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Pe3iome

Beedenue. Iucrnia3us COeNIMHUTEIbHON TKAHU MPEJCTaBIAIET COO0I pa3HOPOJHYIO IPYIIY COCTOSIHU I, KOTOPbIE MOTYT MPUBOJUTD
K (popMHUPOBAHUIO MATOJOTUU PA3IMUHBIX OPTAaHOB, COMTPOBOX IAIOIIEHCs HAapy LIEHUSIMU UX MOP(OJIOTUU U GYHKLIMU, YTO CHUXKAET
Ka4yecTBO XM3HU MallMeHTOB, CIOCOOCTBYET HEOIArONPUSITHOMY TEUEHUIO U UCXOy 3a00JIeBaHU I, MPOTEeKAIOIMX Ha poHe AuCTIa-
31U COENMHUTEIBHOM TKaHU, a8 MHOT/A 1ake MHBaauaAn3auuu. @eHoTUIMYecK e POsIBICHU I TUCTIJIa3U U COSTMHUTETbHOM TKaHU
JOCTATOYHO MHOT000pa3Hbl. OCOOEHHOCTU CTPOEHUSI COENUHUTEIbHOU TKAHU BIUSIOT Ha Pa3BUTHE U TEUEHUE MaTOJIOT MU OPraHOB
MOUeBOIi cucTeMbl. B HacTosiiee BpeMs ycTaHOBJIEHBI MyTallMU B T€HAX KOJIJIareHa, MPUBOJSIINE K PA3BUTHIO 3a00JIeBaHU I TTOYEK,
a TaKkKe M0Ka3aHa CBSI3b MEXY BBIPAXXEHHOCTBIO CTEMEeHU NUCTIa3UU COeANHUTETbHOM TKAaHU U Pa3BUTHEM aHOMAJIUi OPTaHOB
MOUEBOI CUCTEMBI, BBISIBIIEHBI aHTEHATaJIbHbIe (haKTOPBI pricka (hOPMUPOBAHUS BPOXKAEHHBIX TOPOKOB Pa3BUTH I OPTAHOB MOUEBOIL
cucTeMbl Ha (hOHE NUCTIIIAa3UY COETMHUTENIbHOM TKAHU Y IeTeil.

Lleav pabomer. OLIEHUTD POJIb CUHAPOMA TUCTIJIA3UY COSIUHUTETbHON TKAHU B PA3BUTUY U TEUSHUU ITATOJOTUY OPTaHOB MOUYEBOI
CUCTEMBI y IeTeil.

Mamepuanvt u memoowt. I1poBeneH aHann3 24 0OTEUECTBEHHBIX 1 3apyOeKHBIX UICTOUHHMKOB IO TeMe CUHAPOMa IMCITIa3UK COSTUHM-
TEJbHOW TKaAHU.

Pezysomameur. TlpenctaBiieHbl COBpEMEHHbIE JaHHBIE O BIMSHUU CUHAPOMA AUCIIa3U1 COEAMHUTEbHON TKAHU Ha pa3BUTUE
U TeUYEHUE MaTOJOTUU OPTaHOB MOYEBOM CUCTEMBI Y IETEIA.

3akaouenue. CAHAPOM NUCILIIA3UU COETUHUTENBHON TKAHU SIBJISIETCSI OCHOBOI /1151 hOPMUPOBAHU S TATOJOTUY OPraHOB MOYEBOI
CUCTEMBbI Yy IETei, B TOM YHCJie BPOXKAEHHbBIX MOPOKOB PA3BUTH S TOYEK U MOUEBBIBOASIIIMX MyTei, MPUOOPETEHHBIX 3a001eBaH M i1
mouek. B cBsi3u ¢ 9TUM neTH ¢ CUHAPOMOM AUCIIA3UU COCTUHUTENbHON TKAHU SIBJISIIOTCSI TPYMIION prcKa 1o (hoOpMUPOBAHUIO
MaTOJIOTU U TIOYEK, YTO TPeOyeT MorcKa JOTOJTHUTENbHBIX IUaTHOCTUYECKUX KpUTepreB GOpMUPOBAHUS U TeUeHU I HedponaTuii
U ypomnaTuil y TaHHOU KaTeTOpuU MaIlMeHTOB.
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Abstract

Background. Connective tissue dysplasia is a heterogeneous group of conditions that, in turn, can lead to the formation of pathology
of various organs, accompanied by violations of their morphology and function, which reduces the quality of life of patients, contributes
to the unfavorable course and outcome of diseases occurring against the background of connective tissue dysplasia, and sometimes even
disability. Phenotypic manifestations of connective tissue dysplasia are quite diverse. The structural features of connective tissue affect
the development and course of pathology of the urinary system. Currently, mutations in collagen genes leading to the development
of kidney diseases have been established, and the relationship between the severity of connective tissue dysplasia and the development
of abnormalities of the urinary system organs has been proven, antenatal risk factors for the formation of congenital malformations of the
urinary system organs against the background of connective tissue dysplasia and children have been identified.
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Objective. The purpose of the study was to evaluate the role of connective tissue dysplasia syndrome on the development and course
of pathology of the urinary system organs. Materials and methods: the analysis of 24 sources of scientific literature on the topic under
study, connective tissue dysplasia syndrome in nephrology.

