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Hedponarus — HepeaKasi aCCOUMMPOBAHHAS NATOJIOTUS PU HACJIEICTBEHHOI UCILUIA3MHA COEMHUTETbHON TKAHM.

Ienp uccnenosanusi. OnpesneneHne KJIMHUKO-IA00PATOPHBIX NMPU3HAKOB HAIMYUA MOYEYHOI MATONOTHH B YCJIOBUSAX COXPaHS-
IOLIErocs] TMIOKCHYECKOT0 CHHIPOMA W AHATOMUYECKMX AHOMAJIMii OPraHOB MOYEBOil CHCTEMbI NMPH HACJIENCTBEHHBIX CHHIPOMAX
JUCIUIA3MN COEMHUTEIbHOW TKAHHU Y IETeid.

XapakTepucTuka jaeTeii u MeTonpl uccienoanus. [Ipu odcnenosanum 36 aereii ¢ cunapomom Daepca—/anio u 10 gereii ¢ cun-
apoMoM Mapdana onpenensiyii NPU3HAKA OOMEHHBIX HAPYLIEHHI B KPOBH H MOYeE.

Pe3ynbratbl. Y Bcex feTeil BbIsABJIEHbI Te WM MHble AaHOMAJIMH OPraHOB MOuYeBOii cuctembl. Kpome Toro, y nereii ¢ cuHapomom
Dnepca—/laHiio oTMeUeHO HApPACTAHKE OTIEIbHBIX MPU3HAKOB AUCMETA00IMYECKOii He(h)PONATHH C BO3PACTOM: OBbINIEHHOE COIEP-
JKaHHe MapaTropMoHa B KPOBH, MHHAKTHBALMIO U BbIBeJeHHE KOTOPOTO B HOPME 00€eCeynBaIOT MOYKH. XaPAKTEePHBIMU NPU3HAKAMHA
JUCMETA00INYeCcKOi HehponaTiu 0Ka3aIMCh IHNEPMUKPONPOTEHHYPHS C BLICOKUM COJIePKAHMEM MUKPOIJIEMEHTOB B OeJIKax, yBe-
JIMYeHHOE BbIIEJIEHHE CPeIHUX MOJIEKYJ, THAPOIepeKUceil JUMUIOB, NIMKO3aAMUHONIMKAHOB, CHIDKEHHE MOKa3areleil aHTHOKCH-
JAHTHOIA 3aIUTHI M HHTHOUTOPOB KPUCTAJIIO00PA30BAHMS.

3akimovenne. Y aeTeil ¢ HACIEICTBEHHBIMA CHHAPOMAMH JUCIUIA3MA COeMHUTENIHHOI TKAHH HMEETCs PUCK Pa3BUTHS HedponaTuu
¢ MPU3HAKAMH, XapAKTEPHBIMH IS IUCMeTa00MYecKoii HepponaTuu, 4To 00ycI0BIMBAET HEOOXOAUMOCT JMHAMUYECKOTO HA0TI0-
neHus Heposiora.

Karoueswte caosa: demu, Hacaredcmeennas ducnaaszus coeOuHUmMenbHol mKanu, cunopom Inepca—Jlamno, cundpom Mapghana, oomen-
Has Heghponamus.

Ansa untnposauns: Opsesa 3.A., nvH B.B., Bosasuxerckasi E.C., CyxopykoB B.C., CemsidkuHa A.H., Xapabaase M.H. Aucmerabonnye-
ckasi Hegponatusi y AeTeli ¢ HacAeACTBeHHOU Ancnnasneli CoOeanHUTeIbHow TkaHu. Poc BecTH nepuHaron v neavatp 2020; 65:(1): 71-76.
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Nephropathy is a common associated pathology with hereditary connective tissue dysplasia

Purpose. To determine clinical and laboratory signs of renal pathology in the conditions of persisting hypoxic syndrome and anatomic
abnormalities of the urinary system with hereditary connective tissue dysplasia syndromes in children

Characteristics of children and research methods. We examined 36 children with Ehlers—Danlos syndrome and 10 children with
Marfan syndrome to reveal signs of metabolic disorders in the blood and urine.

Results. All children revealed abnormalities of the urinary system. In addition, children with Ehlers—Danlos syndrome demon-
strated an increase in certain signs of dysmetabolic nephropathy when growing older: an increased content of parathyroid hormone
in the blood, which inactivation and elimination is normally provided by the kidneys. Hypermicroproteinuria with a high content
of microelements in proteins, increased excretion of medium molecules, lipid hydroperoxides, glycosaminoglycans, a decrease
in antioxidant defense and crystal formation inhibitors are the characteristic signs of dysmetabolic nephropathy.

Conclusion. Children with hereditary connective tissue dysplasia syndromes have a risk of developing nephropathy with signs charac-
teristic of dysmetabolic nephropathy, requiring dynamic monitoring by a nephrologist.

