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Lenp uccnenosanus. AHaau3 HH(GOPMATUBHOCTH KIMHUKO-OHOXHMHYECKHNX MADPKEPOB ISl AJTOPUTMA AMATHOCTHKH THIIOKCHYE-
CKOrO CHHJPOMA Yy JIeTeil ¢ FeHeTHIeCKMMH 3200J1eBAHHSIMH COEAMHUTEIbHOI TKAHU.

XapakrepucTuka aereit u Metoabl. OocienoBanbl 60 nereii, U3 KoTopsix 50 HadmoxAIUCH ¢ cuHApoMoM Daepca—/lanno u 10 —
¢ cunapomom Mapdana.

Pe3ynsrarsl. Cpeu CHMITOMOB THIIOKCHYECKOTO COCTOSIHUS Y JeTeil ¢ AucyHKIMeli coeIMHNTEIbHOI TKAHN HAnGoJ1ee YacThIMU
ObLIM MOCTOSIHHASL YCTAJOCTb, ObICTPAsl YTOMISIEMOCTb, HM3Kas NEPEHOCHMMOCTb (M3UYECKMX HATPY30K, OJ€JHOCTh KOXKHBIX
NOKPOBOB, MbIILIEYHAs] TUIIOTOHMUS, r0JIOBHAs 00,6, Ha OMoxuMuyeckoM ypoBHe rMNOKCHYECKHI CHHAPOM XapaKTePU30BAJICS MPH-
3HAKAMM OKMCIMTENbHOTO cTpecca. Otveyanoch cHikenue pO,, nosbimenue pCO, B IMPKY.IMpYIOlIeil KPOBH, TIOBbIIEHHE AKTHB-
HOCTH aHA3POOHOTO0 IIMKOJIM32 C HAKOIUIEHHEM JIAKTATA M MUPYBATA, CHIZKeHUe CUHTe3a MakpodproB (ATD®, AP, AM®) u akTuB-
HOCTH JbIXaTeJbHbIX (epPMEHTOB MUTOXOH/IPHIA, MOSIBIEHHE B MHOIMTAX NPU3HAKOB MUTOXOHIPHAJBHOI HEZOCTATOYHOCTH B BHIIE
pBanbIX KpacHbiX BOJIOKOH (RRF), KoHIIIOMepaToB JIMNKI0B, KAJblHs, NIMKOreHa. B KpoBu, Moye U C/II0HE 0TMEYAI0Ch MOBbILIEHHE
coziepXKaHus NPOTYKTOB NEPEKUCHOTO OKHCIEHHUS.

3akmouenne. [Iis1 1edeHus feTeil ONPaBIAHO NEPHOANYECKOe NPUMEHEeHHe AHTHTMNOKCAHTOB, MPENapaToB, OKA3bIBAIOIIMX AETOK-
cuMpyoniee 4 UMMYHOMOZLYJIMpYIoLiee JeficTBHe.

Karouesvie caosa: demu, ducnnaszus coeduHumensHoi mxauu, cuHopom nepca—Jlamnno, cundpom Mapgparna, eunokcus, MUMoXoHOpUU.

Ansa umtupoBarus: IOpbesa 3.A., BosasuxeHckasi E.C., KywuHapeBa M.B., CemsidkuHa A.H., Xapabaase M.H., Cyxopykos B.C. linokcu4deckuii
CUHAPOM NPU HACEACTBEHHbIX 60/1E3HSIX COEANHUTEIbHOM TKaHu. Poc BecTH nepuHaton n neanatrp 2019; 64:(4): 60-64. DOI: 10.21508/1027—
4065-2019-64-4-60-64

Objective. To analyze the influence of clinical and biochemical markers on the diagnostic algorithm for hypoxic syndrome in children
with genetic diseases of connective tissue.

Characteristics of children and methods. There were examined 60 children were examined: 50 children with Ehlers—Danlos syndrome
and 10 children with Marfan syndrome.

