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Hccneoosanus nposoounucs y 46 60nbhbLx dcere300eduyumuor anemueti msajcenoi CmeneHu, 0CI0AICHEHHOU KapoOuoMUuonamu-
e, uy 16 npaxmuyecxku 300poguix auy. Codepacanue cenena ucciedosan no Mmemooy onpeoenenus Macco8ol KOHYeHmpayuu
T'OCT 19413-89 no U.U. Hazapenxo. Cooepoicanue 2iymamuona 6 Kpogu onpeoeisiiu Memooom, OCHOBAHHbIM HA CNOCOOHO-
Cmu KUCIOMOPAacmeopuMbIX MUOL08bIX 2PYNRUPOBOK NPU 83aumodetcmsuu ¢ 5,5 -0umuo-ouc(2-Humpooben3otHo) KUuciomou
00paszosevieamsv oKpauieHnoe coeounenue — muo-2-Humpoobensotnyto kuciomy. Ipunyun memooa usmepeHuss akmusHoCmu Ka-
Manaszvl SPUMpPOYUMos Kposu 3aKa04demcs 8 CHOCOOHOCIU NePOKCUOA 8000POOA 0OPAZ0B8LIEANb C CONAMU MOIUOOEHA CIOTI-
Kutl OKpauwenHulll komniekc. Memoo onpedenenus akmugHocmu 21ymamuoHnepoKCuoasbl OCHOBbIBANCS HA ee CHOCOOHOCIU
Kamanuzuposams peakyuio 83aumooeiicmeus 60CCMano8IeHH020 2IYMAMUOHA ¢ 2UOPONEPEKUChI0 mpem-0ymund, a enyma-
muonpedykmasvl — na ee cnocoonocmu kamanuzuposamvs HAJAD - H-3asucumoe soccmarnosuenue oKUCIEHHO20 eyMamuoHd.
IHpunyun memooda onpedenenusi akKMUSHOCMU CYNEPOKCUOOUCMYMA3bL OCHOBLLBANCS HA CROCOOHOCMU (hepMenma nodasiims
Peaxkyuio 60CCMano8ieHus HUMpOCUHe20 Mempaszonus CynepoKCUOHbIM aHUOH-PAOUKATIOM, 2EHEPUPOBAHNLIM in Vilro 6 cucme-
Me KecanmuH—Kcanmunokcuoasa. buino yemanoeneno cuudicenue 6 1,8 pasa codepoicanus cenena Kposu y nayuenmos ¢ anemu-
yecKoll Kapouomuonamueil no cpasHenuio ¢ Konmpoavoti epynnoil. Cooepoicanue obujeco 21ymamuona Kpogu y nayuenmos
oxazanocy chudiceno na 17,7% 3a cuem ymenvuenus ypoGHs 60CCMAH0BIEHHO20 eymamuona Ha 18,5%. Bviasneno cnudicenue
8 ApuUmMpoyumMax Kposu akmuenocmu kamanasel 6 1,3 pasza, enymamuonnepokcuoassl 6 2,5 pasa, enymamuonpedykmassol 6 2,1
pasa u cynepoxcuooucmymasel 6 1,5 pasa no cpagnenuio ¢ Konmponsnou epynnoil. Ilocie npumenenus y O0n1bHbIX aHeMU4ecKoll
Kapouomuonamuetl npenapamos xcenesda u ceieHa Oblilo YCMaHosieHo yeenuderue yposus cenena kposu Ha 80,4%. Yposens
obwgeco erymamuona nogvicuics na 54,5% 3a cuem ygenuuenus cooepiucanus 80CCMAHOGIeHH020 enymamuona na 59,5%.
Axmugnocme Kamanaszvl SpUMpoYUmMos Kpogu y nayueHmos na goue aevenus nogvicunacy Ha 9,1%, akmuenocme enymamuon-
NnepoKcUdazbl, 2IYmMAamuoOHpeOyKmasol U CynepoKCUOOUCMYmasvl spumpoyumos kposu — 6 3, 2,1 u 2 paza coomeemcmeenno.