Results. The analysis of scientific literature data was carried out. Modern data on the effect of connective tissue dysplasia syndrome
on the development and course of pathology of the urinary system organs in children are presented. The features of the course are presented
and the degree of influence of connective tissue dysplasia on the pathology of the urinary system is described.

Conclusion. Connective tissue dysplasia syndrome is the basis for the development of pathology of the urinary system in children. Therefore,
connective tissue dysplasia requires a targeted search for criteria for identifying patients at risk for kidney damage.
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ucIuTa3ust coenuauTeabHoli Tkanu (ACT) mpencraBis-

eT co00ll pa3HOPOIHYIO TPYTIITY COCTOSTHUI, KOTOPBIE

B CBOIO O4Yepellb MOTYT ITPUBOAUTH K GPOPMUPOBAHUIO

MTaTOJIOTUY Pa3JIMIHBIX OPTaHOB, COIIPOBOXIAIOIICH-
cs HapylIeHUsIMU ux Mmopdosioruu u pyukuuu [1, 2, 13], uto
CHUXaeT Ka4yeCTBO XKM3HU MallMeHTOB, CIOCOOCTBYET HebJ1aro-
MPUSTHOMY TEUEHUIO U UCXOMY 3a00JIeBaHU 1, MTPOTEKAIOIIUX
Ha ¢one JACT, a muHorma naxe nHBaaugusauuu [4, 5, 16].

CaeneHus o pacnpoctpaHeHHocTu JCT kpaiiHe mpoTUBOpE-
yuBbl. OMHM aBTOPHI OTMEYAIOT €€ mposiBiieHus y 25-30% nerei,
a npyrue ykasbiBaoT Ha 60-80% [3, 7].

B cuny moBceMecTHOro pUCYyTCTBUS COSAUHUTEIBHOM TKAHU
(CT) B opranuaMe IUCIJIACTUYECKME MU3MEHEHU I HOCST pac-
IIPOCTPaHEHHBI, FTeHepaJIn30BaHHBI XapaKTep, YTO TPUBOIUT
K MHOTOOOPa3HBIM KJIMHUYECKUM ITPOSIBIEHUSIM, 3aTparuBaio-
LIMM TPaAKTUYECKU BCE OpraHbl U cucTeMbl [§, 9]. Bceobbemuttoniee
pacnipoctpaHeHue B opranu3me CT onpenesisieT moJMopraHHOCTb
nopaxeHuit mpu ACT [10]. Cunapom JICT 10BOJIBHO YacTo coye-
TaeTcs ¢ MaToJiorueit opraHoB MoueBoii cucteMbl (OMC).

B nacrosiee Bpemsi mog repmuHoM JICT nmoHUMaOT aHOMaIno
TKAHEBOI CTPYKTYPbI C yMEHBIIEHUEM CONEePKaHU S OTACTbHBIX
BMJIOB KOJIJIaT€Ha U 3J1aCTHHA WY HapyIIEHUEeM X COOTHOIICHU S,
YTO SIBJISETCS IPUUMHOI pacCTpoiicTBAa rOMeOCcTa3a Ha TKAHEBOM,
OpraHHOM M OpraHM3MEHHOM YPOBHSX, KOTOPOE COTTPOBOXKIACTCS
pa3sTUIHBIMU MOP(HODYHKIIMOHATBPHBIMU HAPYIICHUSIMHU C TTPO-
IpeAMEeHTHHIM TeueHuneM [10].

JICT — 5TO reHeTUYeCKH IeTEPMUHUPOBAHHBIC COCTOSIHUS,
xXapakTepusylomniuecs aeeKTaMu BOTOKHUCTHIX CTPYKTYP
u ocHoBHOTO BetiecTBa CT, mpuBoasiiye K HapyIeHuo Gop-
MOOOpa3oBaHMsI OPraHOB M CUCTEM, UMEIOIIe TTPOTPeIUeHT-
HOE TeYeHue, onpeaesolee 0COOeHHOCTU aCCOLIMUPOBAHHOM
MaToJIOTUH, a TaKXe (papMaKOKMHETUKU U hapMaKOAMHAMUKU
JIeKapCTBEHHBIX cpencTs [11].

