I.H. OkyHeBa, E.3. Knusep, A.M. Kapacbkos, l0.H. Fop6aTbix,
A.M. Bonkos, 0.A. Bnacos, B.A. TpyHoBa¥*, B.B. 3BepeBa*

XnMunuyeckune 3nemMmeHTbl 1 CTPYKTYPHO-MOJIEKYNAPHble
0COOGEHHOCTUN KapANOMUNOLIMTOB Y NaLMeHTOB paHHEero Bospacra

C TpaHCNoO3NLMen marncTpanbHbIX apTepuin

QOreyY «<HHAUMK

1M. akag. E.H. MewwankmHa»
MwH3gpaBcoLpa3BnTUA
Poccun, 630055, HoBocrburpck,
yn. PeykyHoBckas, 15,
cpsc@nricp.ru

* VIHCTUTYT HeopraH14ecKoi
xummm um. A.B. Hnkonaesa

CO PAH, 630090, HoBocrburpck,
npocn.JlaBpeHTbeBa, 3

YK 616.13.12-007-053.1:612
BAK 14.01.26

Moctynuna B pegakumio
17maa2011r.

©T.H. OkyHeBa,
E.3. Knusep,

A.M. KapacbKkos,
lO.H. Top6aTbix,
A.M. Bonkos,

10.A. Bnacos,

B.A. TpyHoBa,

B.B. 3BepeBa, 2012

M3yueHo copepkaHvie XMNYeCKnX 3N1eMeHTOB (X3) B M1MoKapae NaumeHTOB C TPaHCMo3nLMel MarncTpasb-
HbIx apTepuii (TMA), noslyyeHHble pe3ynbTaTbl COnocTaBsieHbl C MOPGONOrMYECKUMI U aHATOMUYECKMMM
HapyweHuamu. ViccnegosaHbl 06pasLbl Mvokapga aeTei ¢ TMA B Bo3pacTe OT HOBOPOXAEHHOCTY [0 6 MeC.
MeTtogom peHTreHobyopecLeHTHOro aHanM3a € MCNosIb30BaHKEM CYH-XPOHHOTO U3JTy4YeHNs onpeaeneHa
KoHUeHTpaums 14 X3:S, Cl, K, Ca, Cr, Mn, Fe, Ni, Cu, Zn, Se, Br, Rb 1 Sr — 1 npoBegeHbl Mopdonornieckue nsme-
peHua M1oKappa. YCTaHOBIIEHO, UTO runepTpodus M1oKapaa y AeTei paHHero Bo3pacta ¢ TMA HapyLluaeT
VNHTEHCMBHOCTb METAbO/IN3MA, UTO MPOABNAETCA CHUMKEHHbIM cofiepkaHunem Zn, Cr, Ni, Cl, Se, ocobeHHo B
NEeBOM »enyaouKe. BbiaBneHbl yMeHbLUEH e AMaMeTpa MblLLEeYHbIX BOIOKOH, CpefHel NoLaan aaep, nepe-
XOf} CUHTe3a CePAEUYHOrO MMO3MHA Ha CKESTETHbIN, CHKEHME AREPHO-LIMTOMNMAa3MaTNYECKNX COOTHOLLIEHWIA.
KntoueBble cnoBa: XMMUYECKIe 3IeMeHTbI; MONeKynAapHas CTPYKTypa KapAvoMUOLIMTOB; TPAHCMO3MLMA

MarvcTpasnbHbIX apTepuit.

Ponb X3 B nogaep»aHnn xun3HegeATesnb-
HOCTU KNETOK OY€Hb BaXkHa. VI13BeCTHO, UTo B
COCTaBe XMBOIO BeLLeCTBa HaaeHo Goree

70 X3. KaxkablIii U3 HNX BbINOMHAET OQHY Unn
HecKonbKo dumonormuecknx dyHkLmii. Mo-
TOMY NPK HapyLLeH obMeHa X3 Ha Moneky-
NAPHOM YPOBHE MOTYT NMPONCXOAUTb BaXkHble
aHoMarsibHble 3¢ deKTbl: UHIMOMPOBaHWE dep-
MEHTOB, HeobpaTHMble KOHPOPMaLIMOHHbIE
M3MEHEHMNA MaKPOMONEKYN 1, Kak CneacTaue,
M3MEHEHMe CKOPOCTV MeTabonn3ma 1 CUH-
Te3a 6esIKOBbIX CTPYKTYP, BK/T0Uasi BO3HMKHO-
BeHue aHomanum n mytauui [1, 2, 10]. Mostomy
HopManbHoe GYHKLMOHNPOBaHME MMOKapaa
OCyLLECTBAAETCA MPU MOCTOAHCTBE MUKPO-
3NIEMEHTHOTO COCTaBa, T. €. JOMMKEH noaaep-
MKMBATbCA MUKPOJIEMEHTaPHBbIV FOMeOCTa3.

