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HUTOXPOMHASI CUCTEMA MUTOXOHAPHUK MHOKAPJIA
¥ BOJIbHBIX [TPUOBPETEHHBIMU [TOPOKAMH CEPJILIA

Cepaue kak opras ¢ fipKo BhlpasKeHnHbM a3poOHLIM THIOM 00MeHa
TpeGyeT MOCTOSHHOTO CHAGXKeHHs. SHeprueil, NPOAYLHPYEMOH, B OCHOBHOM,
CHCTEMOH OKHCAHTEIBHOrO (hochopuanpopanns MUTOXOHAPIIH.

Hanible H3yueHus: UHTOXPOMHOTO yyacTKa [bINATEIbHOH LENH MHTO-
XOH/JIpHH NPH 3a60/€BaHHAX CEPACYHO-COCY/LHCTON CHCTEMBI BECHMA OrpaHH-
YEHHBI H IPOTHBOPEYHBHI [5—7].

Lenbio Hacrosiued pabothl 6buio H3yyeHie KOJMNYECTBEHHOTO COAEP-
JKaHHSl KOMIIOHEHTOB UHTOXPOMHOH CHCTEMbl B MHTOXOHADHAX MHOKapaa
GO/IbHBIX, ONIEPHPOBAHHLIX 110 MOBOLY MHTPAJbHOrO TMOPOKA CEepAla.

Marepuan u merodsr. O6enenopano 140 Goabnblx MHTPAILHBIM CTeH030M (56 GOALHLIX
¢ IlI, 84—c IV cransest), nogsepruyThix ONEPATHBHOMY JEUEHHIO B KJHHHKE CepaAeqHOd Xi-
pypru# Knesckoro HUM rpynuoit xupypran n TyGepkysesa. lMccekaembie Bo Bpems omepa-
UHH YIIKH JIeBOrO NPEACepAns TOMOreH#3uposaay mpn oxaaxiennws 8 025 M caxapossi,
MHTOXORIPHH BHIENSIH MPH moMomw auddepenunansioro nentpudyrnposanus (I sran—
10 aun. mpr 1000 g, IT stan—10 mum. npu 12000 g). Coxepxanne UHTOXPOMOB ONPEAEIAIH
¢ momompio Aupepenunanshofi cnektpodoromerpun no meroay Williams. Paswoctine
CHOeKTPHl TIONVIOUIEHHSI H3YYaJH HA CYCMEH3HSX MHTOXOHAPHIL, 06paboTanibix Ae3oKcuxola-
ToM. B Kaxayio #3 ABYX KioBeT creKTpootoMerpa moaemani 0,5 M CyCmensus MiTo-
xouapu#t (1,5—2 mr Genka) ® 0,25 M pactsope caxaposn, 1.8 ma docdarioro Gybepa
(pH 7,4), 0,1 Mn 2% pactBopa fesokcuxoaaTa HATpHs. B KONTPOJBHYIO KIOBETY 106aBasiii,
kpome Toro, 0,1 Ma 0,05 M depprunannia kKaans. B onbiTHyio B KauecTne BOCCTAHOBHTEs
nomemany 0,1 mar 0,056 M ackopGata narpus (pH 7,4), a yepe3 1 M. —HECKOJIbKO KPYNHHOK
raapocyibhara HaTpus, Bemok MuToXoHApHIl ompejensan GHypeToBbIM MeToxoM. Pesyib-
TaThl 06pabaThiBalH CTATHCTHYEOKH.

Peaynbratsl HccleaoBaHus W OOCyXaeHHe. AHAJIN3 Pe3yJbTaTOB HC-
C/IeZ0BaHHs NMPOBOAM/H C YYETOM CTaJHH NOPOKA, aKTHBHOCTH peBMaTHYeC-
KOro npolecca, CTeneHH KOMMEHCAUHH KPOBOOOpAalleHHsl, HAaJHYHS OCIONK-
HeHn#t. TIpu aKTHBAalUMH pPeBMAaTHYECKOro Ipolecca OTMEYaeTcst JHIIb TeH-
JeHIHsl K CHHXKEHHIO UHTOXPOMOB, BO3MOJKHO, B Pe3y.1bTaTe HHTEHCHBHOM
MPOTHBOPEBMATHYECKOH TepanHuu B JoonepaiHoHHoM nepHoie (tabda. 1).