Hcnonb3o0BaTh TEPMUH «AUCIIIIa3Us» (OT rped. duo — Hapyle-
Hue + tA&Ow — dopmupyto, o6pasyro) mnpuMeHuTeabHo K CT
npennoxun P. Beighton B 1983 r., TeM caMbIM KOHCTaTUPOBaB
KJIMHWYECKUE MPOSIBICHUS KaK CJAeACTBUE HAPYIIEHU I CUH-
Te3a M QYHKIIMOHUPOBAHM S KOJJIATEHOBBIX 1 3J1aCTUUECKUX
6enkoB [12].

®enorunmueckue mpossiaeHus JICT 1ocTaTOUHO MHOTOOOpa3HBbI:
ACTEeHWYECKU I TUIT KOHCTUTYIIUH, AeDUITUT MACcChI TeJia, TOJIN-
XOCTCHOMEJIW ST, apaXHOMAKTYIIHS, TeopMaIiuy TPYTHOM KJIETKI
Y TTIO3BOHOYHHKA, TUTIEPMOOMIILHOCTD CYyCTaBOB, aTpoGhUIecKre
CTPUU, TUTIEPPACTIKMMOCTb KOXH, MPOIOJIBHOE 1 MTONEepeyHOe
TJIOCKOCTONNE, hallux valgus, BEHTpaJIbHbBIE M MTAXOBbIE I'PHIXKU, BAPU-
KO3HO€ paclIupeHue BeH U Ipyrue HapyiiueHus [13].

K BucuepajabHOMY CUHAPOMY OTHOCSTCSI HE(DPOITO3 U JMC-
TOTIM S TTIOYEK, BPOXKJACHHBIE aHOMAJIMK TTOYEK U MOYEBBIBOISI-
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mux nyTeit (congenital anomalies of the kidney and urinary tract,
CAKUT), my3pIpHO-MOYE€TOYHUKOBBI1 pedTIIOKC, ITO3bl OPraHOB
KenynouyHo-KuiedyHoro TpakTa (KKT), masioro taza, moJioBbIX
OpraHoB y XeHIWH, nuckuHe3nu opraHoB 2KKT, ractpoazodare-
aJIbHbIE U yOleHOTacTpaibHbIe PedIIIOKCHI, HECOCTOSITEIbHOCTh
CUHKTEPOB, TMBEPTUKYJIBI MUIIEBOAA, TPBIXXU MUILEBOTHOTO
OTBepCTUS nuadparmsl.

Kannunueckoe teuenue JICT kpaitHe HEOTHOPOAHO: OT 100pPO-
KauyeCTBEHHOTO C HOPMaJIbHOI MPOAOIXKUTEIbHOCTHIO XKU3HU
110 HeOIATONPUSTHOTO, MPUBOASIIETO K paHHEN MHBATUAU3AL U
M naxe cMepTH nanueHToB [12]. [TanimeHTH ¢ KIMHUYECKUMU
nposiBneHusiMu JJCT HYX1a10TCSI B IMHAMUYECKOM HAOMIONEHN T
CO CTOPOHBI CTIEIINAJTUCTOB B TEUEHUE KU3HU.

Bepudukanusg nuarnosa u KiimHuuyeckas nuddepeHumnaibHas
nuarHoctuka JICT upe3BbluaitHO TPYAHbBI BCAEACTBUE CXOICTBA
CUMIITOMATUKHU. DTa 3a/laya UMEET BaXXHOE MPaKTUYECKOE 3Ha-
yeHue. OcoOEHHO aKTyajbHa TOCTAHOBKA TOYHOI'O HO30JI0THYe-
CKOT0 MarHo3a 151 GopMUpPOBAHU S I'PYIII MALIUEHTOB BHICOKOTO
pucKa, MOTEeHLIMAJbHO HYKAAIOIIMXCS B AMHAMUYECKOM Ha0JII0-
nenuu. Ho, HecMOTpst HA MHOTOUMCIEHHBIE UCCTIEIOBAH U, TaK
U He ObLIM HaliIeHbl OMOXUMUYECKUE UBMEHEHU ST U MOP(OI0TH-
YeCKHUe XapaKTepPUCTUKU KOJJIAT€HOBBIX BOJIOKOH, KOTOPBIE MOTJIN
OBl cTaTh crienupuueckumu ouomapkepamu JACT B nonoaHeHUe
K aHaJIU3y KIMHWYECKO! KapTUHBI 3a0oneBaHus1. OnpeneneHHbIe
HaJeX bl Ha TOsIBIeHUe TUbGepeHINnaTbHO-TMaTHOCTUUECKOTO
WHCTPYMEHTA CBSI3aHBI C Pa3BUTUEM MOJIEKYJISIPHO-TEHETUYECKUX
METOJIOB UCCJIEIOBAHUSI.