KnioueBble claoBa: anemuyeckas KapoOUOMUONAMUSL, CELeH; 2AYMAMUOH, 2IYMAMUOHNEPOKCUOA3a; 2yMamuonpeoyKmasd,;
Kamanasa, cynepokcuooucmMymasa.
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THE DYNAMICS OF INDICATORS OF SELENIUM, GLUTATHIONE AND ANTI-OXIDANT DEFENSE OF
BLOOD IN PATIENTS WITH ANEMIC CARDIOMYOPATHY AGAINST THE BACKGROUND OF TREATMENT
WITH PREPARATIONS OF IRON AND SELENIUM
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The study was carried out on samplings of 46 patients with asiderotic anemia of severe degree and complicated by
cardiomyopathy and 16 healthy persons. The content of selenium was analyzed using 1.1. Nazarenko technique of detection
of mass concentration GOST 19413-89. The content of glutathione in blood was detected using the technique based
on capacity of acid-soluble thiol aggregations at interaction with 5,5-dithio-bis(2-nitrobenzene) acid to form a colored
compound - thio-2-nitrobenzene acid. The principle of technique of measurement of activity of glutathione peroxidase of
blood erythrocytes is in capacity of peroxide hydrogen to form a resistant colored complex with molybdenum salts. The
technique of detection of activity of glutathione peroxidase is based on its capacity to catalyze reaction of interaction of
reduced glutathione with tretbutyl hydro peroxide and on capacity of glutathione reductase to catalyze NADFN-dependent
reduction of oxidated glutathione. The principle of technique of detection of activity of superoxiddismutase is based on
capacity of enzyme to suppress reaction of reduction of nitro blue tetrazolium with superoxide anion-radical generated
in vitro in the system xanthine - xanthineoxidase. The study established decreasing of content of selenium in blood of
patients with anemic cardiomyopathy up to 1.8 times as compared with control group. The content of total glutathione in
blood of patients was decreased up to 17.7% at the expense of decreasing of level of reduced glutathione up to 18.5%. The
study established decreasing of activity of catalase in erythrocytes up to 1.3 times, glutathione peroxidase up to 2.5 times,
glutathione reductase up to 2.1 times and superoxiddismutase up to 1.5 times as compared with control group. After the
preparations of iron and selenium ware applied to patients with anemic cardiomyopathy the increase of level of selenium
in blood up to 80.4% was established. The level of total glutathione increased up to 54.5% at the expense of increase
of content of reduced glutathione up to 59.5%. The activity of blood erythrocytes in patients against the background of
treatment increased up to 9.1%, the activity of glutathione peroxidase, glutathione reductase and superoxiddismutase of
blood erythrocytes increased up to 3, 2.1 and 2 times respectively.
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Wzyuenue mnaroreHe3a BHCLEPAIbHBIX HNOPAXKECHUH, B TOM
YHCIIe U TIOPAKEHUs Ceplia, NpH kelie30AeDUIUTHON aHEeMUH
(OKIIA) no-npesxHeMy OCTaeTCsl akTyalbHOM mpobiemoit [1-5].
W3BecTHO, YTO B Ppa3BUTHH AHEMHUYECKOM KapAHOMHONATHUN
(AKMII) wurparor poib HapyLIeHHsS HNEPEeKHCHOIO OKHCICHHS
munuaoB (ITOJI) m anTHOKCHIaHTHOM 3amuThl KpoBu (AO3),
JUCITUIMIEMHH, BJIEKTPOJIUTHBIC HAPYLICHHUS, TUCPETYIALus
HEHPOIHAOKPUHHBIX B3aMMOOTHOIIEHHH, CHIKEHHE UMMYHHOH
3amuThl opranusma [2, 4, 6, 7]. Ilokazana koppesimroHHas B3an-
MOCBSI3b YKa3aHHBIX HapylIeHU MeTabomu3ma y 0ombHbIX KA
¢ M3MEHEHUAMH (DYyHKIIMOHAIBHBIX ¥ CTPYKTYPHBIX MOKa3arenen
paboThl cepaua, BbusiBICHHBIX IpH nposeaeHun DK, DxoKI c
nonmieporpadueii [2, 4]. B nuteparype UMEIOTCS HEMHOIOUYHC-
JICHHBIE JJAHHBIE O TOM, uT0 y OonbHbIX JKIA Hapsany ¢ aedunu-
TOM JKelle3a UMeeT MecTo aeduuutr cenena [8]. M3BecTHO, 4TO
OCHOBHasi OHOJIOTHYECKast PYHKIIHS CeJICHa B OPraHU3Me 3aKITto-
yaercss B AO3, TIOCKOJIBKY CEJIEH BXOJHT B COCTaB ()EPMEHTOB
[IyTaTUOHIEPOKCUAA3bl U MIyTaTnoHpeaykrasel [9-12]. IToato-
My BKJIIOUEHHE B IIPOrpaMMy KOMILJIEKCHOTO JIEUCHUS! OONBHBIX
KA napsny ¢ deppolpenapaTaMu CpeAcTB, COAEPKAIIUX Ce-
JIEH, CIIOCOOCTBYET HE TOJIBKO YCTPaHEHMIO CelleHone(puIuTa,
HO U 0OoJiee YCIEIIHOMY JICUCHHUIO aHEeMHUH, a TaKkke Oonee -
(EeKTUBHOM KOPPEKIIMU META0OIMYECKAX HApyIIEHHH B IIEPBYIO
ouepens B cucteme [10JI-AO3 [8].