MoXXHO NpeanonoXuTb, YTo MHOrodpaKTop-
HasA 3TUONOrA BO3HNKHOBEHWA MHOT X BPOK-
JEHHbIX MOPOKOB cepAua, B Tom uncie n TMA,
MOXET BKJII0UaTh AncbanaHc X3 B MUOKapae

y 6epeMeHHbIX keHLuH. TMA oTHoCUTCA K
CIIOXKHbIM BPOXEHHbIM NMOPOKaM cepaua ¢
TaKVMM aHaTOMUYECKMMIW Y reMmogrHaMmyec-
K1MU HapyLUEHMAMM, KOTOPble He COBMECTVIMbI
C>KN3HbIO, 1 MO3TOMY CMEPTHOCTb Heonepu-
POBaHHbIX HOBOPOXAEHHbIX cocTaBnAeT ot 30
10 50% Ha nepsom rogy »wu3Hu [5, 9]. inAa npo-

rHO3UPOBaHWA MPUYMH BO3HUKHOBEHWA STOrO
NopoKa cepALia 1 COOTBETCTBYIOLLEN KOPPEK-
LI HEOOXOAVMO U3YYEHVE MONEKYTISIPHBIX
OCHOB MeTabOoIMYECKMX NPOLIECCOB B MUO-
KapZae nauneHTos ¢ TMA ¢ nomoLLpto uccne-
[0BaHMA cogep*aHna X3 1 COOTHOLLIEHNME KX

C HapyLUeHVAMM CTPYKTYpPbl MrMOKapAa. Lienb
NCCNeaoBaHuA — onpeaeneHe cogepKaHma
X3 B pa3HbIx OTAENax M1MoKapaa y nauneHToB C
TMA 1 conocTaBneHne NosyYeHHbIX pe3ysbTa-
TOB C BO3PaCTOM 1 CTeneHbto Mopdonornyec-
KX 1 aHAaTOMO-TeMOANHAMUNYECKNX HapyLLe-
HUIN. B COOTBETCTBUM C LieNbio MOCTaBNEHbI ABe
3afjaun: 3yyeHvie cogepxaHua X3 1 mopdono-
rMYecKom CTPYKTYpbl M1OKapAa y AeTel paH-
Hero BO3pacTa; BbiAB/IEHVE 3aKOHOMEPHOCTU
pacnpegeneHna X3 B MMoKapae aeter ¢ TMA

B COOTBETCTBUM C Tabnuuei .M. Menaeneesa.

MATEPUAJNT1 U METOAbI

M3yueHo 42 obpasua Mruokapaa y geter ¢ TMA
B Bo3pacTe ot 1,0 fo 4,5 mec. (cpeaHwuin BO3-
pacT 3,0+0,7 mec., maccbl cepgua 54,0+5,0r,
Tena 4,2+0,3 Kr), ymepLunx B 6nviKaiiLume noc-
neonepaumoHHble CPOKM NOC/e pagnKab-
HOW KoppeKLKn nopoka. 1A oueHkn cogep-
XaHua X3 1 Mophonornueckom CTpyKTypbl
MUOKapaa npov3soauv 3abop 06pasLos
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CepPAECYHON MbILLLbI U3 XenyJO0YKOB 1 Npeacepanii He nos-
[Hee 24 4 c MOMeHTa cMepTU. Bce 06pasLbl pacnpegenuni
Mo BO3pacTy NaLMeHTOB Ha TpW rpynnbl: | - HOBOPOXAeH-
Hble (cpegHu Bo3pact 22,0+6,7 gHa; n = 19); Il - 1-6 mec.
(2,1£0,9 mec,; n=18); lll - ctapLue 6 mec. (8,1£1,8 mec,; n =5).

Metogom POA CU nccnepoBanu KoHueHTpaumio 14 X3:S, Cl, K,
Ca, Cr, Mn, Fe, Ni, Cu, Zn, Se, Br, Rb 1 Sr - B ISI® CO PAH 1 npo-
BOAWIIM MOPGOMETPUYECKOE U3MEPEHIE KapANOMMO-

LMTOB B labopaTopurm NaTtoMopdosioriv 1 31eKTPOHHON
mukpockonuu HHUWIK vm. akag. E.H. MewanknHa. Takxe
BbINONHANM GIIyopOMETPUYECKOE UCCNeJOBaHNE MUO-
Kapaa C ncnonb3oBaHem GpryopecLeHTHbIX 30HO0B — 3TU-
Anym 6pomuaa 1 xnopTeTpaumKiMHa 1 oKpacky obpasLos
MUOKapAa aHTUTeNNamm K CkeneTHomy Muo3snHy Monoclo-

nal Anti-Skeletal Myosin (FAST) Clone MY-32, secondary anti-
body FITS-conjugated. B kauecTBe BTOpOI METKMN MPUMEHANN
BTOPUYHbIE aHTUTENA, KOHblorpoBaHHble ¢ FITS. Cratuc-
TUYeCKyto 06paboTKy pe3ynbTaToB MPOBOAWIN C MTOMO-

wbto nporpammbl Microsoft Excel 2000. locToBepHOCTb
pa3nNuMunn CpeHVX BENMUMH 1 KOPPENALIMOHHDBIX B3au-
MOOTHOLLIEHWMI MPOBOAMAN C MOMOLLbIO t-KpnTepua CTbto-
JeHta. loctoBepHbIMU cumTany pasnuuua npu p<0,005.

