMOYEHHON MATONOTHH U (HOPMUPOBAHUIO
Hedpockieposa [5].

Tepaneprnueckue oxonsl. B pabore Lukyanenko m coarr. (2023) 67 nereit panHero
BO3pacTa € NHEIOHS(PPUTOM \Ha (POHE My3BIPHO-MOYETOUHMKOBOTO pePIOKca W HapylIeHHEM
dbubpmtoreneza nonyyaiai komOuHanuio sutamuna E (10%) w/li-kapautuna B Teuenue mecsia.
3aduKcHpPOBAHO TOCTOBEPHOE CHIKEHUE MapKEPOB TKAHEBOWTHIIOKCHM 11/ ICCTPYKIIUN KIETOYHBIX
MeMOpaH B [MOYEYHOH MapCHXUME, UTO HOATBEPK/1a€T BOZMOKHOCTh MEJTMKaMEHTO3HOT'O BIUSHUS Ha
MpolLecchl KotareHooOpazoBanus [11]:

Zakawuenne: HJICT sBAsieTcst (3HAYMMBIM | \MOAM(DHKATOPOM TEUYCHUS XPOHHUYECKOTO
BTOPUYHOTO mHeNoHepputa y aereiIsokenas CTENeHb JVCIUIa3ud acCOIMUpPOBaHa C PaHHUM
ne0rTOM 3a00J€BaHUs, YaCTBIMU PEIUIUBAMU, (DOPMHUPOBAHHEM apTEPHAIBHON THIIEPTEH3UU U
XapaKTEepHBIMA  HM3MEHEHUSMH pPEHAJIbHOW reMoauHaMuKd. COBpPEMEHHBIE UCCIEI0BaHUS
packpbiBatoT reHetudeckue (Bapuantel reHa TNXB) u nmarodusmonornueckue (akruBanus PAAC,
TUMEPIPOAYKINS [IUTOKWUHOB) MEXaHU3MBI 3TOM CBs3U. [IepCIIEKTUBHBIM HAMPABICHUEM SIBIISCTCS
MeTabonruecKasl Teparnus, HalpapieHHast Ha KOPPEKIUIO TKAHEBOW TMIIOKCHU.
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