Key words: children, hereditary connective tissue dysplasia, Ehlers—Danlo syndrome, Marfan syndrome, metabolic nephropathy.
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BTOPOI TTOJIOBMHBI ITPOIIUIOTO BeKa, KOTma OBLIO
00paleHo BHMMaHWEe Ha JIATCHTHO TPOTEKAIOIINe, MeJ-
JIECHHO TMporpeccupylonie 00yie3HU TOYeK, HEepeaKo
OCIIOXKHSIONITNECS ~ Pa3BUTHEM  HMHTEPCTHIIMATHLHOTO
HedpuTa, KaJblIMHO3a MOYEeK, MOYEKAMEHHOM OO0JIe3HMU.
XapakTepHass OCOOGHHOCTb OOMEHHOI HedpomnaTuu

ﬂI/ICMeTa60I{I/I‘{CCKHe HedporaTuy M3y4yarTcsl COo

3aKJTIOYaeTCs] B aCENTUYECKOM TIOpakKeHWM oOpraHa,
IJIaBHBIM 00pa3oM, B 00JIACTH KaHAJbIIEB TTOYEK, MHTEP-
CTHIIMATBHON TKaHU, a TaKKe B HATMINKA XPOHUIECCKOTO
BO3ICUCTBUSI Ha TIOYEYHYIO TKaHb 3KCKPETUPYEMBIX
MTPOAYKTOB OOMEHa BEIIECTB, HAPYIICHHOTO B Pe3yiib-
TaTe BO3ICMCTBUS BSK30TCHHBIX (3KOHedponatuu) u/
WJIN SHIOTCHHBIX (hakTOpoB. MOUYECBOI CHHIPOM B O0OMX
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CIIyJasix OTJMYAeTCsST CTOWKOW, MEIICEHHO IIporpec-
CUpPYIOIICH  CeJIeKTUBHON MUKPOIIPOTCHHYPHUEH — eIle
B «IOMaHW(ECTHBI» TEPHOA, a TakKe TPaH3UTOPHOM
reMaTypueil HemToMepysisipHoro Ttuma. Kpome Toro,
B «MaHU(DECTHBIV» TTEPHOL BBISIBIISIIOTCS 00JIee WITM MEHee
BBIpaXeHHBIC TIPU3HAKU BTOPUYHOMN TyOYJIOITATHH: HUK-
TYpHsi, W30CTCHYPUS, KaJIbIUYPHsI, YpaTypusl, TJTFOKO-
3ypWisl, aMAHOALMAYPHUsI, pPa3HOOOpa3Hasl KPUCTAILTYpPHsI,
TTOSIBJICHYE B MOYE 3HAYMTEIbHBIX KOJIMIECTB TTPOIYKTOB
TIEPEKUCHBIX TIPOIIECCOB, CHWKECHUE aHTHMOKCHIAHTHOMN
aKTUBHOCTU MOYH, (hepMeHTYpus (1enouHast ¢hocdarasa,
raMMa-TJIyTaMIITpaHcdhepasa, JIaKTaTIeTUIPOTeHA3a,
docpomumnazel A u C), TIOBBIIIEHUE YPOBHS (PUOpUHO-
reHa, TNIMKO3aMUHOTIMKAaHOB B MOYE.

[MprmymHaMy TUCGhHYHKIMKM TTOYeK W OCIOXKHCHUM
CITykaT, B YaCTHOCTH, He(eKTHl MEXKIETOUYHOTO Bellle-
CTBa COCOUHUTEBbHON TKaHU (KoJulareHa, Guopui-
JIMHA), OOYCJIOBJIWBAIOIINE ITOBLIIICHHYIO PAaHUMOCTh
cocynoB. Hedpormarus mpy HacaeACTBEHHOM UCTUIA3HHI
COCIIMHUTEIIEHON TKaHW, Hapsoy ¢ TaKUMM OCIIOXHE-
HUSIMU, KaK CepHeYHO-COCYIUCTasl TATOJOTHs, IHC-
(byHKIIMST OMITMApHOTO TPaKTa, OCTEOIIOPO3, HAPYIICHUS
3peHUs] ¥ CTOMATOJIOTMUYECKOTO CTaTyca, BHOCHUT CBOM
OTPHUIIATEILHBIN BKJIaT B COCTOSTHUE 3MOPOBBSI, TIPOTHO3
M Ka4eCTBO XXM3HU TalueHTa [1—4].

Ieap wWcciaemoBaHus: OIPEneUTh (HAKTOPHI PHUCKa
pa3BUTHsI HedpOIaTUU y JOeTeil ¢ HacJIeACTBEHHBIMU
dbopmMamMu TUCIUTa3MM COCTUHMTEIBPHOW TKAaHW U 000-
CHOBaTh HEOOXOTMMOCTD TTPUMEHEHUS CPEICTB, TIPeIy-
TIPEKIAOIINX €¢ TIPOTPecCpPOBaHUE.