PE3YJIbTATbI

lNpoBeneHHbIN aHanu3 cogepKaHua X3 B MMOKapAae ymep-
LUMX JeTel paHHero Bo3pacta ¢ TMA no3BONWI BbIABUTD Crie-
ZytoLlpye 3aKkoHoMepHOCTM (Tabn. 1). B 65% copepxaHue X3
MO CPaBHEHMIO C IHTAKTHbIM MMOKAPAOM CHIPKEHO: yMe-
peHHO [0 78% KoHUeHTpaums K, 1o 60% - Cl, Cr, Srn Zn, go
50% — Br, Ni 1 Rb. BbiiBNeHa Tak»ke camas H3Kaa KOHLIEHT-
paumsa Se — 25% ot gomxkHoro cogepxaHma. Tpn X3 (S, Can
Fe) Haxoamnn B KOHLEHTPALM, COOTBETCTBYIOLLEN JOMKHOMN.
lNoBbllweHa KOHLEHTpaLmA Tonbko ania Cu (160%) 1 Mn (170-
200%). Mo gaHHbIM pacnpegeneHna X3 no oTaenam cepaua,
Hambonee HU3KMEe KOHLEHTpaLuK X3 YCTaHOB/EHbI B MUO-
Kapge nesoro xenygouka (JT’K) n npasoro npeacepaua (MN).

Taknm 06pa3om, HeobpaTUMble remoarHaMMYeCcKme HapyLue-
HVA QYHKLMM MMOKapaa 1 pa3BuUTHe CepAeUHON HeoCTaTou-
HOCTI COMPSKEHbI, OYEBUAHO, C HU3KUM CoaepaHmem X3:
Cl, Cr, Sr, Zn, Br, Rb, Ni 1 ocobeHHo Se fo 25% 1 Huke npeaena
0bHapy»keHus. [MoBblleHHasn KoHLeHTpaums Mn n Cu npe-
UMYLLIECTBEHHO B NMPAaBbIX OTAENax CepALa, BUANMO, 00yCNIoB-
neHa yBenmyeHHON GyHKLUMOHANbHOW Harpy3Kom 1 nrpaet
KoMneHcaTopHyto posb. CogepkaHue S, Fe n Ca cootBeTc-
TBYET JO/MKHbIM BEJIMUMHAM W He MPUHMMAET y4acTuVA B alb-
Tepaummn MMoKapaa. Ha ocHoBaHUM NoMyYeHHbIX pe3ynbTa-
TOB MOXXHO 3aK/0UNTb, YTO A1 NOAAEPKaHUA HOPMasbHOM
bYHKLMOHaNbHOM akTUBHOCTW MUOKapa y AeTell paH-

Hero Bo3pacta ¢ TMA X2 fomKHbl Coaep»aTbCA B ONMTMMAsb-
HbIX KoHUeHTpauwsx — Cl, Zn, Sr, Cr, Ni, Rb, Br n ocobeHHo Se,
3aLLMLL@IOLLNIA KAPAVIOMUOLINTbI OT MEPEKUCHOTO OKMCNe-
HVA NIMNAOB. YCTaHOBNEHO, YTO rnnepTpoduryeckme nsmeHe-
HWst MOKapaa 60nbHbIX TMA nporpeccnpytoT C BO3pacToMm,
npeBbILLasA AOMKHYI0 Maccy cepaua B 2,5-3,0 pa3a. bonbuyto

pOsib B pEMOZENNPOBAHMI CEPALIA UrPatoT rMnepniacTnyec-
Kiie NPpOoLecchbl, CBA3aHHbIE C UHTEHCMBHOW MONMMNIIONAN3a-
LVeil reHeTUYeCKoro Mmatepmana 1 yBenmyeHiem Ae3okcnpu-
GOHYKNENHOBOW KNCNOTbI. MOHUXeHWE YPOBHSA CyMMapPHBbIX
VIOHOB KasibLinA B KapAVOMMOLMTaX, NO JaHHbIM $nyopomeT-
pYYECKOro UCCIIEA0BaHNS, B3aIMOOOYCIIOBNEHO NOSBIEHNEM
30H KapAMoCKnepo3a Npu HapacTaHm rmnepTpodmn mro-
KapAa. ALanTMBHO K STUM NPOLIECCaM U K VIMEIOLLEN MeCTo
XPOHUYECKON MMMOKCUM NMPOUCXOANT NEPEXOZ CUHTE3a C cep-
[EYHOrO MVO3VHa Ha CKENETHBIN, YTO, B CBOIO OYepesb, yCunu-
BaeT KNMHUYECKME NPOSIBNIEHVA CEPAEeUYHOM HE[OCTAaTOUYHOCTY
BCIIEZICTBME CHUMKEHUSA CKOPOCTY COKpaLLEHNA rnepTpodu-
[POBaHHbIX KapAYoMUOLMTOB. MopdomeTpuieckn otmeueHo
YMeHbLLEHME AVaMETPA MbILLEYHOTO BOJIOKHA, CpefHel nno-
LAV APaA U CHUXKEHVE A8EPHO-LMTOMNIA3MATUYECKMX COOT-
HoLUEHWIA. [py 3TOM YBENMUMBANNCL O6BbEMHASA U OTHOCH-
TeNbHAsA N/OLLAAN NOBEPXHOCTN MbILLIEYHON TKaHW (Tabn. 2).