Joxka3zana poib AedHULUUTa celeHa B Pa3BUTHU psja MaToso-
TMYECKUX COCTOSHUM CeplIeYyHO-COCYIUCTOI CUCTEMBL: YHIEMU-
YEeCKOH ceneHoaeHINTHON AUIaTallMOHHON Kap/AMOMHUOIIATHH,
3aCTOMHON KapAMOMUOIIATHH, PAHHETO aTepoCKIIepo3a, UIIeMH-
yeckoit 6onesnu cepaua (MBC) [11, 13, 14]. Y 6onsHbix AKMIT
MIPAKTHIECKN HE M3YydYaloch COZEpKaHHE B KPOBH CeJIeHA, ITy-
TaTHOHA, AKTUBHOCTb AHTHOKCHIAHTHBIX (DEPMEHTOB, a TaKkKe
HE UCCIIE0BAJIOCh KOMIUICKCHOE BIMSIHUE ITPENapaToB jkeies3a U
CeJIeHa Ha YKa3aHHbIE apaMeTphL.

B 37001 CBS3M 11€TbI0 HALIETO UCCIIEIOBAHUS SIBHJIOCH H3yYe-
HUE YPOBHS CelieHa M TIIyTaTHOHA KPOBH, aKTHUBHOCTH KaTajasbl,
[Ty TaTHOHIIEPOKCHUAA3bI, TIIyTaTHOHPEIYKTa3bl M CYNEpPOKCHI-
nucmyTassl (COJ) sputpounToB kpoBu y OonbHbIX AKMIT 10
JIe4eHNs U [0CiIe IPUMEHEHHS IPENapaToB jKelie3a U CelleHa.

Mamepuanvt u memoowt. VlccnenoBanue npoBOAMIOCH Y 46
60sbHBIX (39 KEHIIMH U 7 MYXYMH) XPOHUYECKOH MOCTreMop-
parunueckoid XKJIA TsKe0l CTereHH, OCI0KHEHHONW KapAnOMHUO-
natued, 'y 16 mpakTU4ecK 310poBbIX Jul. CpexHuid Bo3pact
OonbHBIX coctaBmi 41,5+11,5 rona, cpenHuil ypoBeHb TreMOIIIO-
OuHa kpoBH — 58,7+8,3 r/11. B riccienoBanue He BKIIHOYAIH ALK~
€HTOB ¢ OHKOJIOTHYecKuMH 3aboneBanusmu, VIBC, aprepuainbHoii
THIIEPTEH3UEH, IPyTUMH BUAAMHU aHEMH, a TaKke OEpEeMEHHBIX.
HccnenoBanue OTKPBITOE KOHTPOIUPYEMOE, IIPOBEIEHO B COOT-
BETCTBUU C XeIbCUHKCKOW neknapanueid u npuHiunamu GCP,
ono6peHo JIDK. Beem O0SIBHBIM TIPOBOIMIIN MOJTHOE KIMHUKO-
remaroyioruueckoe obcienoBanne. AKMIIT nuarHoctupoBamu
Ha OCHOBAHUM KIMHUYECKHX M MHCTPYMEHTAILHBIX KPUTEPHEB

