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Ipeocmasnenvi Oannvle IUMEPamypul, NOCEIUEHHbLE OCOOCHHOCMAM KIUHUYECKO20 MedeHUst 00Ne3Hell OP2aAHO8 Moye-
8b10eIUMENbHOT cucmemsl y demeltl Ha PoHe HeduphepeHyupoBaHHoL OUCNIA3UY COCOUHUMENbHOU MKAHU. YcmaHose-
HA 3HAUUMOCTb OUCNHLA3UL COCOUHUMENbHOU MKAHU KAK (AKMOPA, OCIONCHAIOWE20 MedeHUe NOYeK U OPYeUX Op2aHo8
MOUeBbIOCIUMENbHOU CUCmeMbl Y Oemell.
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The data of the literature devoted to the peculiarities of the clinical course of diseases of the urinary system in children
at the background of undifferentiated connective tissue dysplasia are reported. the importance of connective tissue
dysplasia as a factor that complicates the course of disease of the kidneys and other organs of the urinary tract in

children has been established.
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oLManbHas 3HAYUMOCTH OOJIE3HEH OpraHoB MoO-
yeBblienuTeNIbHOW cucTeMbl (MBC) B nerckom
Bo3pacTe 00yCJIOBIIEHA UX IIUPOKOM pacmpocTpa-
HEHHOCTBIO, HEPEJIKO HHBAJIHMIU3UPYIOIINM XapaKTepoM
TEYEHUs, TPYAHOCTMH JHAarHOCTUKH, JICUSHHS U peadn-
TuTannu O0NBHBIX. B HeToOAIEe Bpems pacipoCcTpaHeH-
HOCTb 3THX ()OPM HaTOJIOTHH yBETHYMUIACh B 0oJiee ueM
6 pa3 u gocturaet 187 ma 1000 meTckoro HaceICHHS B
9KOJIOTHYECKH HeOJIaronoxy4Hsix paiionax Poccun [3].
B mocinenHee Bpemsi Bce waine oOpamiaer Ha ceOst
BHUMAaHHE HCCIIEAOBATENeld COCTOSIHUE COCIUHHUTEINb-
HOW TKaHM y neteil. CI0BO «IHCIUIa3Hs» B TIEPEBOE C
IpeYecKoro s3bIka 0003HAYAET «OTKIOHEHHE B (hOPMH-
poBanum». Jnucrurasus coequantensHoi Tkanu (JICT) —
9TO T€HETHYeCKH OOYyCIIOBJICHHAs aHOMANHs Pa3BUTHS
ME3eHXMMaJIbHOTO MaTpHKCa OpPraHu3Ma, COIPOBOXKAA-
IOIIAsICsl MHOTOOOpa3HbIMU HapyIICHUSMH €€ CBOWCTB.
JACT nonppasnensiercss Ha auddepeHInpoBaHHbIE 1 HE-
muddepeHIMpOoBaHHbIC BapuaHThL. JuddepeHtmpoBan-
Has JICT npencraBiena psiioM CHHAPOMOB, B OCHOBE KO-
TOPBIX JIGKHUT MIEPBUYHBIN TeHHBIH JIe()eKT CHHTE3a KOJI-
JlareHa 1 OTpe/eNIeHHBIN THT HacIeJ0BaHUS (CHHIPOMBI
Maphana, Dnepca—/lanno, Ctuxsepa u zip.).

Jas xoppecnongenuun: Meanosa Upuna Heopesna, Kana. Mel. Ha-
VK, JIOLEHT Kad. meamarpuu meaunarpudeckoro ¢ak. Tsepckoit [MA,
e-mail:drabador@yandex.ru

Yame BcTpedatorcs HemubdepeHIpoBaHHBIC IT0-
murensabie Gopmbl J{CT, koTopsle TMArHOCTHPYIOTCS Y
20-70% neteit B MOMYJISILIAN U TIPOSBIIIOTCS (DEHOTHUIIH-
YeCKUMHM MapKepaMH, THIEepMOOUIBHOCTHIO CYCTaBOB,
TUIIEPPACTSDKUMOCTBIO KOXKH, JeopManueii T03BOHOY-
HUKa, a TAKKe U3MEHEHUSIMH CO CTOPOHBI BHYTPEHHHX
opraHos [5, 11, 15].

Cunapom JICT Hepenko coderaeTcss ¢ MaTojorhen
MBC. Yactoe BosBierne npusHako JCT y mereit c
3abonmeBanusaMu mouek (ot 23 mo 80%) m pacmpoctpa-
HeHHocTh natosioru MBC Ha goHe qanHOTO CHHIpOMA
(68—80%) moxa3bpIBAIOT UX B3aUMOCBs3b [1, 5, 12].