ConocTaBneHune pacnpegeneHna X3 Mo CTENEHN CHUPKEHWA
KOHLeHTpaLuuin B MMokapae aeten ¢ TMA ¢ rpynnov cpaBHe-
HIIA BbIAIBWIIO CefytoLLye 3aKkoHOMepHOCTM (Tabn. 3). YcTa-
HOBJIEHO CHUMEHHOE cofilepaHue B rmnepTpoprpoBaHHOM
Munokapge JIK, nesoro npegcepauma (Jl), npasoro »eny-
nouka (MPK), NN makpoanemenToB: K, Cl u Zn. CopepxaHne
S, Fe n Ca coxpaHanocb Ha JOMmKHOM ypoBHe. [locToBepHO
CHIPKEHa KOHLIEHTpaLuA ynbTpaMmKpoanemeHTos: Cr, Rb,

Ni 1 Se. CogepaHue ocTanbHbIX X3 CyLLEeCTBEHHO He OT/u-
Yasnocb OT AOMKHbBIX BEMYUH. Ha OCHOBaHUM NOMYYeHHbIX
pe3ynbTaToB MOXHO 3aK/THOUNTb, YTO GYHKUMA runepTpodu-
poBaHHOro Mrokapaa y getein ¢ TMA HapyLueHa 13-3a CHu-
»KEHHOW KOHLIEHTPaLMK 60bLUMHCTBA MAKPO3SIEMEHTOB

1 JOCTOBEPHOIO CHVXEHWA YNBTPAaMUKPOSNIEMEHTOB. 3T
n3meHeHs 6onblue BbipaXeHbl B fIEBbIX OTAeNax cepaLia.

Pe3ynbratbl aHany3a NoATBEPXKAATCA LAHHBIMU MOPG)O-
NOrMYecKoro nccnegoBaxms. lmneprTpopuyeckrie usmeHe-
HYIs cepaLia ObICTPO NPOrPeccHpyOT C BO3PACTOM, MPEBbI-
LIaA AOSKHbIE BO3PACTHble NOKasaTenu B 2 pasa y 60/bHbIX
10 1 mec. 1 B 3,5-4,5 pa3a y 605bHbIx 6-12 Mec. [pr 3TOM
nuHerHble pasmepbl JIK 1 MKy naumeHToB C UHTaKTHOW
mMexoKkenynoukosow neperopogkon (MMXKI) B | rpynne dak-
TUYECKM MAEHTWYHBI, a BO Il rpynne ¢ fedexkTom mexkeny-
[noukoBon neperopoaky (AMMIM) TonwmHa MK 6onbLue, Yem
JIK, Ha 133%. Ona | rpynnbl ¢ IMPKIT BbisiBNeHa gocTtoBep-
HaA CBA3b MeXy TOMNLUMHOM M1OKapaa U cofepkaHneM B
Hem S, K, Fe n Sr v oTpruaTtenbHas KoppenaumMoHHas CBA3b C
Cu (Tabn. 4). CpenHee konnuecTso Aaep BJ1XK B obeunx rpyn-
Max OblIO HUXKE, YEM B KOHTPOJIE, @ MOBEPXHOCTHAA MJ1O0T-
HOCTb KapAMOMMOLIMTOB MIaBHO BO3pacTana BO BCEX rpyr-
nax. B pesynbrate AgepHO-LMTONNA3MaTUYECKNIA MHAEKC B
NeBOM Xenyfouke C BO3PacTOM MOCTENEHHO CHUKANCA BO
BCeX rpynnax. IMMyHormctoxmmmnyeckme nccnefoBaHus
00pa3LoB MMOKapa NaLyeHTOB C TPaHCMO3ULMEl Maruc-
TpasibHbIX apTepunii 0OHaPYKIM NOABNEHVE B KapAUOMU-
oLMTax CKeNEeTHOro MMO3MHA. 3TO CBUAETENbCTBYET O TOM,
YTO NPV Pa3BUTUN MIMNEPTPOPUN KapANOMUOLIUTOB NPOMC-
XOZUT NepeKoyYeHne CUHTE3a CEPAEYHOrO MMO3UHA Ha CKe-
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Ta6bnuuya 1
Pacnpedenerue X3

8 Muokapoe oemel
paHHez0 803pacma ¢
UHMAKMHBIM MUOKAPOOM
u demeli c TMA

* p<0,05 0ocmosepHebie
paznuyus c UHMAKMHbsIM
MUuoKapoom

Ta6bnuya 2
Mopgpomempuueckue
napamempsi Muokapod
Odemeli paHHe20 8o3pacma
npu mpaHcno3suyuu
MazucmpasneHeix apmepud