(OKT, 9x0KT ¢ mposenenurem mommuieporpadun) [1]. Yposensb
ceJieHa B KPOBH MCCIIEAOBAIIH 10 METOALY OTIPEENICHHUS MaCCOBOM
konuentpauuu 'OCT 19413-89 [15]. Conepskanue riyTaTHoOHA
B KPOBHU ONpPEAEISIIM METOIOM, OCHOBAaHHBIM Ha CIIOCOOHOCTH
KHCJIOTOPACTBOPUMBIX THOJIOBBIX IPYIITUPOBOK MPU B3aUMOJICH-
CTBHU C 5,5’-AUTHO-OUC(2-HUTPOOCH30MHON) KUCIOTOH 00pa-
30BBIBATH OKPALICEHHOE COEIMHEHHE — THO-2-HUTPOOSH30IHYIO
kucnoty [16]. Ilpuaninn Metona M3MepeHHuss akKTUBHOCTH KaTa-
Ja3bl PUTPOLUTOB KPOBH 3AKIIFOYAJICS B CIIOCOOHOCTH TEPOK-
cuza BOJOposia o0pa3oBbIBATH C COJMSIMH MOJIMOJCHA CTOMKHIA
OKparieHHbIi Komruieke [17]. Meron omnpeaeieHus: aKTHBHO-
CTU IIyTaTHOHIEPOKCHUJA3bl OCHOBBIBAJICS Ha €€ CIIOCOOHOCTU
KaTaJIM3UpOBaTh PEAKLMI0 B3aMMOJCHCTBUS BOCCTAHOBJICH-
HOTO TIIyTaTHOHA C THIPOIEPEKHCHIO TPET-OyTHia, a TIIyTaTH-
OHpEIYKTa3bl — Ha €¢ CrocoOHOCTH KatanusupoBate HAID -
H-3aBucumoe BoccTaHOBIEHHWE OKMCIEHHOTO TyTaTHoHa [16].
IIpunuun merona onpenenenus akrusHoctd COJL ocHOBBIBAJICS
Ha CIIocOOHOCTH (hepMeHTa IOJABIATH PEAKIHIO BOCCTAHOBJICHUS
HUTPOCHHETO TETPa30JIUsl CYNEepPOKCHIHBIM aHUOH-PAJAUKAIOM,
TeHEPUPOBAHHBIM in Vitro B CUCTEME KCAHTHH—KCAHTUHOKCH1a3a
[16]. Uccnenyemblie TiOKa3aTeiny OIEHWBAIM MOBTOPHO depes 2
Mec JiedeHus Tpernaparom cyibdara xene3a (Copoudep Hdypy-
jec, 2 TabIeTKu B CyTKH, uTO cooTBeTcTBYeT 200 Mr Fe*', B Te-
YEHUE MECALA) B COUETAaHUU C CEJICHCOAEPKAIIUM MIPEHapaToM
TproBUTOM (KOMIUIEKCHBI AHTHOKCHJIAHTHBIA IIperapar, co-
JIepIKalliii B CBOEM coCcTaBe OeTa-KapoTHH, TOKodeposa alerar,
ACKOPOMHOBYIO KHCJIOTY, OpraHMIECKHUH CelleH, Ha3Hayalcs B J10-
3e 1 karcyna 2 pasa B IeHb B T€UCHHE 2 MeC).

Craructuyeckast 00paboTKa MOJyYSHHBIX PE3yNbTaTOB MpPO-
BOJIMJIACH C ITOMOIIBIO MAKeTa CTATUCTUYCCKUX MTporpaMM Statis-
tica 6.0 (StatSoft). Ilepen HayamoM aHaIM3a BapUAIIMOHHBIE PSiIbI
TECTHPOBAINCH HA HOPMAJIBbHOCTh. BO Bcex ciryyasx pacnpeje-
JICHHE TIPU3HAKA O0Ka3aJI0Ch HOPMAJIbHBIM, YTO ITO3BOJIHMJIO MpPHU-
MEHHTD [TapaMeTPUUECKUEe METOIbl CTATUCTUKHU. J[11s cpaBHEHUs
KOHTPOJILHOH rpymibl ¥ rpymimbl 0oiabHBIX AKMIT ncnonb3osa-
nu kputepuid CThIOICHTA, a JUIs aHaJIM3a MOBTOPHBIX H3MEPEHUI
BBIYUCIISUIN MapHblid Kpurepuil CtbloneHTa. CTaTUCTHYECKU 3Ha-
YUMBIMH CUMTANHU pa3nnyus npu p < 0,05. Pesynbrarsl npeacras-
neHbl kak X£SD, rne X — BeiOopouHoe cpeanee, SD — cranuapr-
HO€ OTKJIOHEHHE.