Cpenu nereit, umeromux npusznaku JICT, BeisBs-
eTcs IMHUPOKUH criekTp 3aboneBannit MBC: ocTphie u
XPOHUYECKUH THEToHePPUTHl, HHTEPCTULIHAIBHBIN
Heput, rmomepynoHedput, HedPOMONTO3, paznnuy-
HbIE BUJBI AHOMAJIMH Pa3BUTHS MTOYEK U MOYEBBIBOS-
mux nyTeil. [IpuMepHo y Kaxaoro TpeTbero pedeHka
¢ ACT nHaOmromatoTcst Kakue-To CUMIITOMBI, XapakTep-
Hble U1 nopaxenuss MBC: gactoe ModencnyckaHue,
YyBCTBO HEIOJIHOTO OMOPOKHEHHSI MOYEBOTO ITy3BIPS,
HUKTYpHS, JHYpe3, CHMIITOMBI AHCMETA00INYEeCKOH
HedpomaTuu, MpU YDIyOJICHHOM OOCIeTOBAaHWHU BEI-
SBIISTIOTCS TTOJINKUCTO3, AMBEPTHKYJIE3 MOYEBOTO IIy-
3bIps, HE(POTONTO3, ATOHUSA YAIIEYHO-TOXAaHOYHOH
CUCTEMbI, yABOCHHE IMOYKH H/MJIA MOUYEBBIBOISIINX
nyteit [1, 5, 11].
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[Ipu npoBeneHnH MONHOTO HE(PPOIOTHYECKOTO 00-
CJIeZIOBaHMS JIeTel, IMeonMX 5 GeHOTHITHYeCKnX TpH-
3aaxoB J{CT u Oonee, 3a00seBaHNS TTOUEK BBISBIAIOTCS Y
39%; coueTaHKe BHICOKOM CTUIMATH3AIUMHU C IIaTOJIOTHEH
OpraHoB MOYEBOM CHCTEMbl B CEMEHHOM aHaMHE3€ CBU-
JIETEeNBCTBYET O 3a00JIeBaHUM MToYeK y eteit B 90% ciy-
gaeB [3]. [Ipu ocmoTpe peGeHKa B IEPBYIO OUEPEIh ClIe-
JyeT oOpaliarh BHUMaHUE Ha HAJIMYHE TAKUX (EHOTH-
MMUYECKHUX MTPU3HAKOB, KaK BBICOKOE (TOTHUYECKOe) HebOo,
paciMpeHHas IepeHOCH1a, aHOMAJIUU CTPOCHHUSI YILIHBIX
PaKOBWH, STINKAaHTYC, KOCTHBIE aHOMAJINH, BapyCHas Je-
(opmanus mmsuHna. [lokazaHo, YTO IMEHHO OHM Halle
BCEro comyTcTByIoT narojgoruu MBC y neteii.

VY nereii ¢ pa3snuYHBIMUA (OPMaMH MATOJIOTHHU MOYEK
ObUTH BBISBICHBI (DEHOTUIIMUYECKHE Pa3Inuus MpOsBiIe-
wuit JICT. Tak, npu nuenonedpure (ITH) u TyOymoun-
TEPCTUIHATLHOM He(pHUTE Yallle BCTPedaInch aCTeHUYe-
CKOE TeJIOCIIOKEHNE, IOTUX0CTEHOMEIHS, THTIEPMOOHITB-
HOCTH CYCTaBOB, TOHKasl pacTsHKUMas Koka. B oTmmame
OT HUX JJIS JETeH ¢ TIIOMepyIoHeHPUTOM OOJIbIIe OBLITH
XapakTepHbl HOPMOCTEHHYECKOE M TUIEPCTEHHYECKOE
TEJIOCIIOKEHHE, THIIOTENIOPU3M IJ1a3, HU3KHUH POCT BOJIOC
Ha 0y, siMKka Ha nogooponke. [Ipu [TH uamie BcTpeva-
JIMCh U3MEHEHUS CO CTOPOHBI KOCTHOM CHCTEMBI: ieop-
Malusi IO3BOHOYHUKA, apAXHOJAKTUIIHSL, IIII0CKOCTOIHE.
OOummMMH CUMITTOMaMHU IS BCeX 3a00JIeBaHUH SBISITNCH
BBICOKOE HE00, CaHJaIMEeBUIHAS 1eNb, THIIEPTETIOPU3M
COCKOB, Jie()OpMaItus YIIHBIX pakoBuH [15].