Ta6bnuya 3
PacnpedeneHue
XUMUYECKUX 31eMeHmos

8 NOPAOKe CHUXeHUs
KoHYeHmpayud no
omoesnam cepoya y demeli
C mpaHcno3uyuel
MazucmpasneHeix apmepud

neTHbIN. [py 0fHOBPEMEHHDIX AiedeKTe MEXOKENYIOUKOBOV

CopepraHuie X3, MKr/r

Ortgenbl cepaua

Cr Mn Fe Ni Cu Zn Se
VHTaKTHbIl MuoKapn,
JK(n=5) 1,0+0,22 2410,2 344+30 0,4+0,05 8,9+0,68 360+39 0,710,1
MK (n=>5) 0,9+0,12 24+0,2 422483 0,6+0,09 10,1£0,87 392443 0,8+0,1
Mwuokapg 6onbHbIx TMA
JK(n=15) 0,4+0,15* 2,6+0,8 321142 0,2+0,03* 14,6+2,99 240+22* 0,2+0,05*
|'|>K (n=20) 0,6+0,23 51+2,0 342433 0,2+0,05* 16,1£2,58 307142 0,1+£0,04*
Otaen et paHHe- BonbHble TMA
M0p¢0'\"eTpV'“eCKV"7'”apaMQTP 777777777777777777777777777777777777 cepaua ro Bospacrta paHHerosospacta
JIMaMeTp MbILLIEYHOTO BOSTOKHA, MKM K 1462079 12,0£147
K 13,1%1,13 11,4%1,35
OTHOCHTeNbHaA NnoLasb NOBEPHOCTU DK 265+22,8 287+27,3
MbILLIEYHOV TKaHW, MKM? K 2741273 286+37,6
O6beMHas NNOTHOCTb MbILLEYHOV TKaHW T 078+0.067 08£0.08
MK 0,81+0,081 0,84+0,11
Kon-Bo afep B none 3peHus X 41125 45471
MK 53+1,5 34+7,7
S SRR e, T JIK 2358+211,8 2073107
MK 2534+289,1 2063+355,8
flnepHO-LMTONNA3MaTVYeCKOe COOTHOLLIEHME T 037 033
7777777777777777777777777777777777777777777777777777777777777777777777777777777777777777 MK 0,49 0,26
X3 TMATIXK X3 TMATIK X3 TMAJM X3 TMAMMN
s 3268+424 s 35474331 s 23984330 S 25054260
Ca 1256+89 Ca 1224+99 Ca 1148+105 Ca 1109+86
K 508+ 60 K 560+ 55 K 444+ 58 K 421+ 38
a 405+ 45 cl 435+ 56 cl 348+43 Fe 375+38
Fe 321£42 Fe 342+ 33 Fe 338+53 (@] 290+ 42
Zn 240+ 22 Zn 307+ 42 Zn 183+ 21 Zn  192+27
Cu 14,6+ 2,99 Cu 16+ 2,58 Cu 13+2,18 Cu 143+27
Br 6+0,7 Br 8+038 Br 60,7 Br 6+06
Sr 3,707 Mn 51+5 Sr 3,2+0,3 Mn 42+14
Mn 26+08 Sr 3,805 Mn 3,1+£1,1 Sr 35+04
Rb 08+0,2 Rb 0,6+ 0,08 Cr 0,6+ 0,25 Cr  07%£0,18
Cr 04+0,15 Cr 0,6+0,23 Rb 0,5+0,1 Rb  0,5+0,07
Ni 0,2+0,03 Ni 0,2+ 0,05 Se 0,2+ 0,06 Se  02+0,05
Se 0,2+ 0,05 Se 0,1 x Q,O4 Ni 0,2+ 0,04 Ni  0,2+004

neperopoakm 1 gedekTte MeXnpeacepaHol NeperopoaKm
(M) runeptpoduyeckime Npouecchl bonee BblparkeHbl
MO CPABHEHMIO C TPAHCMO3MLMEN MAarnCTPaNbHbIX apTepui

npw UMK, 4To cCOOTBETCTBOBANO Y MOBbILLEHHOMY COAEP-

MaHUIO XUMNYECKNX 271EMEHTOB. BOﬂbLU)/IO [POnb B pemo-
AennpoBaHUK cepAla y naumneHTOoB CTaplue 6 mec. nrparoT

rmnepnnactmyeckne npoueccobl, CBA3aHHbIE C UHTEHCUB-

HOW nonvniongn3aumen reHeTMyeckoro Mateprana u yee-
NINYEHNEM KOJNYECTBA AE30KCPUOOHYKIENHOBOW KINC-
NOTbI. /13 BbILLEN3NOXKEHHOTO C/IefyeT, YTO ONTUMAITbHBLIMI
BO3PaCTHbIMU FpaHMNLIaMM 471 KapAMOXMPYPrYecKomn Kop-
peKLmmM 60IbHbIX C TPAHCMO3MLMEN MaruCTPasbHbIX apTe-
pui agnatoTca ona naymeHTos ¢ IMMKIT HeoHaTanbHbIN
nepwvog, a ana naumneHTos ¢ AMKI1 1 pedpektom mexnpes-
CepaHON NeperopoaKu — Nepros HOBOPOXKAEHHOCTU.



16 BpoxxaeHHble MOpoKM cepaua

Ta6bnuya 4

Kenypouek AHaTOMUYeCKMe rpynnbl S K Fe Cu Sr Zn
Koppenayus mexoy oo -

% - —

monwuHoU Muokapda ey ' 0,15 0,09 0,58 0,26* 0,19 0,12
U codeparuem 6 Hem [ 0,31 0,15 0,29 0,60 0,13 0,08
HeKoOMOopbIX XUMUYeCKUX TeBblii I 0,92**  0,75**  0,82**  -0,92**  0,67** -0,18
snemeHsmo8 w 0,46 0,47 0,50 -0,33 0,30 -0,25

* p<0,05; ** p<0,01

OBCYXIEHUE

Mo HaWwMm JaHHbIM, HapyLIeHWe GYHKLIMN MUOKapAaa Y AeTel
paHHero Bo3pacTa ¢ TMA, npvBeaLIen K CMEPTU, MOXKET ObiTb
CBA3aHO CO 3HAUMTENbHBIM CHIPKEHMEM METaboIM3Ma, Map-
Kepbl KOTOPOro — YyMeHbLUueHue cogeprkaHna o 50% Br, Ni

1 Rb, go 60% Cr, Sr, Zn 1 Cl n ocobeHHo Se — 1o 25%. Kakyto
posib urpatoT 3T X3 B MeTabonr3me Mr1oKapaa y AeTei ¢
TMA? Cpepau HUX HEKOTOPble NPeVMYLLECTBEHHO BHYTPU-
AapepHble — Cr, Mr 1 Ni, a YacTb HaxoanTCA NpermyLLecT-
BEHHO BHeAAePHO 1 AeNOHMPYeTCA B MUKPOCOMAX, MUTO-
XOHApPWAX, M30comax, komnnekce lonbgxu: Cu, Zn, Se, Br,
Rb, Sr [2]. BaxkHyto ponb urpaet Zn, KOTopbI obecrneyn-