Pesynomamul u obcyscoenue. YCTAaHOBICHO CHUXKEHHE CO-
JepkaHus ceneHa kposu y nauneHtoB ¢ AKMIT o cpaBHeHHIO
¢ KOHTposbHOH rpynmnoii B 1,8 pasza (p < 0,001) (cm. Tabnuwy).
Cozeprkanue o0IIero NryTaTioHa kKpoBu y 60apHeIX AKMIT oka-
3a510Ch CHIKEHO Ha 17,7% 10 CpaBHEHMIO C TPYMIION KOHTPOIIS
3a CYET YMEHbILEHHs YPOBHS BOCCTAHOBJIEHHOTO IIyTaTHOHA Ha
18,5% (p < 0,05) (cMm. Tabmuity). [Tpr 5TOM KOHIICHTPALIUS OKUC-
JIEHHOTO INIyTaTHOHA IPAKTUUECKH HE MEHSIACh.

IIpu wm3yuenuu nokaszareneid AO3 y nanuentoB ¢ AKMII
OBUIO BBISBJICHO CHMXKEHUE B 3PUTPOLMTAX KPOBU AKTHBHOCTH
Kartanassl B 1,3 pasa, IIyTaTHOHIIEPOKCHUAA3HI B 2,5, ITyTaTHOH-

IMoxazatenn ceaena, Liyratuona u AO3 kposu y 6oabnbix AKMIT 10 1 nocJ1e Jledenus NpenapaTaMy skejie3a u cejiena (X+SD)

Ilokazarens

KonTponbsHas
rpymma (n = 16)

Bonpabie AKMII (1 = 46)

J0 JICUCHUS

TIOCJIC JICUCHUA

CeJieH KpOBH, MKI/JT

['myTaTnoH BOCCTAHOBICHHBIN, MMOJIB/JT

[myTaTnoH OKUCICHHBIH, MMOJIB/JT

I'mytarnoH oO1mmit, MMOJIB/JT

AKTHBHOCTB KaTalia3bl 3pUTPOLIUTOB, HMOJIB/C * MI' OeKa

AKTHBHOCTb IJTy TATHOHIIEPOKCH/Ia3bl )PUTPOLIUTOB, MKMOJIB/C * MI' Oelka
AKTHBHOCTb IJTyTaTHOHPEAYKTa3bl IPUTPOLUTOB, MKMOJIB/C * MI' OeJika

AxtuBaocts CO/l, % akTuBHOCTH

119,91£14,72
941,57+213,14
152,27+28,46
1093,84+225,31
14,71+0,29
183,80+44,49
78,70+16,66
47,9347,56

64,31+21,82*
754,17+116,38%*
141,62429,55
896,45+141,28**
11,13+0,27*
75,57+24,38*
36,22+19,54*
31,32+7,61*

116,67+21,08%++
1214,71:£164,21 %% %
164,41425,57
1378,12:153,32%%, ks
12,20:£0,487, ***
219,52453,71 %%
76,4727 35% %
61,45£10,58% %%

MMpumeuanune. * —p<0,001 T0CTOBEPHOCTH PA3INUUIi IO CPABHEHHIO C KOHTPOJIBHOH rpymmoit; ** — p < 0,05 10cTOBEPHOCTH pasIH4Hii 110

CPaBHEHHUIO ¢ KOHTPOJIBbHOM rpymoit; *** — p < 0,001 10cTOBEPHOCTb Pa3INUMii 10 CPABHEHHIO C IPYIIIOH OONBHBIX [0 JEUSHUS.

24




BUOXMMKA

penykrasel B 2,1 1 CO/l B 1,5 pa3a 110 cpaBHEHHIO C KOHTPOJIbHON
rpynmoi (p < 0,001).