Ha ¢done cunapoma JICT BbIsiBICHBI 0COOSHHOCTH
xponnyeckoro [TH. Tak, neGroT 3a00neBaHus BOSHUKAI
no3nuee y aereit ¢ JICT (11,9 £ 0,96 rona), uyto 00bsic-
HSIETCS TOCTENECHHBIM HAapacTaHUEM ME3CHXHMAaJIbHOM
HEJIOCTaTOYHOCTH B IIpe- U ImyOepTaTHOM nepruogax. He-
penxo mepBoe mposiBiienne [1H Obuto cripoBommpoBaHO
¢usnyeckumu Harpyskamu [13]. B To ke Bpemst Obu10
oTMedeHO panHee Hadano ITH y nereit ¢ Tsbxenoi cre-
nenbto JICT mo cpaBHEHUIO ¢ AETbMHU 0€3 AUCIUIACTHYE-
ckoro Qona [14].

OTMeuaeTcss 4acTo pPelUIUBUPYIOLIEE TEUEHUE Xpo-
nuueckoro [TH y nereii ¢ JICT [2, 6, 11]. Ilpu Tskenoi
CTETIeHH JHCIUIa3uH 000CTPEHNSI MOTYT HAaOIIIONaThCS J10
4—6 pa3 B roa [6]. XpoHHUECKOE PELUIUBUPYIOIIEE Te-
YyeHne OBLIO BBISBICHO y OONBIIMHCTBA IETEH C 00CTPYK-
tuBHEIM [1H (81%), u numb y wactu (29%) — nateHTHoe
[11]. ®opMupOBaHHE HETTOTHON KIIMHUKO-1a00paTopHON
PEMUCCHH Yy JIUL MOJIOAOTO BO3pacTa MpU XPOHUYECKOM
[TH cBs13bIBaIOT CO CHUKEHHBIM UMMYHHBIM OTBETOM Ha
nHpekronHoe Bo3aeiicTeue y manuentos ¢ JCT [2].
Bropuunsnii ITH (0OcTpyKTHBHBIH W JHCMeTabOIHYe-
ckuif) Ha ¢ore JICT B mepuoje KIMHUKO-TA00PaTOPHOI
PEMHUCCUU IIPU OTCYTCTBUM XPOHMUYECKOM NOYEUHOU He-
JIOCTaTOYHOCTH XapPaKTEPU3YETCsl BBICOKOM JIOJIEH Yypo-
JUHAMHYECKHX U (pyHKIMOHAIBHBIX HapymeHui [6]. I1o
MHEHHIO uccienoBarenet, y nereit ¢ JICT B Gonee paH-
HUE CpoKU Gopmupyercs xponndeckuii [1H, yame Bo3-
HHKaeT KaMHe0oOpa30BaHKUE B MOYEBBIX My TsX [2, 14].

Kimanuecku ITH y nereit ¢ ICT 4vame nporekaer
MaJIOCUMIITOMHO, JIATEHTHO, TIPOSIBISIETCSA, KaK MTPAaBHJIO,
JIMIITF MOYEBBIM CHHJPOMOM, XapaKTepU3YyeTCs IBYCTO-
poranM mopaxenuem [12]. IIpu sToM mabopaTopHbIE
MPU3HAKK BOCMAJICHUS Yy JIML MOJOJIOIO BO3pacTa Obl-
7u ciabo BeIpaxeHsl [2, 13]. OxHako B psijie CiydaeB y

nereit ¢ JJCT akTUBHOCTH BOCHAIMTEIHLHOTO TpOIecca
BO Bpems oboctpenuit [TH Oblna Bblle, yem y OOIBHBIX
rpynnsl cpaBHeHus [6, 11, 14].

VY 6onbubIX ITH Ha done JICT mabopaTopHbie H3Me-
HEHUS1 OOBIYHO HOCSAT YMEPEHHBIH Xapakrep. Y HHUX Ya-
1€ BBIABIISIOTCS JIEHKOIUTYPHS 1 MUKPOATEOYMHHYPHS,
YTO PACHEHMBAETCS KaK MapKephl MOBPEXKICHUSI MOYEK
[2, 13]. IIpu ITH 6e3 ACT uamie HaOIIOMACTCS MUKPO-
rematypus: 73 u 20% coorsercTBeHHO [11, 12].