BaeT akTMBHOCTb 6onee 300 pepMeHTOB U ABAETCA KOM-
noHeHTom 6onee 200 meTannonpoTenHos (4, 7, 11]. Jedu-
LT LMHKA NPOBOLMPYET Pa3BUTUE BPOXKAEHHBIX MOPOKOB
cepgaua [3]. Br urpaet BaxHyt0 posib B pa3BUTUN M10Ja, 1

npu ero feduruyte yBennUMBaeTcs YMco Bbikugbiei. Ni
MOXET ObITb KODAKTOPOM MHOTVX PEePMEHTOB: ypeasbl, rng-
poreHasbl, pAaga gervaporeHas 1 MeTui-kosH3um M-pegyk-
Ta3bl, U Npu ero aedurumTe HapyLLaTca MeTabonuueckue
npouecchl B KNeTKax. Cr — >KU3HEHHO HeOOXoAUMbIN X3.

O6Hapy»eHO, YTo aKTMBHOCTb b-[HK-nonvmepasbl Hanps-
MyI0 3aBUCUT OT cofiepkaHuna xpoma [12]. debuumt xpoma
OTMEUaETCA Y HeJOHOLLEHHbIX AeTel MPU HeJOCTaTOYHOM ero
nocTynneHnuu ¢ nuwelt y 6epemeHHbIx xeHLmH. Cl n Rb asns-
l0TCA 3NEKTPONMTaMU. XNIOpHbIe KaHaslbl COfepaTcs B MUATO-
XOHApPUWanbHbIX MeM6paHax, MblLLEYHO TKaHW. VloHbI xiopa
perynmpyroT 00bem XXUAKoCTy, CTabnnmsmnpyioT pH KneTok.
Rb saBnAeTcA aHanorom K 1 akTiBHO yuyacTByeT B CTabWnIu-
33U OKUCIINTENBbHO-BOCCTaHOBUTENIBHOIO NOTEHUMaNa.

Hanb6onbLuee oTpuuaTenbHOe BAMSAHME HA METabONN3M Kap-
ANOMUOLIMTOB OKa3blBAET 3HAUUTESbHbIN AedULMT Se, KOTO-
b 3aLLMLLAEeT KapAMOMMOLIMTLI OT MOBPEXKAAIOLLIErO AeC-
TBYA CBOOOAHBIX PafMKaNOoB. Y HOBOPOXAEHHbIX, MaTepU
KOTOPbIX NCMbITbIBasIM HEAOCTATOK Se BO BpemsA bepemeH-
HOCTW, OTMEYaNIOCb CHMXEHWNE MbILLEYHOW MacChbl 1 OTCTa-
BaHue B pa3euTuu [6]. Mpu aedunumTe Se Habnogaetca
r6enb KNeToK MO MEXaHU3MY KaK arlonTo3a, Tak U HEKPO33,
YTO MOXKET NMPUBECTN K BHE3AMHOW CMEPTU HOBOPOXKAEH-
HbIX [3, 4]. Ha ocHOBaHMM 3TVX AaHHbIX MOXHO NpPeanosno-
YKWTb, UTO OUYEHDb HI3KOE CcoflepKaHne Se B M1oKapae MOXET
6bITb NPUYNHOW CTPYKTYPHBIX HaPYLLEHWIA 3aKNafKy 1 pas-
BUTWA OTAENOB CepALa, a BNOCNeaCcTBAN 1 rmbeny aetem ¢
TMA B paHHem Bo3pacTe. [lo3TomMy HOBOPOXKAEHHbIE AETU

¢ TMA gonKHbl nosyyaTb C MOSIOKOM MaTepy JOCTaTou-
Hoe KonmnyecTBo X3, ocobeHHo Se. [lga X3, Mn n Cu, cogep-
»Katca B MnoKapae geter ¢ TMA B NOBbILLEHHOM KOMK-
yectee. CopepxaHre Mn noBbILLEHO B NpaBbIx OTAenax
cepgaua B MM w MK B 2 pa3a. MapraHeL, NpyCyTCTBYET raB-
HbIM 0OPa30M B MUTOXOHAPWAX U 0becneymBaeT SHepre-
TUKY. OH ABNAETCA KOMMOHEHTOM MHOXeCTBa pepPMEHTOB:
docdoaHONNMPYBaTKAPOOKCUKIMHA3A, MUKO3UTPache-
pa3a, Kcunokcmepachepasa u gp. MutoxoHgpuranbHas
Mn-3aBrcumasn cynepoKcMaancMyTa3a NnoBbILLAeT CBOO
AKTVBHOCTb B KapAVIOMMOLIMTAX 1 TaKMM 00pa3oM npe-
NATCTBYET CBOOOAHO-PaVKaNIbHOMY OKUCTIEHNIO, Obecre-
YMBaET CTabMIbHOCTb CTPYKTYPbl KNETOUHbIX MeMOpaH 1
KoMMeHcUpyeT Takum obpazom feduumt ceneta [2, 3].