ITocTaHOBKa IMarHo3a B HACTOsIIee BpeMs OCHOBBIBAETCS
Ha BBISIBJICHUU MOJIEKYJISIPHBIX U3MEHEHU 1 KOJTMYeCTBEHHBIX
M Ka4eCTBEHHBIX XapaKTepucTuk 6enkoB CT.

Oco6enHocTtu ctpoeHust CT BAUSIIOT HAa pa3BUTHUE U TEUEHUE
natojoruun OMC. B HacTosi1iee BpeMsl yCTaHOBJIEHBI MyTallu U
B reHax KoJljareHa, npuBosIliMe K Pa3BUTHUIO 3a00JIeBaH U
MOoYeK, a TakXKe JOKa3aHa CBsI3b MEXAY BbIPaXXEHHOCTBIO CTe-
neHu JACT u paszButuem anomanuit OMC (AOMC), BbISIBJIEHBI
aHTeHaTa bHbIe (haKTOPHI pucka OPMUPOBAHM S BPOKICHHBIX
mmopokoB pa3sutust OMC Ha ¢pone JCT.

Cunapom AnbropTa (CA) — mposiBJIeHWE HACTIEACTBEHHOTO
Hedputa (HH). D10 HH ¢ Tyroyxoctbio. CA aBisieTcs peaKum
HacJIeNICTBEHHBIM 3a00JieBaHUEM, BBI3BAHHBIM aHOMAJIUSIMU
nereit a3, a4 unu oS5 xoJjimareHa tuia V. DT reHeTUYecKue
nedeKThl MPUBOIAT K TIOJIOMKE CTPYKTYPHI M GYHKIIUK 6a3aib-
HBIX MeMOpaH KJIYOOUKOB ITOYeK, YIUTKHA BHYTPEHHETO yXa,
XPYCTAJIMKOB IJ1a3 U IPYTUX OpraHoB. 3abojeBaHue MPOTEKAET
B BUJIe Tporpeccupyloniero Hedbputa ¢ MUKPO- U MaKporemar-
ypueii, npoTenHypueit, HapylieHueM (pyHKILIMY TToYeK, HepeaKo
B COYETAHUU C HEMPOCEHCOPHOM TYTOYXOCThIO U MOPaKEHUEM
raas [14].
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JlanHast HacJieACTBeHHAs MATOJIOTUS XapaKTepHa JJIsI Malb-
YUKOB, Y IEBOYEK XK€ BCTpeduaeTcs KpaiiHe penko. YacTora peru-
crpauuu B Mupe — 1 Ha 50 000 HoBopoxxmeHHBIX. B PD yacToTa
CA B netckoii monynsiunu coctapisiet 17:100 000. CA umeet Tpu
reHeTu4eckue GopMbl: X-CLUEMIEHHYI0, 3y TOCOMHO-PELIECCUBHY O
1 ayTOCOMHO-JIOMWHAHTHY0. X-CIETJICHHBI BADUAHT SIBJISI-
eTcst Hanbosee pactipoctpaHeHHBIM TUTIOM CA (80% ciryuaes)
M BbI3BaH Ie(MEKTHBIMU a5-uensiMu KojiareHa I'V. AyrocomHo-
peLeCcCUBHBII ITyTh HACJIEAOBAHUS COCTABIsIET NpUMepHO 15%
cllydyaeB M xapakTepusyeTcs MmyTauusamu aiienss COL4A3 u/unu
COL4A4. AytocomHo-noMuHaHTHBIN CA BcTpeyaeTcs: peaKo
(okoJ10 5% cny4daeB), HpUYEM MATOJIOTMYECKU I PeHOTUIT 0OY-
CJIOBJICH TeTepO3UTOTHBIMU MyTausiMu B COL4A3 nnu COL4A4
[15, 16].

Jng HH xapakTepHBbI 3KajloObl Ha reMaTypuio, HaJIu4Yue
B pomocyioBHOU ciydaeB CA vy reMaTypuu, HapyIIeHu s cliyXa
U 3peHus (4acTo JIeHTUKoHYc) [17].