XapaktepucTtuka petei u MeToAbl UCCNeAoBaHNSA

[lox HaGmOOECHWEM B CTAallMOHAape HAXOMWIINCH
36 merteit ¢ cuHapoMoM Diepca—/anmo u 10 — ¢ cuH-
npoMoM Mapdana. Y gereil ObLIM  yCTAaHOBJICHBI
OCHOBHBIC KITMHUYECKIE MPU3HAKK TUCHYHKITUN COSITU-
HUTEIBHOW TKAHW: MBIIIICYHAST TUTTOTOHMSI, MUOITaTHIe-
CKUIl CHHIPOM, OBICTpast yTOMJISIEMOCTb, HU3Kasl TOJe-
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OPUINMHAJIbHBIE CTATbU

paHTHOCTb K (usuyeckuMm Harpyskam. Kak mnpasuro,
BBISIBJISUIOCH TTOpaXXeHUE CepAeYHO-COCYIUCTON cuc-
TEMbl: aHeBPU3Ma aOPThl, MPOJIATNIC MUTPAIBHOTO KJla-
MaHa, AuiaTallMOHHAsl KapAMOMUOINATHUsI, HapylleHUe
MIPOBOAALIEN CUCTEMBI cepiaua. Y Bcex JeTeil oTMeya-
JIUCh aHOMAJIMU CKeJIeTa U TUIIEPIIOABUXKHOCTb CYCTaBOB,
HapyllleHUe 3peHUs], MHOXECTBEHHbII Kapuec, HEPEeIKO
HabJIo1a1ach CKIIOHHOCTb K KPOBOTEUEHUSIM, TUIIeppac-
TSDKMMOCTb KOXXKU. MccnenoBaHre OMOXMMUYECKUX MOKa-
3aTesieil KpOBM U MOYM, NapaTTOpMOHA, UMMYHOTJIO0Y-
JIMHOB BBITIOJHSUIA C MOMOILBIO CTAaHAAPTHBIX HAOOPOB
n ouoxummueckux aHanuzaropoB (KONELAB). Kpome
TOTO, B KPOBU U CJIIOHE OTMIPENEISUIM COIEpXKaHUE JaKTaTa
(mupyBata), ageHo3uMHTpUdoOcdara, MPOAYKTOB Iiepe-
KHWCHOTO OKHUCJIeHUs JUunuaoB. McciaenoBaiu cyToUHYIO
9KCKPEINIO C MOYOH MUKPOIIPOTEUMHOB, YPOBHS CPETHUX
MOJIEKYJI, aHTUOKCHUIAHTHON 3alluThl [4], TPOIYKTOB
MEePEKUCHOTO OKUCJICHUs JIUMUAOB, TUAPOIEPEKUCENt,
IMKO3aMUHOTJIMKAHOB, MTPOBEPsIaCh AHTUKPUCTAIIOO0-
Opasymolas crmocoOHOCTh MOYH K KaJIbIIMIO U (pocdaTam.
PesynbraThl momBeprajvch CTAaTUCTUYECKON 00paboTKe
¢ MOMOIIBIO pacyeTa CpeAHUX MoKazaresieil u Hermapame-
TPUYECKUX MAPHBIX KOPPEJSIUIA.

Pe3ynbTathl u 06CcyXxaeHue

BoavHble ¢ cuHapomom Dnepca—[daHno ObuM pas-
JeJIeHBl Ha 2 TPYNIIBI B COOTBETCTBUM C IBYMS ITOKa3a-
TeJISIMU, WMEIONIMMH OTHOIIEHWE K XapaKTepUCTHKE
(GyHKIIMI TTOYeK: comepXKaHHWe IapaTTOpMOHAa B KPOBU
W CYTOYHON BKCKPEIMU MHMKPOIPOTEMHOB C MOYOMA.
BonbHble ¢ mOBBIIIEHWEM 3TUX nokaszareieir (n=20)
COCTaBMJIM 2-0 TPYIITY, B KOTOPOI OKa3aJINCh BCE NETU
crapiiero Bospacra (9—17 net). B 1-10 rpynny Bounuiu
netTu (n=16) ¢ HOpMaJbHBIM COAepKaHUEM IpOTe-
WHOB B MOYe WM HOPMAaJTbHBIM YPOBHEM IapaTropMoOHa
B KpoBU. Bospact nereit 1-if rpynmnbl — 4—8 netT. Kpome
TOTO, JUIST CPAaBHEHMS TIPENCTaBIeHa 3-5 TPyTIIa OOJTBHBIX
¢ apyroil ¢dhopMoil HacaenCTBEHHOW NIUCIUIa3uu Ccoe-
IUHUTEJIbHON TKaHM — cuHApoMoM Mapdana (n=10)
B Bo3pacte 5—16 net. [lonaydeHHBbIe AaHHBIE TPEACTaB-
JIEHbI B Ta0JIUlIe.

VY 32 u3 36 manmeHToB ¢ CMHApOMOM Diiepca—JlaHio
OTMEYAJIMCh aHOMAJIMM ITIOYEK: TOBBIIICHHAS TOIBUIXK-
HocTb (y 23), yIBOEHHUE YallleYHO-JIOXaHOYHOM CUCTEMBI
(y 9). Y onHoii neBouku 12 yiet BbIsiBIeHBI Juddy3Hoe
W3MEHEHUE IMTAPSHXUMBI TTOYEK, THTIePIIapaTupeos3 1 Xpo-
HUYecKasi 60Jie3Hb Mmouek. Cpeau nmeteil ¢ CMHIPOMOM
Mapdana y 4 Oblj1a MOBBIIIIEHA MOABUXXHOCTD IMOYEK, y 3
BBISIBJIEH KaJIbIIMHO3 TKaHU: TToueK (y 2) wiu simuex (y 1).