B munokappe pgetenn c TMA B 1,5 pa3a NoBbILLEHO cofepa-
Hrie Cu. Mefb BXOAWT B COCTaB MHOTVIX BaXKHENLLUX pep-
MEHTOB, TaKNX KaK LIMTOXPOMOKCMA3a, TMPO3MHa3a,
ackopbuHaza v ap. Meab NpuUcyTCTBYET B CUCTEME aHTUOK-
CUAAHTHON 3aLUMTbI, ABNAACH KODAKTOPOM CynepoKcua-
ancmyTasbl, Cu/Zn-3asucmon COJ, yyacTsytoLLer B Hel-
Tpanm3aummn cBo60AHbIX PajiMKanoB K1CIopoa 1 Taknum
06pa3om YacTryHO KomneHcupytoLen aedpuumt Se [2-4].

B cooTBeTCTBMM CO BTOPOW 3apaueli Bce XD B 3aBUCUMOCTU
OT CTeMNeHN CHUMEHMA KOHLEHTPpaLuiA B MUOKapae y AeTei
¢ TMA 6binu pacnpegieneHbl no Tpem rpynnam. Nepsas
(Mmakpo3nemeHTbI B KOHLEeHTpaumu ot 10000 go 100 mKr/r)
=S, Ca, K, Cl, Fe, Zn. Bropasa (MUKpO3nemMeHTbl B KOHLIEH-
Tpaumn ot 100 go 1 mkr/r) — Cu, Br, Sr, Mn gna JIXK n 11N

1 Cu, Br, Mn, Sr gna MXX MM Tpetba (ynstpammkposne-
MEHTbI B KOHUeHTpauwmu ot 1,0 go 0,1 mkr/r) — Rb, Cr, Ni, Se
ana JK n MK n Cr, Rb, Se, Ni gna JIN v MM, Pacnpegene-
Hre X3 NpoBeAeHO B CTPOroM NMopsiKe OT 6osbLUel KOH-
LieHTPaLMn K MEHbLLIEN, YTO COOTBETCTBOBASIO, KaK Npa-
BWJIO, CHVXKEHMIO KOHLeHTpaumn X3 B 2,0-2,5 pa3a. bbino
BbIAAB/IEHO HapYLUeHe 3TO 3aKOHOMEPHOCTY Npu nepe-
XOfe OT MaKpPO3JIEMEHTOB K MMKPO3/IEMEHTaM, @ UMEHHO
oT Zn k Cu KoHLeHTpauusa cHusnnacb B 30-40 pas.

YeM MOXKHO 06 BACHWTL 3TO HapyLueHue? Zn n Cu BxogaT

B cocTaB Zn/Cu-CO[. KoHueHTpauma Zn B Mrokapae 250-
300 MKr/r, a Cu Tonbko 8-10 MKr/T, T. €. B 25-30 pa3 MeHb-
was. OueBMAHO, UTO MCMONb30BaHWe ZN B MUOKAPAEe
peter ¢ TMA 3HauuTenbHo 6onbLuee, Yem Cu, xots ponb Cu
TaKkxe Heobxoavma ana GyHKUMK Mruokapaa. ConocTas-
neHve pacnpegeneHna X2 B NopaaKe CHUMKEHNA KOHLeH-
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Tpauuii C NOpPsiAKOBbIM HoMepoMm B Tabnmue .M. MeHpge-
neeBa BbIABWIO CieAyHoLLyt0 3aKOHOMePHOCTb. OCHOBHble
MaKpPO3/IEMEHTbI, KOTOPbIE Mbl UCCNE[OBANV, COAEPKA-
Nncb B 6onbLumx KoHueHTpaumsx, P, S, Cl, K, Ca Haxogunmcb
B Tabnuue [.1. Mengeneesa nog Homepamu ot 15 go 20.
Bce MUKpPO- 1 yNbTpamMrKpO3/ieMeHTbl, CofepKaLLmecs B
MaJiblX KOHLIEHTPaLWAX, HAXOAWUINCD B TabnuLie Nog Home-
pamu oT 24 fo 38, T.e. umenv 605bLUYH0 aTOMHYIO Maccy.

Takum 06pa3om, MOXHO NPEAroNoXnTb, YTO CUCTEMA pac-
npegeneHna X3 No cTeneHn CH/XKEHMA KOHLUeHTpaumii X3 B
MUOKapae B 3BECTHOW Mepe COOTBETCTBYET CTeneH  NoBbl-
LUeHKA NopAAKoBOro Homepa B Tabnuue .M. Mengene-
eBa. Ha 0cHOBaHMI BbILLEN3I0XKEHHOIO MOXHO 3aKJTHOUUTD,
yTO YeM 60osIbLLE MOPAAKOBbIV HOMepP X3 1 yem bosbLLe ero
aTOMHBII BEC, TEM MeHbLLIee KonnYyecTsa 3Toro X3 cogep-
XKUTCA B MroKapae. Y aetenn ¢ TMA Hambornee HU3KNe KOH-
LieHTPaLMM MUKPO3JIEMEHTOB Habsioganvch y Se N2 34,

Rb N2 37, Sr Ne 39, a Hanborsee BbICOKME KOHLEHTPaUN
Makpo3remeHToB Y SN 16, CIN2 17, KN2 19, Ca N2 20.

lMnepnnactnyeckue n runepTpodurueckmne afanTaLmoH-
Hbl€ NPOLIECChI B MMOKapAe AeTen paHHero Bo3pacta ¢ TMA
NPVBOAAT K yBENNYEeHNIO MacCbl MMOKapAa B 2,5-3,0 pa3a n
COMPOBOXAAKTCA HAPYLLIEHVEM METAabONMYECKIX MPoLeC-
COB, UTO BbIAABMIIETCA CHXKEHNEM COoaepKaHms drnono-
rmyeckm sHaunmblix X3: Zn, Cr, Ni, Cl, Se, ocobeHHO B neBom
enypouke. [NoBblweHHoe copeprkaHme Cu 1 Mn Bbinon-
HAET, OYeBNAHO, aAANTALMOHHYIO POSib, NPENATCTBYA 3aKpPbl-
THo filedeKTOB B NEPEropopKe cepaLa, Yepes KoTopble cme-
LUMBAETCA apTepurasibHasn 1 BEHO3HasA KPOBb, 1 3aLUyLLaeT
KapAMOMMOLITBI OT MEPEKNCHONO OKUCIIEHNA NNMULOB.