Results. Constant fatigue, fast fatigue, low tolerance to physical exercises, pale skin, muscle hypotonia and headache are the most
frequent symptoms of a hypoxic state in children with connective tissue dysfunction. At the biochemical level, hypoxic syndrome was
characterized by signs of oxidative stress. The authors noted an decrease in pO,, an increase in pCO, in the circulating blood, an
increase in the activity of anaerobic glycolysis with accumulation of lactate and pyruvate, a decrease in the synthesis of macroergs
(ATP, ADP, AMP) and the activity of the mitochondrial respiratory enzymes, the emersion of mitochondrial insufficiency in the form
of ripped red fibers (RRF) in myocytes , conglomerates of lipids, calcium, glycogen. There was an increased content of peroxidation
products in the blood, urine and saliva.

Conclusion. Periodic use of antihypoxants, drugs with detoxifying and immunomodulatory effect is justified for the treatment
of children.

Key words: children, connective tissue dysplasia, Ehlers—Danlos syndrome, Marfan syndrome, hypoxia, mitochondria.
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[Opvesa D.A. u coagm. TUTOKCHYECKUIT CHHIPOM TIPY HACTIEICTBEHHBIX OOJIE3HSIX COSMMHUTELHON TKAH!

OCHOBy ITaTOTeHETUYECKUX TTPOIIECCOB TIPY HACIIEI -
CTBEHHBIX OOJIC3HSIX COCIWHMTEIBLHON TKaHU
COCTABJISIIOT €€ JeTeHepaTUBHbBIC U3MEHEHMS, PE3yIbTaT
MyTallM¥ TeHOB GUOPWIISPHBIX OEJIKOB-KOJJIareHOB
C HapylleHueM UX cuHTe3a (cuHapoM Diepca—aHio),
a TaKKe COYeTaHWEM TaKWX HapyIICHW ¢ MyTammeit
TeHOB  HEKOJJIaTCHOBBIX  KOMITOHCHTOB  COCIMHU-
TEJTbHON TKaHW: ITPOTEOTTTUKAHOB, TJIMKO3aMHUHOTIIM-
KaHOB, (prOpoHekTHHA (cuHApoM MapdaHa).

Jlvcrura3us COeIMHUTEbHON TKaHW HEpPEemKo IIpo-
TeKaeT B JIeTKOW dopme, UITO 3aTPYIHSIET e¢ AUarHO-
CTUKY: CPETHETSIKENIbIe (hOPMBI BCTPEUYAIOTCSI ¢ YaCTOTOM
1:5 teic. [1-3]. 1o maHHBIM JUTEpPATypPhI, TCHETUYECKIE
aHOMaJIMKM OEJTKOBBIX CTPYKTYP OOYCIIOBIMBAIOT TU3ME-
TabOIM3M: HapylIaloTcss OOMEHHBIE MPOIECCHl TIIANKUX
W TIOTIEPEYHO-ITOIOCAThIX MBI (B TOM YHCIE B cep-
IIEIHO-COCYIUCTOM CHCTeMe) W KOCTHOM TKaHU C M3Me-
HEHMEM CBEPTHIBAIOIIEH CUCTEMBI, HapyIIeHMEM OKHC-
JIATETEHO-BOCCTAHOBUTEIBHBIX ITPOIIECCOB B TKAHSX
¥ KJIMHUYECKMMU TIpU3HaKaMy TUTTOKCUM [4—11].

Ieab uccnenoBanus: aHaIM3 THGOPMATUBHOCTH KITH -
HUKO-OMOXMMHWYECKUX MapKepoB Ul alropuTMa IHa-
THOCTUKH TUITOKCHUYECKOTO CTHAPOMA Y IeTeH ¢ TeHEeTH-
YeCKUMM 3a00JICBAaHUSIMH COCTMHUTEIEHON TKaHU.