TTocne mpumenenus y 6onbHbix AKMIT mpenaparoB sxenesa
U celieHa Hapsdy ¢ YITy4IIeHHEM KIMHUKO-TeMaTOJIOTHIeCKHX HO-
Ka3aTeneil ObUIO YCTaHOBJIEHO YBEIMUYEHHUE YPOBHS CelieHa KPOBU
Ha 80,4% (p < 0,001) (cm. Tabmuiy). YpoBeHb 00LIETO IIyTaTHO-
Ha moBbIcWIcs Ha 54,5% 3a cueT yBeNMYEeHHUs COJEp)KaHUs BOC-
CTaHOBJICHHOTO TiTyTaTHoHa Ha 59,5% (p < 0,05) (cm. Tabmuy).
Ipu 5TOM coneprkanure OOLIEro U BOCCTAHOBICHHOTO TITyTaTHOHA
JlaXke TIPEBBIIIANO ITOKA3aTeN N B IPYIIIe KOHTPOIIS B CpefiHeM B 1,3
pasza (p < 0,05), a ypOBEeHb OKHUCIICHHOTO ITyTaTHOHA MPaKTHYe-
CKHU HE M3MEHWIICS. AKTHBHOCTb KaTalla3bl SPUTPOILIUTOB KPOBHU Y
nauueHToB ¢ AKMIT Ha done seuenus nosbicuiach Ha 9,1% (p <
0,001), onHako ocTaBajach HUXKE, 4YeM B KOHTPOJILHOU Ipymie (p
< 0,001). AKTUBHOCTH TITyTaTHOHIIEPOKCHUIA3bI, Ty TATHOHPETYK-
ta3el 1 COJI sputpounToB kpoBu y 6oibpHbIX AKMIT Takxe yBe-
ar4mIack Ha ()OHE MPOBOAMMOI Tepalny MpernaparaMu JKkeesa 1
ceneHa B 3, 2,1 u 2 pa3a coorBercTBeHHO (p < 0,001). ITpu sTOM
AKTHBHOCTh IIyTaTHOHIIEPOKCH/IA3bl M IIIYTaTHOHPEIYKTa3bl 110-
ClIe TIPOBEICHHOTO JICYEHHS MPAKTHUECKH HE OTIINYAIach OT MOKa-
3aresieil B rpyIe KOHTpods, a aktuBHocTh COJI naske npeBbliaia
TakoByto B 1,3 paza (p < 0,001).

Takum oOpazoM, y 6oibHbIX AKMIT rMeeTcst BhIpaKeHHBIIH
nedumut ceneHa B KpoBH. HeqocTaTok 3TOr0 MHKpODJIEMEHTa,
BEPOSITHO, OOYCJIOBJICH, €r0 HEJOCTATOYHBIM IOCTYIUICHHEM C
MUILEH, TOCKOIBKY 3a0aiKanbCKHid Kpald, Ha TEPPUTOPHH KOTO-
POro NPOBOAMIIOCH UCCIIEIOBAHUE, SIBIISIETCS CEICHOACPUIIUTHOMN
sHeMuuHON 30H0# [13]. Henocrarok cenena B opranusme mo-
JKeT mpuBoAnuTh K cHkeHnto AO3 kmetok [8, 9, 11, 13]. Ber-
SIBJICHHBIC B HAIIEM HCCIIEI0BAaHUN HU3KHE YPOBHH IIIyTaTHOHA
celieHa KPOBH, BXOJSIIUX B COCTaB BA)KHOT'O aHTHOKCHIAHTHOTO
(hepMeHTa NIy TAaTHOHIIEPOKCHIA3bI, & TAKXKE CHUKEHUE aKTHBHO-
CTH Karajasbl, mryTatuoHpeaykrassl 1 COJl cBUAETENBCTBYIOT
o cumwkeHun AO3 kpoBu y 0onbubix AKMIIL. B HOpMe aHTHOK-
CHIAHTHbIe (EPMEHTHI MOAJECPKUBAIOT CBOOOIHOPAIUKAIBHOES
OKHCJICHHE Ha 0e30I1aCHOM ypOBHE, OHM BOCCTAHABIHMBAIOT KHC-
JIOpPOJZl 710 MEHEE aKTHBHBIX ()OPM, a TaKKe OCYLIECTBISIFOT 00-
PBIB Liemell Ha 3Tamax oOpa3oBaHMs KUCIOPOAHBIX PaIUKajioB,
MEPOKCUAHBIX PaJMKaiIoB U rugponepokcuaos [1, 18]. dedumur
AQHTHOKCUIAHTHBIX (PEPMEHTOB, CHHKEHUE X aKTHBHOCTH y Ma-
nuentoB ¢ AKMII npuBoOzisT K CphIBY 3alIUTHBIX MEXaHU3MOB
1 Kxak cieactsue K ycmienuto [10JI — cBoOOIHOpaAUKATEHOMY
LEITHOMY TpOLecCy, HEKOHTPOJIUPYEMBII POCT KOTOPOTO BBI3bBI-
BaeT HEOOPATHMBbIC TOBPEXKACHUS MEMOPaH Pa3INYHBIX KIIETOK,
JIeKalle B OCHOBE Bucieponaruii y 6onbHbIX JK/IA, B 4acTHO-
ctu AKMIL.