Fannna HukonaesHa OKyHeBa — JOKTOP MeAVNLNHCKMX HayK,
npodeccop, 3acnyeHHbl eaTenb Haykn PO, rnaBHbI HayuYHbI
COTPYAHMK nabopatopum KnuHuueckoi ¢usnonorum OreY «HHUNMK
nMm. akag. E.H. MewanknHa» Munspgpascoupa3sutua Poccun
(HoBOoCMGUPCK).

EBreHui dgyapaosuy Knusep - JOKTOP MEAULIMHCKUX HAYK,

BeAyLLMI HayuYHbIN COTPYAHMK NabopaTopun natomopdonorum n
3neKTPOHHOW MuKpockonuun OIBY «HHUWIMK um. akaa. E.H. MewanknHa»
MwuH3ppaBcoupassuTua Poccun (HoBocmbupcek).

Anekcanap Muxainosuy KapacbkoB — JOKTOP MeULIMHCKNX
Hayk, npodeccop, akagemmk PAMH, 3acny>keHHbln feATenb
Hayku PO, gupektop OIBY «HHUUMK nm. akaa. E.H. Mewan-
KWHa» MuH3gapaecoupassutus Poccun (HoBocnmburpcek).

Opuit HukonaeBuy lop6aTtbix — AOKTOP MeAMLMHCKIX HayK,
npodeccop, pyKoBoOAUTESb LIeHTPa AETCKOW KapAnoXmpyprim

1 Xupyprum HosopoxgeHHbix ®rBY «HHUUMK nm. akaa.

E.H. MewanknHa» MuH3gpascoupa3suTtua Poccum (HoBocnbupck).

KnuHnko-mopdonornyeckuin aHanms rnokasas, u4to ontmMalib-
HbIM BO3PaCTOM [/151 BbIMOJSIHEHVIA PaAVKaIbHOW KapayoXut-
pypruyeckon koppeKumm ansa 60nbHbIx TMA ¢ MHTaKTHO
MENOKENYI0UYKOBOW NeperopoaKon ABNAETCA HeoHaTasbHbIN
nepuog, a ana naumeHTos ¢ TMA 1 ¢ pedeKkTom Mexxkenyaou-
KOBOW NeperopoaKu — nepuog HoBOPOXKAeHHOCTW. Apan-
TUBHbIM MPOLIECCOM B CBA3M C MEHBLUMMM SHEepro3aTpaTamm
COKpaLLEeHVA ABNAETCA NEPEXOA CMHTE3a C CePAEYHOrO MMO-
31Ha Ha cKeneTHbIN. Tak Kak B MMOKapAe AeTer paHHero BO3-
pacTa c TMA o6Hapy»KeHO HU3KOEe CofiepKaHNe MHOTUX »KI3-
HEHHO BaXkHbIX X3, crieflyeT 06paTiTb 0c060€e BHUMaHMWE Ha
MOJSIHOLIEHHOE CofiepXKaHUe B paLioHe 6epeMeHHbIX U KOp-
MALLMX KeHLLMH X3, Takux Kak Zn, Cr, Cl, Ni, Se, K, Rb 1 oco-
6eHHO Se.
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Anekcanap Muxainosuy Bonkos — JOKTOp MeAVLIMHCKMX HayK,
3aBefytoLmii nabopatoprien NaToMopPONIOrnn N SNEKTPOHHON
mukpockonun OrbY «HHUUMK um. akaa. E.H. MewanknHa»
MwuH3apascoupassutus Poccun (HoBocnmbumpcek).

IOpuih Anekcangposuy Bnacos - JOKTOP MEAULIMHCKUX HaYK,
npodeccop, BeAyLNiA HayYHbIi COTPYAHUK Nabopatopun
dYHKLMOHaNbHOW 1 ynbTpa3sykosol guarHoctnkn OrbY «HHUMMNK
M. akag. E.H. Mewankuna» MunHsgpascoupa3sutma Poccun
(HoBocnbupck).

BaneHTnHa AnekcaHgpoBHa TpyHOBa — KaHANAAT XMMUYECKUX HayK,
CTapLUniA Hay4YHbIN COTPYAHUK HayuyHO-MCCneoBaTeNbCKOro MHCTUTYTa
HeopraHuyeckon xummm CO PAH nm. A.B. Hukonaeea (HoBocnbupck).

BaneHTnHa BuktopoBHa 3BepeBa- KaHAMAAT XVIMUYECKMX HayK,
HayUHbIN COTPYAHMK HayuyHO-MCCneoBaTenbCcKoro MHCTUTYTa
HeopraHuyeckon xummm um. A.B. Hukonaesa CO PAH (HoBocnbupck).