XapaktepucTtuka petei u MeToAbl UCCeA0BaHUS

O6cnenoBanbl 60 meteit, U3 KoTopbix 50 HabmomA-
JIUCh ¢ cuHIpoMoM Bjepca—/laHno (B rpymnmax pa3HbIX
BO3PACTOB: JOIIKOJNBHBIM Bo3pacT 6+0,4 M IIKOJBHBINA
Bo3pact 13*1 jnet; 18 u 32 pebeHka B 1-it 1 2-i1 rpynmax
cooTBeTCcTBeHHO) U 10 meteii — ¢ cuHapoMoMm MapdaHa
B Bo3pacTe 5—16 nieT (3-s rpynma). KoHTpobHY0 TpyITmy
COCTaBWIN 12 TIPaKTUYECKU 3MOPOBBIX IETEH B BO3pacTe
ot 6 1o 16 et (10%1,2 roma). B cooTBeTCTBMM € TTOCTaB-
JICHHOW IIeJIbI0 B paboTe MCIOIb30BaHBl KIMHUYICCKUE,
(GyHKIMOHAIbHBIE, OMOXMMUYECKHME W Mopdoyiornye-
cKkue mccaenoBaHus. KIIMHMYECKre METOIbl BKITIOYATH
OIICHKY COCTOSTHHMSI CEpICYHO-COCYIUCTOM, KOCTHOM
W MBITIICYHOMN CUCTEM, OpTraHa 3peHMUsI, (PYHKITNHU TTOYCK,
COMATHYECKOTO 1 TICUXOJIOTMYECKOTO cTaTyca.

JlaGopaTopHBIe METOIBI BKITIOYAJIN OOIINE KITMHIIC-
CKUe M OMOXMMHWYECKUE MCCIeIOBaHUSI KPOBU M MOYH,
a TakKe OIpenesIeHNe COIepKaHUS MOJIOYHOM Kuc-
JIOTHI (peakiusi ¢ TUAPOXMHOHOM JIMOO Ha aHaIu3aTope
rmoko3bl u naktata BIOSEN, EKF diagnostic GmbH,
IepMaHusi) ¥ MUPOBUHOTPATHON KUCIOTHI (peakiiust
¢ mUdEHWITHAPA3UHOM) B KPOBU HATOIIAK W TIOCTE
CTaHZAPTHOW  HArpy3KW TJIIOKO30M;  COmepKaHue
B KPOBU OCHOBHBIX MaKpPO3PTUICCKMX COCTMHEHMI
(ATD, AID, AM®D) metomoM aiieKTpodopesa, aKTUB-
HOCTM KCAHTWHOKCHUIA3bl, IPOAYKTOB ITEPEKUCHOTO
OKWCJICHUST JINTTUIOB KPOBU M MOYM, YPOBHS aHTHU-
OKHMCJIUTEILHON aKTUBHOCTH IUTa3MBl KPOBM W MOYH.
Ornpenensiin  comepXaHNue CPeTHMX MOJIEKYJT M PHUCK
KpucTajuioobpazoBanust B Mode [6]. Ilpu mopdoso-
TUYECKOM HCCIICIOBAaHWM OWONTATOB YETBIPEXTIaBOM
MBIIIBL Oefapa y 12 gereil ¢ cUHApOMOM 3Jjepca—

Hdanyio BBISIBASIIM  00OIlIMEe MOpdoJornyeckue usMe-
HEHUsT W KOCBEHHBIC IPU3HAKW MUTOXOHIPUATHHOMN
HEIOCTaTOYHOCTH (BKJTFOUCHMST TJMKOTEHA, KaJbITUs,
JIUTUIOB), HaJW4he <«KPacHBIX pBaHBIX BOJOKOH»
(RRF) B mpimmax [5]. INonyyeHHbIE pe3yabraThl MOI-
Beprajy CTaTUCTUYCCKONW 00pabOTKe ¢ TTOMOIIBI0 KOM-
MbIOTepPHBIX TIporpaMMm Microsoft Word, ompeneneHus
MTapHBIX KOPPEISIINI 1 TPUMEHEHNEM METOIOB BapHa-
IIMOHHOM CTaTUCTUKU.