VYnpTpa3ByKOBBIE MCCIIEOBAHUS MO3BOJSIOT NPH Ha-
JUYUH JUCIUIACTUYECKOIO CHHAPOMa OOHapyXHTh 00-
Jiee BBIpAKCHHBIC MOP(OIOTHYECKUE U3MEHEHUS B BUIE
YMEHBILICHUSI 00beMa MOYKH M yBEIUYEHUsI 00beMa JIO-
xaHku [2]. B 65-75% cnywaes I1H y nmereit ¢ ICT mpo-
TeKaeT Ha (pOHEe aHOMAJIMH CTPYKTYPHI U PACIIONOKEHUS
MOYEK, HEPEIKO COMPOBOXKJIACTCS MeMOpaHOAECTPYK-
TUBHBIM TporieccoM. Y 68% BBIABISAIOTCS CKPBITHIE
JTUCPYHKIMH KITyOOuKoB 1 KaHanbles [1, 2, 12, 13]. Tlo
Mmepe yrsokeneHus JJCT cHmkaercss KOHIIEHTPaLMOHHAs
(yHKIMS 1OYEK, Yallle BCTPEUaeTCs] HUKTYPHsl, a TaKkKe
CHIDKAIOTCSI CKOPOCTh KITyOOUYKOBOH (DMIIBTpAIH U TIO-
4yeyHbIH (DYHKIMOHAIBHBIN pe3epB. bombmmMHCTBO aBTO-
POB CXOIUTCS BO MHEHHH O MapIyaIbHOM HAPYIICHUH
TyOymsapaoit pynkuuu novek y gereii ¢ [TH u JICT. BoI-
SIBJICHA TpsMasi KOPPEJSILMOHHASA CBSI3b MEXKAY TsKe-
ctoto JICT u creneHpro HapylIeHUH TYOYISIPHBIX (QYHK-
uuit [2, 13, 14].

B 2/3 ciiyqaes y neteit ¢ JICT ITH nporekaer Ha ¢o-
He aucMeTabomudeckoil HeponaTnu, mpyu KOTOPOU OBI-
JIM OTMEYEHbI HeCTAOMILHOCTh MEeMOpaH KIETOK MPOK-
CUMAaJIbHBIX W JHCTANbHBIX KaHAJbIEB ITOYEK B BHJIE
CHIKCHHS aHTUKPUCTAIIOO0pa3yIonieil crnocoOHOCTH
MOYH, YBEJIMYEHUE OSKCKpPEIUM KPUCTAUIOB MOYEBOMH
KHCJIOTBI U ypaToB, MOSBICHHUE JBYIYUYETIPETOMIITIOMINX
«KPHUCTAJIJIOB MATOJIOTHWY, TUNIUaypus [6, 13, 14].

Ilo naHHBIM IUHAMHYECKOM pPEHOCHMHTHUrpaduH,
y gereit ¢ JICT Obuia BbIsIBICHa TpsiMast KOPPENSAIUI
MEXJy CHIDKEHHEM aHTHKpPHCTAII000pa3ylomend cro-
COOHOCTH MOYM U Y/UIMHEHHEM BPEMEHHU SKCKPELUHU
pamuodapmipenapara, 4To, BO3MOXHO, OOYCIIOBJICHO
BHYTPHKAHAJIbIIEBOH O0OCTPYKIMEH KpHCTaJUIaMH COJel
u ux arperaramu [6, 14]. Ypodroymerpus y 63% 60ib-
HBIX 3apETHCTPUPOBAIIAa MPEPBIBUCTBIE KPHUBBIE C KOJIH-
YECTBOM ITHKOB 0oJjiee 2, 9TO CBHJIETEIHCTBYET O Hapy-
[IIEHUU OTTIOPOXKHEHNSI MOYEBOTO ITy3bIps, JIe3a/lalTaluu
NEeTpy30pa, HapyIIeHH! KUHETHKU cuakTepa. Heiipo-
reHHast AUCOYHKIMS MOYEBOTO ITy3bIpst BIsiBIIeHA Y 44%
nereit ¢ ICT u ITH [11].