B GosipIIMHCTBE ciTydaeB y IeTell ¢ HacIeACTBEHHOM
TMUCTUTa3Uell COCTMHUTENTLHOM TKaH! HEe OTMEUEHO M3Me-
HEHMIA B pe3yJIbTaTax Ipo0bl SUMHUIIKOTO: HET CHIKCHIST
OTHOCHTEJIFHOIM TUTOTHOCTA MOYM, He OBUIO ITOJIMYPHH,
OHAKO MpeobiagaHue HOYHOTO Auype3a HalIoJaloch
y 30% nereit ¢ cuHmpoMoM ODmiepca—/laHino craprieit
(2-i1) rpynmbl. B ocanke MouM MpakKTUYECKW HE BBISIBIISI-
JIUCh KPUCTAUTHl (JaXe TP ITOBBIICHHOW SKCKPEIN
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Opvesa 3.A. u coagm. lucmeradbonnyeckas HedpornaTus y IeTeil ¢ HacleACTBEHHOM AUCIIa3ueil COeIMHUTENbHOI TKaH!

docdaroB wiM oKcaJaTOB) M KJIETKU KPOBU (3PUTPO-
IIATBI, JICHKOIUTHI). B TO XKe BpeMsT B MoYe Y TTAITMCHTOB
2-if 1 3-1 TPy TIOCTOSTHHO OIIPEIEIISUTACH TIOBBIIIIEHHOES
KOJTMYECTBO MHKPOIIPOTEHHOB  (TYOYJIIPHBIX — OETKOB
50—-70%, ansoymuHOB 30—50%) M CpemHMX MOJICKYIT —
MpOayKTOB pacraga OenkoB (500—2000 [la), a Takxke
MPU3HAKW TIOBBIICHUS AKTUBHOCTU OKWCIUTEITBHBIX
TIPOIIECCOB: YBEJMUCHHAsT SKCKPELUs THOPOIePeKUCeit
BOIOPOIA, TWAPOIIEPEKUCEH JTUIMIOB, CHIDKCHWE aHTH-
KpHCcTasIoo0pa3ymolieil ciocooHOCT Mo4H K (ocharam
W KaJIbLIAIO, CHIDKCHUEC AHTHMOKWCIUTEIBHON 3alluThI
MOUU, TIOBBIIIICHUE SKCKPEITNU OKCAJIATOB.

Baktepuypusst HI B OTHOM cCJIydae He BBISBISIIACH.
Y npereit 1-ii m 2-ii Tpynnm OTMeYaJuCh TpaH3UTOPHasI
HUKTYPHSI ¥ 3HAUUTEIBHOE KOJMIECTBO CITM3U B OCAlIKe
MOYM, CBUICTEIBCTBYIOIICE O HECTAOMITHHOCTH TIIMKOKA-
JIMKCa KJIETOK SIUTEINS KaHAIBIIEB TTOYEK. DTO B COUe-
TaHUW C TIOBBIIICHWEM O3KCKPEIUW THIPOITePeKrCceit
JIMTIIOB YKa3bIBaJl0O Ha HECTAOWIBHOCTH JIMITHIHOTO
KOMIIOHEHTa ITUTOMEeMOpaH (MeMOpaHOIeCTPYKTUBHEII
Tporiecc), TIaBHBIM 00pa3oM B pe3yiibTaTe IMOCTTUIIOK-
CHYECKOTO YCWJICHHS IIPOIIECCOB TIEPEKUCHOTO OKMC-
neHust [3]. OmHUM U3 ToOKa3arejell TUIMOKCUYECKOTO
CHHIpOMa y AeTel 2-if TPYIITBI ObIJIO 3HAYNUTEIIEHOE YBE-
JIMYCHUE CONEPKaHUsI B KPOBH SPUTPOITUTOB U TEMOTJIO-
O6uHa. DTO, IO MHEHUIO psiia aBTOPOB, SIBIISIETCST peak-

IMeil opraHnu3Ma Ha HapylleHHe KUCIOPOIHOTO cTaTyca
C TIOBBIIEHWEM CPOICTBA T€MOIIOOMHA K KHCIOPOIY
W CHIDKCHUEM OTIHAYM ero B TKaHSX (ITOPOYHBIN KPYT)
B oomen Ha CO, [5, 6]. Takoe HapymeHue (QyHKIUM
TeMOTIJIO0MHA ¢ U3MEHEHUEM CTPYKTYPHI TeMa 00YCJIOB-
JIMBaeT HapyIIeHWe OKWCIUTEIBHO-BOCCTAHOBUTEIBHOM
(GbyHKUIMM MWTOXOHAPUI, CHUXKEHWE TOJEPAHTHOCTU
K (DM3UYECKMM Harpyskam M JAPYTMX SHEPrO3aBUCUMBIX
byHkUMil B KJeTKax, TKaHsIX M opraHax, B YaCTHOCTHU
B KaHAJTBIIEBBIX TPAHCITOPTHBIX CUCTeMaX To4eK [7].