Pe3ynbTathl u 06CcyxaeHue

CpaBHUTEIBHBIN aHAIN3 TeMaTOJOTUIECKUX ITOKa-
3aTesiel B ABYX IpyMIiax geTeil ¢ CUMHAPOMOM Djepca—
JaHno (IOIIKOJBHOTO M IIKOJBbHOIO BO3pacTa) U B
rpymime OOJTbHBIX C CHHApPOMOM MapdaHa MMO3BOJMIT
BBISIBUTh 3HAYUTCIBHBIC DPA3IMUMAS TI0 CONCPKAHUIO
B KPOBH SPHUTPOIIUTOB, TEeMOIJIOOMHA, CBIBOPOTOY-
HOTO Xeje3a y IeTeil CTapIlero Bo3pacTa IPU OIHO-
TUITHBIX U3MEHEHMSIX BO BCEX TpeX IPYIMax B IOKa-
3aTesisIX aHa’poOHOro riuKoiusa, copepxaHus IgE,
a TaKXe ITOKa3aTelsIX pUCKa KPHUCTAIO0Opa3oBaHUS
B MOYe, CBUIETEIICTBYIOIIETO O HapyIIeHWN (hYHKIINU
MWUTOXOHAPWA W HAJTUIMU SHIOTCHHOW WHTOKCH-
Kanuu (taba. 1). BzauMmocBsi3b mokasareiieil TMIIOKCUU
C HapylleHHeM OOMEHHBIX ITPOIIECCOB ITOATBEPKIAIOT
CUJIbHBIC TIOJIOXKHUTETbHBIC KOPPESIINU MEXIY HUMHU.
Tak, TTOBBINIEHNE KOJTMYECTBA 3PUTPOIIUTOB U TEMOTJIO-
OMHa B KpOBM JIeTeil cTapiiero Bo3pacra (2-s rpyrma)
¢ cuHApoMoM Diepca—/laHIO COMPOBOXIAIOCH CHUIIb-
HBIMH TTOJIOKUTCIBHBIMA KOPPEISIIIASIMU C YPOBHEM
nmakrata (0,65 n 0,51, 3puTpoIMTaM# 1 TeMOTJIOOMHOM,
COOTBETCTBEHHO), maparropmona (0,5 u 0,6), Mo4yeBOIi
kuciothl B KpoBu (0,6 u 0,54), ¢ IgE (0,7 u 0,6), conep-
JKaHWEeM cpeTHUX MojieKya B Moue (0,6 u 0,8).

He pexe TOJIOXUTEIbHBIE KOPPEISIIMN ITOBBI-
IIEHHOTO CONEPXaHUsl SPUTPOLIMTOB U TEeMOIIO0MHA
B KPOBM OTMEUAINCh C IOKa3aTeJsIMA HapyIIeHHOTO
KUCJIOPOIHOTO CTaTyca y JeTeil ¢ cuHapomMoM Map-
dana (3-g rpynma ¢ HauOoJiee TSIKEIBIMU KIMHUYE-
CKUMM TIPOSIBJICHUSMU AUCHYHKLIUU COECAMHUTETbHOM
TKaHu): ¢ ypoBHeM JakTaTa (0,3 u 0 24), mapaTropmMoHa
(0,5 u 0,65), IgE (0,77 1 0,78) B KpoBH, C coaepKaHUEM
cpenHux mosiekys B moue (0,3 u 0,34). Mmenuce moso-
KUTENbHBIC KOPPEISIUA  KOJUYECTBA SPUTPOITUTOB
C conmepxXaHueM cpeaHux moiiekys B moue (0,5) y nereit
muamiero Bodpacta (1-s rpynma). CrnemnyeT OTMETUTb,
YTO BO BCEX TPEX TPYIIIax JeTeil BBIIBISIACH CHITbHAS
OTpUIIaTeIbHAST KOPPEISAIUS MEXIY aKTMBHOCTBIO JIaK-
TaTIeTUIPOTeHA3bl — (hePMEHTa, PETYIUPYIOIIETO Comep-
JKaHHUe JIaKTaTa B KpOBM (BO3MOXKHO 3alIUTHBIN 3(pdeKT),
¢ ypoBHeM MoueBoii kucinoroi (—0,45, —0,38, —0,5B 1,
2 u 3-it rpynmax), naparropmona (—0,36, —0,5, —0,57)
u IgE (-0,55, —0,5, —0,57).