ITpu xponmueckom Bropuynom IIH na done HACT
ObUIM yCTAHOBJICHBI PAa3HOHAIPABICHHBIC HAPYLICHUS
MOYEYHON TeMOJMHAMUKU C BOBJIEUEHHEM B IPOLIECC HE
TOJIBKO TTOYEYHBIX COCYJOB Ha YPOBHE CETMEHTOB, HO U
cocynoB 0OoJiee KpymHOTO KaiuOpa, B YaCTHOCTU CTBO-
noBBIX TovyeuHbIx aprepuit [13]. Tak, Ha Qone BbIpa-
skeHHOH JICT OblTO IMarHOCTHPOBAHO MOBHIIIEHHE CKO-
POCTHBIX TOKa3aTeNeil B MOUEUHOW M MHTpapeHaJbHBIX
apTepusiX PU HOPMaJIbHOM HMHAEKCE NeprdeprIecKoro
COIPOTHUBIIEHHSI, YTO CBSA3BIBAIOT C XPOHHYECKUM BOC-
MAJINATENBHBIM TIPOIECCOM, IMOTEPER DIMACTUYHOCTH CO-
cynoB uaTepcTUIH, TsDKecThio ICT [6, 14]. YV O0mpHBIX
Mmonozporo Bo3pacta ¢ JACT B mepuon oboctpenus I[TH
OBUIO OTMEYEHO UINTENIHOE MOBBIIIEHHE CKOPOCTHBIX
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MoKazaresield B IOYEYHOW U MHTPApPEHAIBHBIX apTepUIX
¢ hopMUPOBAHUEM BEHO3HOU THITEPTCH3UH [2].

[To npyrum naHHBIM, N3MEHEHNS TEMOAMHAMHUKH, Ha-
MIPOTHB, XapaKTEPU30BAJNCh CHIDKEHHEM CKOPOCTHBIX
MoKasaresnel ¥ MHJEKCOB Mepu(hepruIecKoro COnpoTHB-
JICHWs Ha YPOBHE CTBOJIOBBIX MOYEUHBIX apTepHil U co-
Cy[10B cpenHero kanubpa. Ha ypoBHe aprepuii Menakoro
kanmubpa y pereir ¢ JICT BBIABICHO CHMIKEHHE MAaKCH-
MaJbHOW CHCTOJIMUYECKOM CKOPOCTH KPOBOTOKA. OTHU
HU3MEHEHUS MPSIMO COOTHOCSITCSI CO CTENEHBIO TSKECTH
JACT [13]. YcraHoBiaeHa KOppesslys BbIPAXKEHHOCTH
JACT c mokazarensiMu fomnmuieporpaguu cocy10B MOYeK,
a TaKXKe ¢ BO3pacToM oOcleayeMbIx aerei [1].

[lpu aHruorpadmuecKkoM HCCIEAOBAHUM TOYEK Y
oompubIX ¢ JICT Hepenko HaOmomaeTcs: mopaxeHue ap-
TEpHU CPETHETO M MEITKOTO KaanOpa — MHOXKECTBEHHBIE
KpYIHbIE aHEBPU3MBI [TIOYEUHBIX COCYJIOB C BBICOKUM pU-
CKOM pa3BHUTHs Ba3zopeHanbHOU runepreHsuu. [loutu y
nonoBuHsl aeteit ¢ JICT u TyOymomHTEpCTHIMATHHBIM
HedputoMm B cpaBaeHnn ¢ 60mbHBIMEU 0e3 JICT BBIABIIS-
ercst cuHApoM DPpelinu — BpOXKI€HHAsI aHOMAJIUS COCYJ0B
[IOYEK, ITPU KOTOPOU MEpeHUE U 3aJHUE BETBU BEPXHEH
CEerMEHTapHON MOYEYHON apTepuu MEePEKPEIIUBAIOTCA U
CHABIIMBAIOT BEPXHIOIO YaCTh JIOXaHKH [5, 7].

OnpeneneHa 3HAYUMOCTb H3MEHEHUH NPOAYKLUU
THpaHchopmupyrouero pakropa pocra B, (TOPP, ) B Bo3-
HUKHOBEHHUH MMOYeYHOU narosnoruu [9, 16, 18]. DToT 1iu-
TOKHWH BBI3BIBAET THIIEPTPO(HUIO U THIIEPILIA3UI0 KIETOK
[JTaIKOH MYCKYJIaTyphl COCYIOB TIOYEK, YTO yCyryOnseT
HapyIIeHUs] BHYTPUOPTaHHON MOYEYHON TeMOINHAMHIKHI
[18]. Mokaszano, uro TOPP wuurubupyer mupdepenun-
POBKY MHOOJIACTOB, CTUMYJIUPYET CHHTE3 U HHTHOUpYeT
JIeTpajaliiio BHEKJIETOYHOI0 MaTpHKca, CTUMYIHPYET
arnonTo3. B pesynbprare ycuieHue ero 3KCIpeccuu Mpu-
BOJIUT K HapyIIeHuio Hedporernesa [9].