[Ipu ocMoOTpe TTaliMeHTOB OTMEUYatoTCs OJIETHOCTh KOXKHOTO
MTOKPOBA, CHUXXKEHME MBIIIIETHOT 0 TOHYCA, HEPEIKO apTepraibHast
TUIIOTOHMSI, @ Ha ITO3THUX CTAAUsIX 3a001eBaHUsI — apTeprabHast
TUTIEPTEH3MSI; HAaJTUYMe BHELTHUX U COMAaTUYECKUX CTUTM IU33M0-
puoreHesa (TMNepTeJ0pu3M IJ1a3 U COCKOB, BBICOKOE HEOO, MUKPO-
aHOMAaJIMU MaJbLIEB BEPXHUX U HUXKHUX KOHEYHOCTE: UCKPUBIIE-
HME U yKOPOUYEHUE MU3UHIIA, CAHAAJIeBUIHAS 111€]1b, CHHIAKTUINS
WJIY TEHACHIUS K HEell BTOPOTO M TPETHhEro MajbleB CTOMbI U JIP.).

Mmeet MmecTo MOUEBOI CUHAPOM C remMaTypueit, JeMKOIuT-
ypueii/muMbonuTypueit abakTepualbHO), IPOTEUHYpUEHH
(mpeHepOTUIECKOTO YPOBHSI), B CTAUU XPOHUIECKOI1 O0JIe3-
HU ntovek (XBIT) moxeT pa3BUTHCSI HEPPOTUUECKUT CUHIPOM,
chopmupoBatbes XBIT [17].

s nuarHoctTuku CA HE0OXOMMMO HAJTUIWe TPEX U3 MSATH
IPU3HAKOB:

1) rematypusi uiu getanbHblii ucxon ot XbBII B cembe;

2) reMaTypus U/UJIU MPOTEUHYPUS B CEMbE;

3) Hannuue crelrduIecKux MI3MeHeH Ui 6a3aJbHON MEMOpPaHbI
npu MOpGOJOrMYECKOM HUCCIeq0BAaHUM He(PpOoOUONTaTa METOIOM
3JIEKTPOHHON MUKPOCKOTIMU: UHTEPCTULIMAIbHBIE TIECHUCThIE
KJIeTKU, KIyOOUKH, TOX0XMe Ha SMOPUOHBI, MUHUMAaJbHbIE
aHOMAaJINU KIyOOUYKOB C MEHEee MHTEHCUBHBIM OKPAIIMBAaHUEM
0a3anbHBIX MEMOpaH; yMepeHHOEe HEpaBHOMEPHOE Me3aHT -
aJbHOE paclIMpeHue; 04aroBoe yToIIeHue Karncyasl boymeHa,
ouaru TujaTalliy KaHaJbleB, KaHabIleBast 9KTa3us v aTpodus,
CIIETIKY PUTPOIIMTAPHBIX KAHAJIBIICB;

4) CHUKEeHUE cilyXa 1Mo JaHHBbIM ayJMOMETPUUYECKOIo Ucciie-
TOBaHUS;

5) BpoXaeHHas ImaToJiorus 3apeHus [16].

Crneunguueckoro jgeyeHust CA HeT: Tepalidsi HanpaBjeHa
Ha CHUXXEHUE YPOBHSI MPOTEMHYPUHU, UYTO TTO3BOJISIET MpoduIak-
TUPOBATh MOBPEXACHUE SMUTEIUATBHBIX CTPYKTYP MOUYEUHBIX
KaHaJIblEeB U UX aTpoUI0 U TOPMO3UT rporpeccupoBaHue XBI1,
T. €. HOCUT HePOIIPOTEKTUBHBII XapakTep. COrmacHo KIMHUYe-
CKUM PEKOMEHIAIIUIM TI0 AnarHocTuke u jedeHnio CA y neteit
(B. B. InuH u coaBrt., 2015 1.), TIepBOii TMHUEH aHTUITPOTEUH-
ypudeckoii Tepariuul CA SIBJISIIOTCSI MTHTUOUTOPBI aHTMOTEH3WH-
npeBpainatoliero ¢gepmeHTa. Mcroab3yoT paMUTIPUII B 103¢€
1-2 Mr/M2%/CyTKY, SHATATIPYIT B IO3MPOBKE BIBOE BHITITE (2-4 MT/M2/
CYTKM), TU3UHOTPUJI, (DO3WHOITPUJI, KBUHATIPUJT B IO3UPOBKE
BUYETBEPO BHITIE (4-8 MT/M2/cyTK¥). Bropoil IMHWe aHTUTIPO-
TenHypuueckoi Tepanuu CA sIBISIIOTCS 6JIOKaTOPbI pELENTOPOB
aHrMoTeH31Ha. VICIoNb3yIoT Jlo3apTaH B 1o3e 12,5 mr/M2/cyTky,
yaBauBasi 103y Kaxble 3 Mecsila 10 TOCTUXKEHU I MaKCUMaJIbHOMI
1035l (IIPU OTCYTCTBHU [T0604HBIX 3ddhexToB) 50 Mr/mM2/cyTKH,
upbucapTaH — TpoiiHas1 1o3a jto3apTaHa (37,5 Mr/M2/cyTKu),
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BaJicapTaH — MOJIYTOpHast 103a to3apTana (18,75 mr/m2/cyTKn).
JleyeHMe TPOBOAMTCS IO, PETYISIPHBIM KOHTPOJIEM YPOBHSI KaTusl.
B repmunanbHoit craguy X BI1 BEITIOMIHSAIOT reMOIUAIN3 U/ UIN
TPaHCIUTAHTALIMIO TTOYKHU.