XapakTep BJAHSIHHS CTENEHH HEJ0CTATOYHOCTI! KPOBOOGpAILEHHs IpH-
MEPHO OMHHAKOB IPH 0GeHX CTaAHsIX [OPOKAd, B CBSI3H C YeM COOTBETCTBYIO-
IHe JaHHEe o6bennHensl (Ta6a. 2). Y3 taba. 2 BHAHO, 4TO CTaLHs HeNOC-
TaTOYHOCTH KPOBOOGpalleHHsl OKa3bliBala OTYETIHBOE B/MSIHIE HA COAEprKa-
HHE IIHTOXPOMOB B MHTOXOHJDHSX IPH MHTpaJbHOM cTeHo3e. Tak, mpu Ila
CTajnH JeKoMmeHcauuH (mo cpaBHeHHio ¢ I cranuefi) coxepzKaHue LHTO-
XpOMOB a-}-ag cHuanaock 1a 19,8%, wiroxposma b—mna 26,9%. IMpu 116 cra-
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JIMH OoTMedajoch eule Gosee 3HaYHTENbHOE YMEHbIIeHHe IHTOXPOMOB a-ag
na 40%, untoxpoma b—ua 42% (mo cpasHenuio c I cragueir). J[ocrosep-
Hble Pa3JHYHsA B COAEpPKKaHHH YKa3aHHBIX IHTOXPOMOB OGHapyKeHBl H MeX-
ay cragusiymu Ila u 116. KoHUeHTpauusi LHTOXPOMOB C+C; CYLIECTBEHHO
HE H3MEHAJach.

Jaunple 71a6j. 3 NMOKa3kBalOT 3aBHCHMOCTh H3YYEHHBIX MOKasaTeleH
OT CTaZHN NOPOKa H HEKOTOPHIX (hakTOpOB, OCIOXKHAKIMHEX 3aboJeBaHHE.
Y GoabublX MHTPaJbHBIM creHo3oM IV craguu He OoTMeYascsd aKTHBHBHIA

3 Tabauna 1

Manenenue Koany ecTsa HUHTOXPOMOB B CyCN€H3HH MHTOXOH-

ApHi MHOKapna GoabHBIX MHTpambHEM cTenosom III cranuu

B 33BHCHMOCTH OT AKTHBHOCTH PEBMaTHYECKOro mpouecca

£ 2= | Liutoxpoysl B MMKMOXAX/MI Geaxa
O6ceaenye- Sug
Mble E s5
5 ;.; E a--a, b ctcy
Boabnpe c He- n 36 34 35
3""'"*::";: X 1,17 0,947 1,12
PEBMONpO- p—
Setcog Ix 0,038 0,04 0,06
Boabneie ¢ n 19 19 18
AKTHBHBIM x 1,00 0,854 1,08
PERMONPO- (x 0,082 0,08 0,076
BHEESOM P >0,05 >0,05 >0,05
.Ta6.rmna z -

Mamenenne KoAHYECTBA IHTOXPOMOB B MUTOXOHAPHSX MHOKapAa y GOABHBIX
MHTPAALHBIM CTEHO3)9M B 3aBHCHMOCTH OT HEAOCTATOMHOCTH KPOBOOGDAINEGHHST