OpnHaKo HE YCTaHOBIIEHA CBSI3b MEXY KOJIUYECTBOM
T®PB, B MOUYE U CTENEHBIO MOBPEXKICHUS TIOUEUHON MNa-
PEHXUMBI: €T0 YPOBEHb MOBBIIIACTCS MPU 000CTPEHUH
xporndeckoro oocrpykruBHoro ITH n merayperepe. I1o
JTAHHBIM JIPYTHX aBTOPOB, 3TOT LIUTOKHUH OBICTPO pa3py-
11aeTcs B MPUCYTCTBUU MOYEBHHEI [16, 18].

Ycranopneno Bnusaue JCT Ha TeyeHHe HE TOJIBKO
ITH, HO W apyrux ¢GopM MaToJOTHH TOYEK, TAKHX KaK
miomepynoredputr (I'H) u TyOymomHTEpCTHIINATBHBIN
Heput. OT™Mevaercs, uro I'H, pazBuBmmiics y aetei ¢
TCTIIa3uel TToUeK, HEPEIKO SBISIETCS PE3UCTEHTHBIM K
Teparnuy, a HeOIaronpUATHBIA TPOTHO3 TEUSHHS 3a00ITe-
BaHU SBJSIETCA CIEICTBUEM MOPaKEHHs HE TOJIBKO IO-
yek, Ho 1 cepaua [3]. [To naHHBIM ayTONCHM, TPU3HAKU
JTUCIUIA3UM TOYCYHON TKaHM OTMEYAIHCh Y TOJOBHHBI
nered ¢ xpoHudeckum rnepBuuHbiM ['H. OHu niposBiis-
JIUCh CTEPTOCTbIO TPAHUI] MEX]Y KOPKOBBIM M MO3rO-
BBIM CIJIOEM, HAJMYHUEM HE3PEeJbIX KIyOOUKOB, a TaKkKe
KHCTO3HBIM pacIIMpEeHrneM KaHalblleB. MyKouHOe Ha-
OyXxaHHe CTPOMBI CTEHKH MEJIKUX apTepHil OTMEYaIoCh y
20% OompHBIX ¢ mepBuyHbiM [H [15].

VY OonpminHCTBAa OONBHBIX € HMHTEPCTUIMATIBHBIM
He()PUTOM UMEIOTCS MHOTOYMCIICHHBIC TPU3HAKU IHC-
SMOpHOreHe3a COCNMHUTEIBHOW TKaHU, KOTOpBIE Xa-
PaKTEepU3YIOTCS B TOM YHCIIE M aHOMAJIUSIMHU Pa3BUTHUS
MOUEeBO# cucTeMbl. Y 69% nereii ¢ XpOHUIECKUM TyOy-
JIOWHTEPCTUIINATBHBIM HEe()PUTOM BBISBICHBI TPU3HAKU

nucoMOpuoreHesa mouek (TIyOoOKoe pacIierieHue Jio-
XaHOK — 58%, nuenoskra3us — 37%, U3MEHCHHE Yallle-
yek — 45%, moBbIIIEHHAs MOABMXKHOCTD IMOYeK — 35%,
HernoHoe ux ynBoeHue — 31%) [7]. Cunapom ACT mpu
TyOyJIOMHTEPCTHIINATBHOM HE(PPUTE OTIMYAETCS MHO-
JKECTBEHHOCTBIO TIOPAKEHHS (CepIle, TTOUKH, JKEITIHBIH
My3bIPb, OPTaHbl ABIXaHUS, TPOMOOIIUTOTIATHS ) HAa (OHE
SHIOKPUHHBIX HAPYIICHUHA U SIBIICTCS (PaKTOPOM PUCKA
Pa3BUTHSL U TIPOTPECCUPOBAHUS TOYCUHBIX (DYHKIIUH.

VY nereii ¢ aucMeTaboNMYecKol HepomaThuen auc-
IUIACTUYECKUE WM3MEHEHUS BCTPEUANUCH Yalle, YeM Yy
YCIJIOBHO 3/10pPOBBIX CBEPCTHUKOB. B TO ke BpeMs MmposiB-
nenus JICT ObutH Gosiee BRIPAKCHHBIMH y JACTEH ¢ Xpo-
ardeckuM [TH o cpaBHEHUIO ¢ TeTHMU C TUCMETa00IH-
yeckoil Hepomnarneit [4].