VY Bcex meteit 2-if TPYIITBI YMEPEHHOE TIOBBIIIICHUE
B KPOBU MapaTUPEOMIHOIO FTOPMOHA COUETANOCh C PEHT-
TCHOJIOTMYECKMMU TIPU3HAKAMH OCTEOTopo3a pa3Hou
cterieHu. [lodyeuHast TKaHb CIYKUT MUIIEHBIO TSI 3TOTO
TOPMOHA, KOTOPBI yJYacTBYeT B PETYJISIIAU  IIPO-
11eccoB peadbcopOLnu U cekpeliu ¢hocdaTtoB U KalabIus
B KaHaJIbIIax. KpoMe Toro, B MOYKaxX B HOPME ITPOUCXOIUT
(3Hepro3aBucUMasT) MHAKTUBAIIHAS U S9KCKPEIIVs MHAKTH -
BUPOBAaHHBIX IIPOMYKTOB MeTaboJM3Ma TapaTropMoHa
[8, 9, 10]. HapynieHue aTux npoiieccoB Npu pacCcTpOnCTBe
(bYHKIIMY TTOYEK CITOCOOCTBYET OOpaTHOMY TIOCTYIICHIIO
B KpOBb [9] U MpomieHUIO LMPKYJISIUA TTapaTTOpMOHa
B KPOBU, YTO OOYCJIOBIMBAaET DPE30pOTMBHOE IeHCTBUE
Ha KOCTH (OCTEOIopo3), 3y0bl 1 IMOMIepKaHNe TTOBBIIICH-
HOTO YPOBHS TTEPEKUCHBIX IMPOIIECCOB 3a CYET CITeIndu-
YecKOl aKTUBalMKU KCAHTUHOKCHUIAa3bl — OJTHOTO U3 TPUT-

Tabauya. JIaGopaTopHble MOKa3aTe/IM KPOBH W MOYM Y JIeTeil C IUCIUIA3MEl coeJUHUTETbHOI TKanu (M =Em)
Table. Laboratory indicators of blood and urine in children with connective tissue dysplasia (M=£m)

Cunnpom Daepca—/lanno Cunzpom Mapdana,
IToka3arenn Hopma 1-5 rpynna 2-51 rpynna 3-4 rpynna
n=16 n=20 n=10

Bospacrt, roast 6,1£0,8 12,3£2% 8,8+ 1,2%*
B kpoBu
JIAKTaT, MMOJTb/JT 0,7—1,5 1,64£0,45 1,8%+0,5 1,94+0,4
MOYeBUHA, MMOJIb/JT 1,7-8,3 4,410,9 5,0+1,2 4,0%0,23
KPEaTUHWH, MKMOJIb/JT 35—100 58,8%+10 65,4%1,6 55,3+3,9
MapaTropMoH, Ir/J1 16—62 50,7£5 77,16£10% ** 54%16
IgE, ME/n 0—62 194,611** 19044 322445% **
B moue
PMCK KpUCTaJIOOOpa3oBaHus, YCII. €/1. 0-0,5 2,33£0,4** 2,310, 1%* 2,41+0,7**
CpemnHue MOJIEKYIIbI, YCII. €1/KPeaTuHUH 0,064—0,13 0,32+0,05%* 0,37£0,03** 0,2+0,02%*
®Docdartbl, MMOJIb/MKMOJIb KpeaTUHUHA 2-5 2,3+0,2 4,210,3 2,3+0,3
Kanpimii, MMOJIb/MKMOJIb KpeaTUHUHA 0,25—0,33 0,3+0,04 0,34+0,03 0,23%+0,05
AOA mouu, % Bosnee 50 46£7** 42,7+4%* 4243%*
OkcaJtaTbl, MKMOJIb/MKMOJIb KpeaTUHIHA 16—22 21+2.,4 30£2,2% ** 25+3,1
Ypartbl, MMOJIb/ MKMOJIb KpeaTUHMHA 0,1-1,0 0,26£0,06 0,374£0,03 0,31£0.03
KpeatuHuH, MKMOJIb/CYT 3—-14 6,1£0,5 6,7£0,4 5,5%0,5
benxku Mouu, Mr/MKMOJIb KpeaTUHUHA 4—15 16+1,1 3312,9%, ** 31£3,5% **