'='-_' g = LlsToXpoMBl B MMKMOXAX/Mr Genka
~ ) =
I'pynna GoapHBIX = E
= 5 § 5", a--a, b c+tcy
C 1 cranueii HenocraTou- n 14 14 13
HOCTH KPOBOOGpaIIeHHS x 1,21 1.02 1,21
ix 0,05 0,05 0,096
C Il a cranueii Hepocra- n 7 7 7
TOYHOCTH KpOBHOOpa- x 0,971 0,746 1,21
HedHa ff 0,08 0,12 0,14
<0,02 <0,04 >0,5
C Il 6 cramueii HexocTa- n 12 12 12
TOYHOCTH KpoBOOGpa- X 0,582 0,435 0,936
iz ix 0,14 0,074 0,15
P <0,001 <0,001 >0,05
P; <0,05 < 0,03 >0,05

P—Jlocroseprocts ¢ I crajsell HeJOCTATOYHOCTH KPOBOOGpAIIEHHS.
P,—IlocroBepsiocts co 11 a craguell HeOCTATOYHOCTH KPOBOOGpPALIEHHS.
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Tabanna 3

Konnuecrso uHTOXpOMOB B MHTOXOHAPHAX MHOKApAa B 3aBHCHMOCTH

OT BHJAA NOpOKa

éé = LIHTOXPOMB B MMKMOJAX/MI Geaka
[~
Buj naTonorus = £ g
gonm a+-a; b ey
(&8
Mutpansusit crenos Il n 36 34 35 %
CTafHH (HEaAKTHBIbIH X 1,17 0,947 1,12
peBMonponecc) fx 0,038 0,04 0,06
Murpansubiii cTenos IV n 17 17 15
cTagHu (,9HCTHI*) X 0,921 0,653 (l),‘l)gs
X ,089 0,08 209
(; <8,o1 <0,001 >0,05
Matpanbuit crenoa IV n 20 20 e
(_:;annu 6(.quc-ruﬁ') ‘_x 0,772 0.23 (1).2‘;2
TPOMON 5 0,076 0 0
p. [ s0005 |>005 |>0,05
KoM6HRHpOBaHHbIH M- n 14 14 L
TpaibHLIK MOPOK ¢ mpe- X 0,738 0,598 0,973
o6aajaHHeM CTeHO3a (% 0,069 0,07 0,12
IV crapun p <0, 001 0,001 >0,05
P, >0,05 ~Vy >0,05
KoMmGHHEpOBaHHBIH MH- ° n 16 16 15
TpambHBIK MOpOK ¢ npe- x 0,826 0,503 0,857
o6najnaHHeM cTeHosa ix 0.10 0.057 0,09
IV cragun--Kanbuunarst P P<0,001 P~0,001 P<0,02
P‘ P)0.05 p—'oros P<0!05
Kom6unuposanubiit nopok 1 7 7 7
¢ npeo6aafaHHeM CTe- X 0,565 0,384 0,799
Hosa IV crapuu+-xans- ix 0,11 0,086 0,15
AVHATH; TROMOH P <0,001 <0,001 <0,05
P, <0,01 <0,02 =0,05
KoMGurupoBaHHbli MH- n 10 10 7
rganuuﬁ NMOPOK ¢ npe- X 0,756 0,634 1,05
obnajanuenm creHo3a = 0,069 0,07 0,12
B craRnk e = | p A L 20,001 - | <0j001 [50/0
il P, >0,05 >0,05 >0,05
KoMGHHHPOBAHHBIH MH- n 40 40 40
Gy e )L 0T DGO 0800
CTaNHH-TPOMOM, Kalb- Ix 0,05 0,04 0,09
HHATBI, A0PTAJbHBIi p <0.001 <0,001 >0,05
::lreuoa iEOPX P, >0,05 >0,05 >0,05

P—J0CTOBEPHOCTE € ,YHCTBIM® MHTPaabubiM cTeHoszoMm 1L craamm.
P,—nocroBepuocrb ¢ ,4HCTHIN® MUTPAnTbHBIM Cienosos IV craami.
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peayMoxkapauT. ITosTony Ana BbIACHEHHS BJANSHHA CTaJAHH MOPOKA MBI CPaB-
1iiB&a 5TH JAaliible ¢ pe3yabTaTamil, MoJay4deHHbiMy y 6oasnbix B 111 cragun
¢ HEaKTHBHEIM PEBMATHUYECKHM ITPOIIECCOM.