JucruiactTiueckue M3MEHEHHST BCTPEUYAIOTCS M IPH
MaToJOruu MO4YEeTOYHUKOB. [TPu BpoxaeHHOM Meraype-
Tepe THUMEpIUIa3usi COCAMHUTEIHHOW TKAaHU BBIpa’keHA
BIIOTH JI0 TOTAJbHOIO 3aMEIIEHUSI BCEX CIOEB CTEHKHU
MoueTo4yHHKa. [Ipu 3TOM XapakTrepHa runepruiasust KoJ-
JIAr€HOBBIX M AJIACTHYECKUX BOJIOKOH, COYETAIOMIasiCs C
CErMEHTapHOM r'MINoria3ueil MbIIIEYHOTO CII0SI, YTO MPH-
BOIUT K (DYHKIIMOHATHHOW OOCTPYKIIMU ITUCTAIILHOTO
CEerMEHTa MOYECTOUHHUKA, a TaKXkKe (hparMeHTAIUS U TUC-
KOOPJIMHAIUS MBILICYHBIX BOJIOKOH [9, 14].

buoxumuueckoe uccneqoBaHue CYyTOYHONW MOYM Ha
OKCHUIPOJIMH U INMIMKO3aMUHOINIMKAHbI BBISIBUIIO MPEBbI-
LIEHUE BO3PACTHOU HOPMBI MPAKTUYECKU Y BCEX ACTEU C
BPOXICHHBIM MeraypetepoM. [1pu aToM HapymieHus Me-
TabonM3Ma JIETKOH CTereHH oTMedannch y 23% neteid,
HapyleHus cpenneil Tsokectn — y 43%, Tsokenble Hapy-
menus metabonusma — y 31% nanuentos [8]. Ilpu sTom
MOBBIIICHUE COACPKAHUS ATUX COCANHEHUN B CYTOUHON
Moue KoppenaupoBaio ¢ Tskectsio ICT.

Xponunyeckuit muctut y aerer ¢ ICT numeer paHHuUi
neOroT 3a00i1eBanusl, 0oJiee JIUTEILHOE MajI0CHMIITOM-
HOE TEUCHHE C YaCTBIMH OOOCTPECHHSIME, BCTPEUAIOTCS
Oomee TsKenble (QOpMBI (IpaHyIsApHAsS U Oy/ule3Has).
HucTur Hepeaxo npoTekaeT Ha OoHE HEHPOTEHHON JTHC-
(bYHKIIMK MOYEBOTO MY3bIPS IPEUMYIIECTBEHHO 10 TUIIO-
peIESKTOPHOMY THUITY, IMEET OCJIO)KHEHHOE TEUCHUE, BbI-
COKHUH IPOLEHT BBISIBICHUS ITy3bIPHO-MOYETOYHIUKOBOTO
pedirokca, xpoundeckoro ITH, pedirokc-Hedponaruu u
BPOXCHHBIX aHOMaJIUI pa3BUTHsl rouek [10].

V neteit ¢ JICT u 3a6oneBanusmu MBC orMmeuaercs
MOJIMCUCTEMHOCTh TopaxkeHuil. [Ipu3Haku He3penoctu
COCTMHUTELHON TKAHU KaK MHHAMYM JBYX CHUCTEM Op-
raHu3Ma BCTPEYAIHUCh y OOJBINIUHCTRA JIETEH, CO CTOPOHBI
TpeX CHCTEeM — Yy 2/3 MauneHToB, YeThipex cucteM —y 13%
OonbHBIX [6]. YV nmereit ¢ xponnueckuMm [TH u JICT B 75—
91% cny4aeB BBIBISUIMCH MaJlble aHOMAJIUM Pa3BUTHS
cepaua, B 93% — AUCKUHE3UA KEITUEBBIBOJSIIMX MyTEH,
B 69% — aHOMaJIMM CTPOEHHUS >KEITYHOTO Ty3bIps [6, 11,
14]. B npyrux pa®otax ImpuBeIeHbI pe3ysbTaThl ¢ Oonee
Hu3Kol yactoroid. Ha ¢one xponnueckoro I[TH u JACT
TUCILIACTUYECKUE U3MEHEHHS CO CTOPOHBI CepIia BCTpe-
yanmick y 35% nereil, aHoMaluK JKeITIHOr0 My3bIps y 33
u 18%, myomeHOTracTpalbHBIA M TacTpod3odareanbHbIH
pedurokert y 8% [13, 14]. Co cTopoHBI cepaiia Jarre Bce-
TO BBEIBIBLINCH MPOJIAIIC MUTPAIHHOTO KiamaHa (28,2%),
AQHOMAJIGHO PACIIONIOKEHHBIE XOPAbI JIEBOTO JKEITyI04YKa
(25,3%), couerannsie nposiienus (21,2%) [4, 12].
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VY nereit ¢ xpounueckum IIH u JICT ormeuarorcs
pasHOHAIpaBICHHbIC HapyLIeHUs B padOTe BereTaThB-
HOW HEpPBHOW CHCTEMBI ¢ TIpeoOIiaflaHueM THIIePCHMIIA-
TUKOTOHUH ¥ U30BITOYHBIM BETETATUBHBIM 00€CTIeUeHH-
eM JesarenbHocTu [11].