IMpumepHO y 5% GONBHBIX, IEPEHECITUX TPAHCILIAHTAIINIO
IMOYKH, pa3BUBaeTcs HePpPUT, 0OYCIOBIEHHBI aHTUTEIaMU
K 6a3aJibHOI MeMOpaHe KJIyOOUYKOB, IIaBHBIM 00pa3oM Y My K-
YuH ¢ X-CLUeIJIEHHBIM CUHIpOMOM, Y KoTopbiX XBIT nocTuraer
TepMUHaabHOM cTaauu 1o 30-neTHero Bo3pacra [17].

bone3nb ToHkux 6a3anbHbiXx MeMOpaH (BTBM, nodpokaue-
CTBEHHAasl ceMeiiHasi reMaTypusi, HepporaTusi ¢ TOHKOM 0a3ajib-
Hoit Mem6Opanoii, BFH, TBMN, TMN) — penkoe HacjieACTBEHHOE
3a001eBaHMe, XapaKTEePU3YIOIIMXCS M30ITMPOBAHHOM reMaTypueit,
SIBJISETCS TEHETUYECKU reTepOreHHBIM 3a00JIeBaHUEM, KOTOPOE
yalie HacJaeayeTcs 10 ayTOCOMHO-TOMUHAHTHOMY THUITY.

B psine ciyuaeB (40%) BTBM cBsizaHa ¢ MyTallMsIMUA I€HOB
COL4A4wn COL4A3, 910 O3BOJISIET OTHECTH €€ K TPpyTITie 3aboie-
BaHwuii KojnareHa tumna IV. [Ipu atom, B otinune ot HH B 6a3anb-
HBIX MEMOpaHaX TIIOMEPYJISIPHBIX KAITUJIJISIPOB, HECMOTPST Ha MX
YTOHYEHUE, UMMYHOTUCTOXMMUYECKH BBISIBJISIETCSI HAJTMYME BCEX
MPUCYTCTBYIOLIMX TaM OOBIYHO ajibda-1erneit KoytareHa tumna [V,
B TOM uucJje anbda-3 u anbda-5 [2].

Knununueckast kaptuHa BTBM xapakTepu3syeTcst U30J1MpoOBaH-
HOIl MUKpOTreMaTypuii, KOTOpast MOXKET BBISIBJASITHCS B pa3HOM
BO3pacTe — OT MJIaJICHUYECKOTo 10 cTapueckoro. M3penka moryT
HaOI0aThCsI SMMU30bI MAKPOreMaTypHUH, Jallle CBSI3aHHbBIC
C pecrMpaTOPHBIMUA MHMEKIMAMU MIN (PU3NUECKUM MepeHa-
npsixkenueM. [IpoTenHypust OTCYTCTBYEeT MJIM MUHUMAaJIbHA
(< 0,5 /cyT), mpuyem oHa Yalie BCTPeIaeTcsl y B3POCIBIX MAlIMEHTOB
110 cpaBHeHUIO ¢ 1eThbMU [2]. Y 30-35% GoNbHBIX TaHHOI MTAaTOJIO-
TUeil BBISIBIISIETCS apTepualibHasi TurepTeH3us. TeueHue 3aboe-
BaHWSI, KaK IIPaBUJIO, GJIarOIPUSITHOE, XOTSI MHOTIAa MOXKET HabJTI0-
natbes MellJIeHHoe cHukeHue GyHkiuu noyek. bBTBbM cinyxut
¢oHoOM A7151 hopMUpPOBaHM S TPUOOPETEHHOI MAaTOJOT MU MOYEK
y IeTeid, B TOM YUCJie MeMOpaHO3HOIo, MeMOpaHo-Tpoaudepa-
THBHOTO rjioMepysioHedpuTta (Mazini, 2006).