CpapunTtenbuplii auaana nokasaa, uto npu IV craanu zadoaeBanus,
1o cpasHennto ¢ Il cragneil, CylECTBEHHO yMEHbIUAETCs copepzKaHue Li-
TOXPOMOB B MHTOXOHAPHAX: KOHUEHTPAalUHs UHTOXPOMa a-a; CHH3IIach
na 22%, uunroxpoma h—na 32%, conepikaHile HHTOXPOMOB C+C; CYIIECT-
BEHIO HE H3MEHINIOCh, T. €. BbiABJE€HA ONpeie/eHHasl 3aBlCHMOCTb COJEp-
AKaHs TIepeHocyiKoB OT KIAHHHYECKH ONPElesieMOoH TAKeCTH 3aboseBaHusl.

Jlaapneiiiifl aHaan3 1oKasaJz, YTo OAHOH H3 NMPHYHH TAKOro CHHKe-
s Apagerca OGoaee BbIpaXkeHuasi JICKOMIIEHCALHs KpoBoOOpaleHus y
GoJaBHBIX MHTPadbibiM creHozom IV ctaann. OfHAKO CTeNeHb JAeKOMMeH-
canyll He eANHCTBeHHbll (haKTop, CaA3aHHbLIH C yMEHbIIEHHEM KOMIOHEHTOn
UHTOXPOMHOI CHCTEMBbl. 3aMEeTHOe BJAHSIHHE OKa3blBaeT pAA OTATOIUAIoLIHX
MOMECHTOB—HAaJHYHEe CONYTCTBYIOUIEH HEIOCTaTOYHOCTH MHTPAJbHOrO Kia-
nang, aopTaJgbHOro cTeHo3a, TPOMOOB B JIEBOM IpeACEepAHH, [KaJbIHHO34.
[Tpu »TOM KakKABIH 13 IepeyHCAeHHLIX XpaKToOpoB cam Io.ceGe. oKa3biBaer
1e6oiblIoe BJAHSHHE, HO HX COYETAHHE CYLIECTBEHHO BJHAET Ha COHEepKd-
HHE IUTOXPOMOB B MHTOXOHAPHAX. M3 Tabna. 3 BUAHO, YTO IPH HaJHYHA
TpoMGOB B JEBOM NpeJACepAHH, KOMOHHALHH CTEHO3a C MHTpa/JbHOH He-
JOCTATOYHOCTbIO, ¢ a0PTaJbHLIM CTEHO30M B OTAENbHOCTH OTMEYAeTCs JIHIIb
CTATICTHYECKH He3HAaYHTeJbHAs TEHAEHLHS K VMEHBIIeHHI0O KOHUEHTpalHH
unToxpomos. Ho ecan npn KoMOHHHPOBAHHOM MHTPaJbHOM NOPOKE HMEETCs
KaJblliHo3, To oOHapykuBaeTcs 3aMetrHoe (25%) u JOCTOBEpHOE yMEHb-
IIEHIIE COAEPZKAHHS UHTOXPOMOB C-+C; (10 CPaBHEHHIO C «YHCTBIM» CTEHO-
zom IV craaun). Ilpn KOMOGHHHPOBAHHOM MHTpPaJbHOM MOPOKE € HaJHYHEM
KaJblUlIHO3a H TPoMOOB 3HAUHTENbHO IajaeT COAep:KaHHe LHTOXpPOMA
a-+a; n unroxpoma b (na 59%).

Taxum o0pa3oM, MoaydeHHble HaMH JaHHble CBHAETENbCTBYIOT O HaJH-
YHH JLOBOJbLHO YeTKOH 3aBHCHMOCTH MEXIY COJeprxKaHHeM B MHTOXOHZDPHSX
KOMIIOHEHTOB 1IHTOXPOMHOH CHCTEeMbl, C OZHOfl CTOPOHBI, H CTEMEHbIO Cep-
Jeunoil HeZOCTATOYHOCTH H TSAXKECThIO NOPOKa—C APYroii.