VY nereili ¢ pa3nUIHBIME HEPPOTIATHSIMA OBIJIO BHISB-
neno npeobnananne anturenos HLA B, B ., B... Top-
MUIHOE TPOTPEIMEHTHOEe TedyeHHe Hedpomaruii ObuIo
CBOWCTBEHHO T€M IMAI[eHTaM, y KOTOPBIX BBIBISUINCH
anturensl HLA B, B... OTmeuena Gosee penkas, 4eM B
TOMyJIAKH, BCTpedyaeMocTh anturenos HLA B, u HLA
B,, Tak Kak 3TM aHTMI€HBI ACCOLMUPOBAHBI C I'€HAMMU-
MIPOTEKTOPaMH B OTHOIICHNH 3a00seBaHuii mouek. OOHa-
py’KeHa IOJIOKUTENbHASI CBA3b Mex Ay aHTUreHamu HLA
B,;, B,, B,, u xpornueckum ITH ¢ yporurrasom, Mexay
anturenamu HLA B, B,, B,/ u miomepynonedpurom.
OTOT accOUMATUBHBIMN MapKep ClelyeT YUUTHIBATh Kak
(axTOp prCKa BOZHUKHOBEHHUS MATOJOTHH IMOYEK Y pe-
OeHka, 0COOEHHO €CIIi B €r0 CeMEWHOM aHaMHE3€ eCTh
3a00JIeBaHUS TTOYEK y ONMKANIIIMX POICTBEHHUKOB [3].

B mnocnenHue roabl akKTUBHO H3Yy4YarOTCS MaTpPHUKC-
Hble MeTayutonporenHassl (MMII) — BHekmeTowHBIE
SHIOTENTUAA3E], CIIOCOOHBIC Pa3pyIIaTh BCE THIIHI OCII-
KOB BHEKJIETOYHOTO Marpukca. [lonTBepkaeHa poib
MMII 2-ro u 9-ro tunos u unrudutopos MMII 1-ro
1 2-TO TUIOB B MAaTOTeHE3€ HApyLIEHUI MpH My3bIPHO-
MOYETOYHHKOBOM peduirokce y aereid. [lpu sTom Ha-
OJFOIAI0Ch M3MEHEHUE COOTHOMIEHUs ypoBHeH MMIT
u uHrHOuTOpoB MMII B CTOpOHY TOCIIETHUX, YTO YKa-
3BIBJI0 Ha aKTUBHOCTH (PUOPO3ZUPYIOMINX IMPOIECCOB.
IIpoBoaunucek uccienoanuss aktuBHoctd MMII u uH-
rudutopoB MMII nipu rmomepyaoHeppUTe y MOJIOABIX
. U3menenus, xapakrepusie 11t JICT, — 310 Hapy-
LICHUE CO3PEBAHMS KIJIETOYHBIX 3JIEMEHTOB, CTUMYJIS-
1Sl UUTOKWUHAMH TUIEPIPOAYKIMU KOMIIOHEHTOB 3KC-
TPALEIUTIOJISIPHOTO MAaTPUKCA, CHUXKEHUE aKTUBHOCTHU
MMII, pazpymaromux koynares [17, 19].

Takum 00pa3om, WMEIOTCS OMpeNeTIeHHBIe J0Ka3a-
tenbcTBa, uto JCT sBasercs pakTopom, CriocOOCTBYIO-
mmM popmupoBanuio naroiorud MBC y nereit u ots-
romarouumM ee TedeHne. OJTHaKo pa3IMyuHbIE MOAXOAbI K
nuarnoctuke cunapoma JICT y aereii u ucnonb3oBaHue
Pa3HBIX KpPUTEPHUEB JJISl OLIEHKH CTENEHU TSHKECTU JHC-
IUTa3UH TIOKa HE TI03BOJITIOT COPMYIIHPOBATH KIIACCH-
¢ukanmro cuaapoma JICT y meteid, uto TpedyeT maib-
HEHUIINX UCCIIEN0BAHUI.
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