B HacTos11Iee BpeMs TPOI0JIKa0TCs TOMCKY OTBETa Ha BOIPOC,
nouemMy MyTauuu Toro xe rena COL4A3 B omHUX CIyyasixX mpu-
BOIST K pa3BuTU1o KapTuHbl BTBM, B Apyrux — ayToCOMHBIX
BapraHTOoB HH. [IpomoikaroTcs moncKu CBSI3M MEX Iy KOHKPET-
HBIM TUTIOM MYyTallM¥ COOTBETCTBYIOIIETO reHa U (DeHOTHUTIIOM |[2].

Cunapom ACT saBasieTcsd onHoi u3 npuunH pa3sutuss AOMC,
TaKMX KaK aHOMaJIMM PACITOJIOKeHUsI, POPMBI M KOJIMYECTBA
noyek. AOMC ornpenessitoT Kak COCTOSIHUE, 4aCTO aCCOLIUUPO-
BaHHOE C CHCTEMHOI Ie30praHu3alineil COeqMHUTEIbHON TKaH!
1o TUITYy ee nucniasuu. [IpocaexuBaeTcs CBsI3b MEXAY CTeTe-
Hb10 BhipaxkeHHOCTU ICT u Ts13kecThio 3a00sieBaHust. [1pu aTom
TSI TSIKEJIBIX TTOpOKOB pa3BuTuss OMC xapaKTepHbI CUMIITOMbI
BBIPaXXEHHOI IUCTIJIa31 U, a IJ1s1 TOPOKOB JIETKOI CTeTMEeHU — JIeT-
Kue u ymepeHHblie nposiBieHus cunapoma JCT. I[Tpu mopdo-
JIOTUYECKOM MCCIIEAOBAHM Y MOYETOYHNKOB C MCIIOJIb30BaHUEM
MMMYHOTHUCTOXUMMWYECKOTO aHaJIM3a Y OOJBHBIX C TSKEJIOM cTe-
MEHBIO ITy3BIPHO-MOYETOUHUKOBOTO pedIriokca u THAPOHedpo3a
Ha (oHe BbIpaxkeHHBIX ITposBiacHUll JICT Ob111 00HapYKEHBI
IOCTOBEPHBIE M3MeHeH U s cTpoeHus BojiokoH CT BeienctBue
3HAYUTEJbHOU (hparMeHTAIlMY U XaOTUIHOTO PACITOJIOXKESHU ST
BOJIOKOH KoJjiiareHoB [ u IV tumnos.

AHoMaiuu noyex (popMbl, KOJTMUYECTBA U MOJOKEHUST) U MOYE-
BeiBomsux mmyteid (CAKUT) cocrapistior ot 9,3% no 24% Bcex
MpeHaTaJbHO TMAarHOCTUPOBAHHBIX TTOPOKOB Pa3BUTH S, SIBISISICh
BO BceM Mupe npuuunHoi dopmuposanus XBII B 40-50% cny-
yaes [18]. Y meTeii Maaiiero Bo3pacTa BpoXJAeHHbIE aHOMaJIUU
MOYEBOI cucTeMbl — Beaymias npuunHa XbI1, npuBoasias
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K HEOOXOAMMOCTY INMATU3HON TepaIuy U MOCeNyoeil TpaHc-
TUTaHTAIUY 1movex [19].

[To mTaHHBIM OTeYeCTBEHHBIX aBTOPOB, T0JISI BPOXKIEHHBIX TTOPO-
KOB pa3BUTHSI MOUEBOI cucTeMbl B cTpykType XBI1 y neteit noctu-
raet 65% [20, 21]. BCAKUT BXOasT INMPOKUI CIIEKTP MOYECYHOI
MaTOJIOTVW: areHe31s1/TUTIONJIa3usI TTOYeK, KMCTO3HAas U HEKHU-
CTO3Hasl JUCIIa3Us TTOYeK, MOJKOBOOOpa3Has Mmouka, nojHoe
Y HETIOJTHOE yJIBOEHUE COOUPATEIbHOI CUCTEMBI TIOYEK, 0OCTPYK-
TUBHbBIE yPOTIaTUU, BPOXIEHHBII ruapoHedpo3, Merayperep,
My3bIPHO-MOYETOUHUKOBBII pedIIioKe, KiaarnaHbl ypeTphl.

ITpu BpoxaeHHBIX mopokax OMC oTMe4yaroTcst MHOXECTBEH-
Hble peHoTunuueckue npusHaku JACT. YcranosneHo [22, 23],
4YTO BCe AeTu ¢ mopokamu pa3Butuss OMC umerot Heaudde-
pennupoBaHHbiit BapuaHT JJCT, KoTOpast sIBisIeTCS OCHOBOM MX
¢dopmupoBanus. 'mapoHedporryeckas TpaHchopmalus Moyek
u npyrue GopMbl TU33MOpUOTeHe3a OPTAHOB MOUEBO CUCTEMBI
TaKXe acCOLMupyloTes ¢ Tskenoii crereHbio ICT. YeraHoBneHo,
YTO MPU BPOKICHHOM TUIPOHE(DPO3e y IeTeit UMeeT MeCTO TUC-
TIa3KsI TIOYEYHOM MTapeHX MBI Pa3JIMIHOMN CTeNeHU TSIKECTH —
yMepeHHas 1 BbipaxkeHHas [8].