Hawn mauieie conocTaBHMBl € Pe3yabTaTaMH 3/ieKTPOHHOMHKPOCKOMH-
UECKOrO HCCJAEN0BaHIISA, B KOTOPBIX MOKa3aHbLl NayOoKHe H3MEHeHHS MHTO-
X0HApui MHOKapAa MpH PeBMAaTHYECKHX MOpOKax—-HaOyXaHHEe 1 YacTHYHaS
1I0TEps MaTpuKca, HaJHYHe OYaroB pacnaja MHTOXOHIDHH H HX mepepacrnpe-
JeJerne B npeienax MHOUHTAa. BwmecTte ¢ TeM, Hapsay CO 3HAYHTEIbHLIMII
YAbTPACTPYKTYPHbIMH H3MEHEHHSIMH MHTOXOHJpPHIl NpH cTeHo3ax [, 4]
Ha0a01aeTcsl yBeNHUeHle HX KOJIHYeCTBA B KJETKAaX, OCOOEHHO IIpH OTHO-
CHTETHbHOH KOMIIeHCalHl cepAedHoil HeZocTaToyHocTH. He HCK/l0ueHo, uTo
3TO AB/JSIETCH OTPaKeHHeM CBOeoOpa3HOW KOJMHYECTBEHHOH penapanuu Ka-
YECTBEHHO HENOJHOUEHHBIX CHCTEM MPOAYKUHH SHEPTHH B MHOKapJe NpH
Xponnueckon cepaeuHoil ciaboctH. IIpu 3TOM CHHXKEHIE NMPOAYKLHH SHep-
riud B o6eaHeBIHX (DepMEHTHHIMH GeKaMH MHTOXOHADHSX MOJKET 4acTHY-
HO KOMIIEHCHPOBATbLCSl yBeJHYeHHeM HX KonuyecTBa. CylleCTBEHHBIX pasJiH-
Uni B colepKaHHH AbIXATeJbHHIX MEPEeHOCYHKOB y OGOJBHHIX C HEaKTHBHOM
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W aKkTHBHOM (a3ofi peBMaTHYECKOro npouecca Hami He oGnapyxeno [3].

[TonyueHnble HaMH JlaHHBIE MOUKHO PAaCLEHHTb, NPEXK/e BCEro, KakK CBH-
JETeJbCTBO YMEeHbIUEHHs (PYHKUHOHAJbHBIX Pe3epBOB OKHCJIHTENIbHOro ¢oc-
(opHIHPOBAHIS, YTO MOKET BHIIBJATLCA MPH MOBBILIEHHI JIOTPpeGHOCTEl B
sHeprui. BecbMa BeposiTHO, YTO HeKoTOpbie H3 OGHAPYAKEHHLIX H3MEHeHH#
06paTHMb, VYHTHLIBAS BECbMa KOP OTKIIfI MepHOA CaMOOGHOBICHIIST MHTOXOH]L-
puHf, a TakKe BOCCTAHOBJAEHHEe (DYHKUHOHAMBHLIX CIOCOGHOCTEH MHOKapia
B ClydasiX yCHEeLHOH KOPPeKUHH MHTPaJbHOro CTeHo3a.

Knesckuit HUH tyGepkynesa u rpyauoi
XHDYPDPHH ' IMoctynuao 15/V 1974 r.
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V. 1. MALYUK, N. A. MEDVINSKAYA, A. A. TSYGANY

CYTOCHROMAL SYSTEM OF MITOCHONDRIA IN PATIENTS WITH
ACQUIRED HEART DEFECTS

Summary

The data obtained have testimonied the sharply defined dependence between
the content of components of cytochromal sysiem in mitochondria, on one side and
the degree of heart insufficiency and the size of the defect on the other side.
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