IIpumeuanue. p<0,05: * — o cpaBHeHUIO ¢ |-if TpymTIOif; ** — 110 cpaBHEHUIO ¢ HOPMOU. AOA — aHTUOKUCIUTETbHASI AKTUBHOCTb. [larimeHTh
¢ cunapomoM Mapdana npeacTaBaeHbl A5l CpaBHEHMsI 0OOMEHHBIX HapyllleHU# ¢ cuHapoMoM Diepca—/lanno (6e3 paszaeneHus o Bo3pacram,

ot 3 o 17 ner).
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TepPHBIX (PEePMEHTOB TMEPEKUCHOTO OKHMCICHUS JTUITUIOB.
CoxpaHeHUE TIOBBIIIEHHOTO YPOBHS ITapaTTOpMOHA
B KPOBHM Y JeTell ¢ HACICICTBCHHOM MMCITIa3uel Coem-
HUTEIBPHON TKAaHW COYETATOCh C XPOHWYECCKUM, B psime
cJlydyaeB MPOrpeccUpylommm KapuecoM 3yooB. OH Moj-
TMEPKUBAJICS] TIOCTOSTHHO TTOBBIIIIEHHBIM YPOBHEM JIaK-
TaTa B CIIIOHE, OOYCIOBIMBAIOIINM KHCIYIO DPEaKIINIo
1 HE TOJIBKO PUCK Pa3BUTHUSI Kapreca, HO M XPOHMUYECKOe
BOCTIaJICHME TTapOAOHTa y 00ce0BaHHbIX AeTeit [11, 12].

CBUIETEILCTBOM HapyIIeHUs] OOMEHHBIX ITPOIIECCOB
y HaOMomaeMBIX JeTell OKa3aJCh ITOBBIIICHWE 3KC-
KpeIMy C MOYOI CPeTHUX MOJICKYJ, a TakKKe TPOIYKTOB
MEePEeKUCHBIX TPOLIECCOB, TOBBILIEHHONH IECTPYKIMU
JIUTIAIHBIX, YTJICBOXHBIX, OCJKOBBIX MOJIEKYJd, B TOM
quclie OWOJIOTMUECKN AKTUBHBIX TECTTHIOB, JIMITHMIHBIX
MEIMaTOpOB  BOCIAJEHUsI, O0Opa3ylolIuXcsi B  Opra-
HM3Me TIpH OKWCJIMTEIBHOM CTpecce M He 00e3Bpe-
SKCHHBIX B TICUCHU WJIM HE IIMMUHUPOBAHHBIX TTOYKAMMU.
Y o0cnenoBaHHBIX JeTeil HaOMIOAAIOCh XapaKTepHOE
IUII  CHHOPOMa SHIOTEHHON WHTOKCHKAIIMU HaKO-
IUIEHUE B OpraHu3Me CpeAHUX MoJekyl (B 2—3 pasa
10 CPaBHEHUIO ¢ HOPMOKN) M MUKPOIIPOTEMHOB, KOJIH-
YeCTBO KOTOPHIX B MOYE 3HAYMTEITHHO ITOBBIIIAIOCH
(mo 120—499 wmr/cyr npu (HU3NOIOTUYECKOM YpPOBHE
25-90 mr/cyt). DHAOreHHas] MHTOKCUKALUSI W TUIMOK-
CUYeCKMiA cuHIpoM y 15 m3 36 mereil ¢ CHHIPOMOM
Onepca—/anHno (He3aBUCMMO OT BO3pacTa) codeTa-
JIUCh C «IDTIOCKOW» caXxapHOM KPWBOW W HU3KUM COIEp-
KaHUEeM JlaKTaTa B JWHAMHKE TJIIOKO30TOJIEPAHTHOTO
Tecta. Takoe sIBIIEHWE MOXET OBITh CIICICTBHEM aJIBTep-
HaTUBHOTO HEe(PEPMEHTATUBHOIO TIyTM MeTaboIM3Ma
TJTIOKO3BI TIPY OKHMCITUTEIEHOM CTPECCEe CO CITOHTaHHBIM
ruaposn3omM docdaTHOR TPyIIbl 1 oOpa3oBaHUEM 3Ha-
YUTEIPHOTO KOJMYECTBA BBICOKO AKTMBHOTO OKWCITH-
TeNsT OeIKOB — KapOOHMJIBHOTO COCAMHEHMSI METHII-
rmokcais (CH,COCHO). B1or i mIMKoIu3a coyeTa-
eTCsI C TIOBBIIIEHHBIM TJIMKUPOBAHUEM OCITKOB (IIpHCOe-
JIMHEHME TJII0KO3bI, HallpUMep, K TeMOoTIo0uHY) [7].

Y o06crienoBaHHBIX JeTell Oblla OOHapyXeHa CKphITast
HEIOCTaTOYHOCTh MHTUOMTOPOB KPUCTAIIO00pa30BaHUS
B MOYe W/WIM HAKOIUICHWE ITPOMOTOPOB KPUCTAJUIU-
3aIMy coJiell Kaablus 1 pocdaTtoB: HECMOTPST Ha OTCYT-
CTBUE KPHUCTAJZIOB B MOYEBOM OCalKe, IMPU T00aBICHUHN
pPEaKTUBOB i1 BBHISIBJICHWSI pPHCKa 0OOpa3oBaHUST KpH-
CTAJUTOB KalbIlisd Win (hochaToB IMOSBISIACh BBIpa-
JKeHHasl TOJIOXKUTEIbHAs peakuuss (CM. TaOauILy)
[13—15]. OcHOBHBIMM WHTHOMTOpaMHU OOpa30BaHMSI
KPHUCTAJUIOB Kalblust M (ocdaTtoB cirykaT MPOTYKTHI
OMOHEPTeTUIECKOTO OOMEHa, Cpey KOTOPHIX OIpee-
JISIIOLIMMU SIBJISTIOTCSI HeopraHudeckue nupodocdarsl —
nepuBathl Metabommama ATD, AJID [16, 17], a K yucay
ITPOMOTOPOB  (YCWJINTENICH) KPUCTAUTM3AIldA  OTHO-
CATCSI, B YaCTHOCTH, TIPOMYKTHI pacliaza KOMITOHEHTOB
COCIMHUTENIBHONM TKaHW —  TJIMKO3aMWHOTJIMKAHEI,
CBOOONHBIN W TMENTUIOCBA3aHHBIN OKCUIIPOJIMH W Jp.
[8, 13, 18]. Takum oOpazom, TTOATBEPXKIAIOTCS HE TOJIHKO
TTOBBIIIEHHBIN PUCK KPHUCTAIIIO00pa30BaHUS U KaJIbIIN-