JICT criocoOCTBYyeT pa3BUTHUIO pa3HOOOPAa3HbBIX YPOIUHAMU-
YeCKM 3HAaYMMbIX aHOMAJIM i OpraHOB MOYEBOI CUCTEMBI U Oosiee
paHHeMY 1e0I0Ty peHaabHOM MH(MEKIIUH.

TyOynsipHble HapylIeHWs B BUAEC HUKTYPUU U CHUKEHU ST OCMO-
JISPHOCTU MOYM TOCTOBEPHO valle Haomtonatotes y neteii ¢ JICT.

®unbrpaninoHHas GyHKIINS TOYEK MPU JIETKOM U CpeaHeit cTe-
neHn JICT ocTaeTcst COXpaHHOM, B TO BpeMsI KaK TIPU TSKeJIO CTe-
MeHU TUCTIa3U 1 HAOJII0NAeTCsI ee CHUKEeHUE, T. €. hOpMUpOBaHUE
XBII. Beicokas cTeneHp my3bpHO-MOYETOYHUKOBOTO pedJitokca
yalle BeISBIsICTCS y AeTeit ¢ Tsikesoii cterenbio ACT (54%) [18].

B HacTos1iee BpeMsl BBISIBJICHBI aHTEeHATaJIbHbIe (DaKTOPBI
pucka (popMUpoBaHUS BPOXAECHHBIX TTOPOKOB pa3Butust OMC
Ha (one JICT B Bujie BbICOKOI YaCTOTBI MOPaKeHM s TOTO XKe OpraHa
(royek) y MaTepu 1 HaJauudus mopokoB pa3sutuss OMC B ceMmbe,
yKa3bIBaloII1e Ha POJIb HACJIEICTBEHHOM MPeapacnoloKeHHOCTH.
CKJIOHHOCTb K XPOHUYECKOMY T€UeHU 0 UHDEKIMii, ajaepruie-
CKUM 1 ayTOMMMYHHBIM 3a00JIeBaHUSIM MaTepeit [eTell ¢ Bpoxk-
NeHHBIM mopokoM pa3BuTuss OMC cBuaeTenbCTBYeT 00 UCXOMLHO
HeOJIaroMpPUSATHOM UMMYHOSHIOKPUHHOM CTaTyCe, CIIOCOOCTBY-
IOIIIeM peasin3aluy HacaeICTBEHHOM! MPeIpacioNoXeHHOCTH
B ntopok pazsutust OMC [24].

YcTaHOBIIEHO HEGJIATONIPUSTHOE BIUSTHUE CPEIHEN/TIXKeIon
creneHeit Tsxkectu JCT Ha pazButue HepocKiaeposa, Hapylie-
HUeE TTapluaJbHbIX GYHKIINIA TOYeK, YaCTOTY PEIIUIUBOB BTO-
PUYHOTO TTHeJIoHedprUTa U apTepruabHON T'UIePTEH3U U y neTei
C BPOXJAEHHBIMU nopokamu pa3Butuss OMC. OueHka cTeneHu
TskecTu JICT MoXeT MMeTh TPOrHOCTUYECKOE 3HAUECHUE.

Taxkum o6paszom, cunapoM JCT sBiasieTcss OCHOBOI 1JIs1 pa3BU-
tus naroygoruu OMC y neteii. B HacTosiliee BpeMst HET JaHHBIX,
OTUCHIBAIOLIUX CBSI3b MEXAY PEHOTUTTUUYECKUMU U BUCLIEpAJIb-
HBIMU MIPOSIBIICHUSIMU, XapaKTepHbIMU 1151 TopaxkeHuss OMC,
He HaliIeHbl pAHHWE MapKePbl TMATHOCTUKY IMOPaKEHU S TTOUeK
pu JICT y neteit. [ToaToMy Haanume COBOKYITHOCTU (PEHOTUTIH-
yeckux nposiieHuit JJCT TpeOyeT 1esieHanpaBJIeHHOTO ITOMCKa
KPUTEPUEB AJIsI BBISIBJICHU I TAIIMEHTOB, BXOISIIIUX B TPYTIITY
purcKa 1o nopaxeHnuo rnouek. JIB
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