Koppekuus ceneHopeduira Hapsity ¢ IpUeMOM Ipernapara
xkene3a y 6ombHBIX AKMIT npuBOIUT K HOpMAaIH3aliy [OKa3a-
TeJel celeHa U BOCCTaHOBJICHHOTO TIIyTaTHOHA KPOBH, a TAKKe
MTOBBIIICHHUIO aKTHBHOCTH aHTHOKCHIAHTHBIX ()ePMEHTOB.

Takum oOpa3zomM, y 6onbHbIXx AKMII nmeercs nedunur cene-
Ha, IIyTaTHOHA M aHTHOKCHJAHTHBIX (DEPMEHTOB B KPOBH, YTO,
BO3MOXKHO, IPUBOAUT K ycuiieHuto npoueccos I[1OJI, nexamux B
OCHOBE IOBPEK/IAOIIETO JeHCTBUS Ha KapaAuoMuouuTsl. [Tpume-
HEHHe Yy TAaHHOW KaTerOpHH IMaleHTOB, Hapsay ¢ (epporeparnu-
eif, mpemnapara celieHa CoCOOCTBYET MOBBIIICHUIO TIOKa3aTeaen
AO3 kapIMOMHOIMTOB H MPEIyNPEeKIACHUIO JaTbHEHIIEro mpo-
rpeccupoBaHys AUCTPOGHUIECKOTO Mpoliecca B MUOKape.
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lOpbeBa 3.A., Cyxopykos B.C., BozasukeHckas E.C., Hosukosa H.H., Xapabapase M.H., ibnoHckaa M.U.

FTMNOKCUYECKUN CUHAPOM Y OETEU C KAPANOMATUAMU

HayuHo-nccnenoBatenbCkuil KNMHNYECKI MHCTUTYT neguatpum FBOY BMO PHUMY nm. HWN. NMuporosa Munsgpasa Poccuu,
r. MockBsa; HaumoHanbHbIn nccnefosBaTenbCkmim LEHTP «KypuaTOBCKUIN MHCTUTYT», I. MocKBa

Jlemu ¢ 6poscoennbimu Kapouonamusamu, 6Ka04As cunepyyscmeumensuyio (n = 85) u ounamayuonnyio (n = 10), a maxace kap-
Quonamuu npu cunopome dnepca—l{annoca (n = 70) 6 couemanuu ¢ paziuiHbLMU 8POHCOCHHLIMU NOPOKAMU cepoyd, 00CI1e008aHbL
0751 Onpedelenus, NPUSHAKOE 2eMUYEeCKOll U MKAHEe60U 2UnoKcuu. XapakxmepHuvlmu okasanucs nepuoouveckoe crugicenue pCO,
KPOBU C NOGBIUCHUCM 6 KPOBU U CIIOHE COOCPHCAHUSA IAKIMAMA U NUPYSAMd, MHONCECMEEHHbIIL Kapuec 3Y008 U 8bICOKAs 4acmoma
CUCEMHOTL 2UNONAA3UU IMANU KAK BDEMEHHBIX, MAK U NOCMOSHHBIX 3Y006. OmmeueHbl CHUICEHUE 6 KPOBU YPOGHS MAKPO3P2UuYe-
ckux coeounenuti (AT, AIID, AM®) ¢ nosviuenuem SKCKpeyuu ¢ MOYoU Kanibyust U hocghamos, NOSbIULEHUE YACTONbL MYyMayull
2UNOKCAHMUHZY AHUHPOCPOopubOOUImpancgepasvi 6 IUM@OYUMAax ¢ NOSbIUEHUEM COOEPHCAHUS MOHEBOU KUCIONMbL 8 KPOBU U/UIU
Moue; nogvluieHe NPoYeccos8 NEPEeKUCHO20 OKUCTeHUs; USMEHeHIe MOpghono2uu Kiemok ckeremmuwvlx oty (RRF); nakonaenue
Kanoyus, IUNU008 U U3MEHeHUe CIMpPYKMypbl MUMOXOHOPULL.

KrnrmoueBbie ciioBa: 6p0{)f€()€HHbl€ Kapduonamuu; 2UNOKCUsl; Oemu.