OPUINMHAJIbHBIE CTATbU

¢ukanuu, HO U CHUXKEHUE MPOLECCOB OMOIHEPTETUKU,
B YaCTHOCTHU B TIOYEYHON TKAHM.

K gucity mpoMoTOpoB KpUCTa/I000pa30BaHusI B MOYE
OTHOCSTCS TakXe TaK Ha3blBaeMble CpeIHUE MoJie-
KYJIbl, IPOIYKTHI pacmajga OeIKOBbIX MOJIEKYJ, MapKepbl
9HIOTEHHON WHTOKCUKauuu opraHusma [14, 15]. OmHa
13 HauboJjiee XapaKTepHbIX MPUUYMH SHIOT€HHOM MHTOK-
CUKalMU — OKUCIUTESbHBII CTpecc ¢ HapyllleHUueM
CTPYKTYPhI OCJIKOB M KJIETOYHBIX MEMOpPaHHBIX (poconm-
MUI0B ¢ 00pa30BAHUEM AaKTUBHBIX JIUITUIHBIX MEAUATOPOB
BOCTIJIEHUSI W BBbIIEJEHUEM C MOYOM ruaponepekuceit
JIUTIUIOB, TIEPEKHCH BOAOPOAA, CHMXKEHUEM aHTUOK-
CUJAHTHOM 3alllUThl MOYM, MOSIBJIEHHMEM B MOYE OCTPO-
dazHoro 6enka pudbpuHoreHa. MiMeHHO aeiicTBUEe 3HIO-
TeHHBIX TOKCUKAHTOB CO3[aeT PUCK KOHGMOPMaIIMOHHOM|
MepecTpoOKU OETKOBBIX MOJIEKYJ, UBMEHEHUS] UX aHTHU-
TeHHBIX CBOMCTB C YIp0O30ii ayTOMMMYHHOT'O BOCTIJIEHMSI.