Yurieva E.A., Sukhorukov V.S., Vozdvijenskaia E.S., Novikova N.N., Kharabadze M.N., Yablonskaia M.I.
THE HYPOXIC SYNDROME IN CHILDREN WITH CARDIOMYOPATHY

The research institute of pediatrics of the N.I. Pirogov Russian national research medical university Minzdrav of Russia,
117997 Moscow, Russia

The National research center "Kurchatov Institute", Moscow, Russia

The children with inherited cardiopathy including hypersensitive (n=385) and dilatation (n=10) cardiopathy as well as cardiopathy
under Ehlers-Danlos Syndrome (n=70) combined with different inherited heart disease were examined to establish signs of hematic
and tissue hypoxia. The most typical signs turned out periodic decrease of blood pCO2 with increasing of content of lactate and
pyruvate in blood and saliva, multiple caries of teeth and high rate of systemic hypoplasia of enamel of both temporary and
permanent teeth. The study established decrease in blood of level of macro-ergic compounds (ATP, ADF, AMP) with increasing of
excretion calcium and phosphates with urine. The increase of rate of mutations of hypoxanthine guanine phosphoribosyltransferase
in lymphocytes with increasing of content of uric acid in blood and/or in urine was detected. The study revealed increasing of
processes of peroxide oxidation, alterations of morphology of cells of skeletal muscles (RRF) and accumulation of calcium, lipids

and alteration of structure of mitochondria.

Keywords: inherited cardiopathy, hypoxia; children

Ilens — ompenenuTh OCHOBHBIE NPHU3HAKH I'MIIOKCHYECKOTO
cUHIpOoMa (TUIIOKCHUN) Y IeTeH ¢ pa3HBIMU TUIIAMH HACJIEICTBEH-
HBIX U BPOXKJICHHBIX KapAUONATHI JJIsl ONTUMHU3AINH JICUCHUS 1
MpO(UIAKTHKN OCIIOKHEHU.

O6cnenoBansr 170 meTteit ¢ kapauomaTHsIMu, W3 HUX 85 ¢
runeprpopuueckoi Kapauomuonarueid, 10 ¢ auIaraluoHHbI-
MH KapAHOMHOIATUSIMH, 5 ¢ CHHIPOMOM CIab0CTH CHHYCOBOTO
y3na (CCY), 70 ¢ cunapomom Dnepca—J/laHnoca B COYETAaHUHU C
MIPOJIATICOM MHUTPAJIBHOTO KIIAllaHA U BPOXKICHHBIMH MOPOKAMHU

Jns KOppeCHOHAECHUHUHU:
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corp. HWJI o6uieii naronorun
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cepaua, B Tom yucie ¢ curapomom CCY, Giioka 1ol npaBoit HOX-
ku nyuka ['mca. B rpynny cpaBHenus Bouuid 30 mpakTudecku
3I0pOBBIX JeTell. Bo3pact nereii coctapisut ot 7 qo 17 et (1342
Jer).

Mamepuanvr u memoowt. s onpeneneHus: TMarHoCTUYeCKu
MH)OPMATHBHBIX MTPU3HAKOB THITOKCHH ITPOBOIMIH OHOXHMHUYE-
CKO€ HCCIIeZIOBaHUE TPeX ONOCpen: KPOBH, CIIFOHBI 1 MOuH. Kpome
TOTO0, MCCIEeOBaMN OMONICHHHBIN MaTepuan CKEeJIETHBIX MBIIILL.
Hcnonb3oBanu cranaapTHele Habopsl Human n Onoxumuyeckuii
komOaiin KoneLab, 1BeTHbIe peakuuy Ha JIAaKTaT (THIPOXUHOH)
W nupyBar (IUQEHWITHIPA3HH); AHTHOKCHIAHTHYIO 3allUTy
(AOA) ompeestsiiii o peakyu ¢ AUPEHUIT-MTUKPUITAAPAZHHOM,
conepkanue ManoHoBoro nuanpaeruna (MJIA) — mo peaxmum ¢
THOOApOUTYPOBOH KHCIIOTOH; AaKTHBHOCTb KCAaHTHHOKCHIA3BI
(KO) — mo 1BeTHOH peakiui ¢ HUTPOTETPA30JIMEBbIM CHHHM B
MPUCYTCTBUU TUIIOKCAHTUHA B KaY€CTBEC cyGCTpaTa. AKTHUBHOCTH