XapakTepHOli uYepToil HapacTalolleil ¢ BO3pacToM
MMKPOTMIPOTEUHYPUU Y OOCJIEIOBAaHHBIX JeTeil ObLIO0
MOBBILIEHHOE COAEPKaHUEe MUKPOIJIEMEHTOB Ha | Mr
Oesika TO CPaBHEHUIO C TAaKOBBIM Y 3IO0POBBIX JAETEIA:
Fe — 0,3 u 0,56 mMxr/mr Genka mjisi CMHApoMOB Map-
dana um ODnepca—[danno, npm 0,068 MKr/mMr 06eika
B HOopMme; Zn — 0,3 u 1,0 Mkr/Mr Oenka 1 yKa3aHHBIX
cuHIpoMoB, ipu 0,065 MKr/MT 6eka B Hopme [19, 20].
Panee ObL10 YyCTaHOBJIEHO B OKCIIEPUMEHTE iR Vitro v TIOJI-
TBEPXKIEHO Ha OOJIbIIOM KIMHUYECKOM Marepuaie,
YTO TOJ ACHCTBUEM K30- U SHIOTEHHBIX TOKCUKAHTOB
(GonblIMe KOJMYECTBA MOYEBUHBI, aKTUBHBbIE (DOPMBbI
KUCIOpO/a, JIeKapCTBEHHbIE IpernapaThl, panuaiius)
pasinyHble OeIKM MPUOOPETaloT CIOCOOHOCTh 3axBa-
TBIBaTh ¥ MIPOYHO YIEPXKUBATh MUKPODJEMEHTHI 3a CUET
BBICOKOI KOHCTaHThI YCTOMUMBOCTH 00Pa30BaHHbBIX KOM-
TUIEKCOB (3KeJie30, LIMHK, TSKEIble METaJlIbl). DTO 00b-
SICHSIETCSI TTOSIBJIEHUWEM B OeJiKaxX JOMOJHUTEIbHbIX, CBSI-
3bIBAIOLIMX METAJUIbl JIOKYCOB B pe3yJibTaTe U3MEHEHUs
TOKCMHAMU KOH(MOpPMallUM MOJIEKYJ, KOTOPYIO 3aKpe-
TUISIIOT MUKPORJIEMEHTbI (CTSITMBAIOT «PacCIlIaBIeHHYIO
6eKoByIO TIOOyITy») [6, 7, 19]. MomubunmpoBaHHbIC
MMKPODJIEMEHTAMU MOJIEKYJIbI OEJKOB HE M3MEHSIIOTCS
B 00beMe U MPUOOPETAIOT 3apsifl, YTO YBEJIMUMBAET BO3-
MOXHOCTb MX DJMMMWHALMK C MOYOM Kak YyKepOmHBIX
(QaHTUTEHHBIX) CTPYKTYp, HE Y3HaBaeMbIX TPaHCIOPT-
HBbIMU KaHaJbLIEBBIMU PeabCOPOLIMOHHBIMU CUCTEMaMU
U CO3MAIONIMX PUCK DPA3BUTHSI acENTUYECKOTo BOCHa-
JeHust B moukax [20—22]. Paznmuunble MomubuKaiuu
OCJIKOBBIX MOJIEKYJ C HapylleHUeM HX CTPYKTYphI
1 QYHKIUM TIPU CTpeccax OMUCAaHbl B MHOTOUMCIEHHBIX
nyonukauusix. Bce dakTopsl pucka Momudukanuu
0eJIKOB B OTIpeNeIeHHOM CTeNeHU B3aUMOCBSI3aHbI U OTTHU -
CaHbI KaK «OKUCIUTETbHBI» (AKTUBHBIE (hOPMBI KHCITO-
pora), «HUTPO3aTUBHBIN» (OKCHUIBI, TIEPOKCUIBI a30Ta),
«KapOOHUJIbHBII» (METWITIMOKCANb), «TJIMKO3aTUBHbBII»
(rUMKUpoBaHME MOHOcCaxapamMHu) CTpPecChl, HaKOHell,
«MUKPO3JIEMEHTHBI» CTpecc. DTU CTPecChl MOXKHO
OTHECTH K <«MOJICKYJIIPHBIM», B OTJIIMYUE OT TICHXO-
9MOILIMOHAIBLHOTO, (U3UYECKOTO, TeIIOBOro, 0OoJe-
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Opvesa 3.A. u coagm. lucmeradbonnyeckas HedpornaTus y IeTeil ¢ HacleACTBEHHOM AUCIIa3ueil COeIMHUTENbHOI TKaH!

BOTO U IPYTMX BUAOB CTpecca, OLIEHUBAEMbIX Ha YPOBHE
Lejioro opranmusMma [6, 7, 19, 23, 24].

[pu nCTIOTH30BAaHUY CTATHCTUICCKIX METOIOB 00pa-
OOTKM TTOJTYICeHHBIX TaHHBIX OBUTO ITOKa3aHOo, YTO Y AT
2-if TpynIbl ¢ CUHIPOMOM Oiepca—/laHiIO BBISBICHBI
CUJIbHBIE KOPPEJSIIUU MEXIY PSIIOM MoKa3areseil Hapy-
IIEHHOTO KUCJIIOPOMTHOTO CcTaTyca W SHIOTeHHOM WHTOK-
cukauuu. [loBbllleHUe colepxKaHUsl TapaTropMOHA
B KPOBHM KOPPEIHMPOBAJIO C BBHICOKUM YPOBHEM OEJIKOB
u ypatoB B Mode — 0,58 u 0,54 (0,5 u 0,6 mpu cuHIpPOME
Mapdana). CopepxaHue JlakTaTa B KPOBU TTOJIOXKHU-
TenbHO Koppeauposaio ¢ pCO,, KoHUeHTpauuei doc-
dopa, KampIMs, OKCaJaTOB, CPEIHUX MOJICKYJI, OCIKOB
U PUCKOM KpucTautooopazoBaHust mouu (o1 0,5 no 0,72)
U OTpMIIATEIbHO — C IOoKa3arejeM aHTUOKCHIAHTHOM
3amuThl Moun (—0,4). B To XXe BpeMsi 3HAUMMBIX KOP-
peNSIMit  MEXIy TepeYnCICHHBIMM  ITOKa3aTeIsIMU
B 1-ii rpynme pgereii ¢ cuHapomoM 3Iiepca—/lanHio
HE OTMEYCHO.

Hammuue aHOMamuii OpraHOB MOYEBON CHCTEMBI
W TIpU3HAKOB HapyIIeHUsT OOMEHHBIX ITPOIIECCOB (ydJa-
IIEHWe HUKTYPUU, BbIpaKeHHasi OKCATypUsl, MUKPOIPO-
TEMHYPYsI, TTOBBIIIIEHE aKTUBHOCTH TTPOIIECCOB TIEPOKCH-
NalUK, SHAOTEHHOM MHTOKCUKAIUK), 00Jiee BhIPAXKEHHBIX
y IeTeit cTapIieid TPYIITbl ¢ CHHAPOMOM Diepca—/laHio,
10 HamleMy MHEHUIO, MOXHO OTHECTH K peaiM30BaH-
HOMY PpHWCKY pa3BUTHS IHCMETaboIMIecKoir Hedpo-
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