Kpome Toro, B rpyIime meTeil MIKOJIBLHOTO BO3pacTta
(2-a rpynma) ¢ cuHmpoMoM Onepca—JllaHio u Oojee
IUTATEIBHBIM ~ aHAMHE30M 3a00JIeBaHUSI, B OTIMYME
OT MJIQJIIIUX AeTel |- TpyIIibl, OTMEYaOCh MOBbIIIEHKE
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OPUINMHAJIbHBIE CTATbU

Tabauya 1. Buoxumuyeckue noKasaTesM KPOBU U MOYM y AeTeii ¢ cunapomamu Diaepca—/lanno u Mapdana
Table 1. Biochemical indices of blood and urine in children with Ehlers—Danlos and Marfan syndromes

Cunzipom Dnepca—/lansio Cungpom Mapdana

1-s rpymna (n=18) 2-s1 rpynna (n=32) (3-s rpynna; n=10)

IToka3zarenn Hopma (n=12)

Bospacrt, roast 10£1,2
Dputpouutsl, © 10'2/1 4,2+0,4
Iemormo6uH, r/n 128+10
pO,, MM PT.CT. 8016
pCO,, MM pT.CT. 3243
CBIBOPOTOYHOE XKeJIe30, MKT/JI 18%1,5
JlakTaT, MMOJIb/JT 1,1£0,1
JIAT, en/n 350+50
[MapatropmoH, mir/ 4014
IgE, ME/n 45+10
Puck KO moun 0,1£+0,01
CpenHue MOJIEKYJIBI B MOYE, YCII. €. 0,4£0,08
AOA moun, % 55+£5

6,140,4* 13,0+1* 8,8+1,2
4,62+0,32** 5,240,2% ** 4,8+0,4
123,741,7* 14348% ** 127411

70+10 76£5 66,6%+5*

36,646,3 35+4 41,3+1*

15,9+1,2 2242 15,742,5
1,84+0,35* 1,6+0,2* 1,94+0,37*

482465* 410440 420+10

50,7+5 62+4* 54+16
194,6+11* 190£10* 322+45*

2,3340,4* 2,440,2* 2,440,7*

1,93+0,2* 2,240,2* 1,3+0,12*

46+7 4244 4243

Tpumeuanue. KO — kpuctainoodpazoBanue; JIAI' — nakraraeruaporeHasa; AOA — aHTUOKCUIAHTHAS 3allIMTa. * — IOCTOBEPHOCTh Pa3IMUUsl MOKa-
3aresieii B 1, 2 u 3-# rpyrnnax 1o cpaBHeHUIo ¢ HOpMoit (p<0,05). ** — 10CTOBEpHOCTD pa3uuusl rokasatesein Mexy 1-it u 2-ii rpynnamu (p<0,05).

CONEepKaHUS SPUTPOLIMTOB W TEeMOTJIOOMHA B KPOBU
(p<0,05), yTO MOXET OBITh CHMIITOMOM, XapaKTepu-
3YIOIIUM COCTOSTHHE XPOHUYECKOM TUTTOKCHUN. DTO OBLTO
paciieHeHO HaMH KaK IToKa3aTe)Ib HeOIaromoyIrns KIc-
JIOPOITHOTO CTaTyca B KPOBU 1 MaTIO3(M(hEKTUBHAS «KOM-
TIEHCAaTOpHAsT Mepa» TPOTUB HETOCTaTOYHOCTU KHCIIO-
pona B opraHax u TKaHsx [7—9]. HekoTopbiMu aBTOpamMu
ITOKa3aHO, YTO THMIIOKCUYECKOE COCTOSTHWE ITPUBOIUT
K HaKOIUICHWIO TeMOTJIO0OMHA C HapyIIeHHOW KOHGbOp-
Maleir reMoropduprHa B TeMOTJIOOMHE, 00YCITOBIMBAsI
TIOBBIIIICHWE CPONICTBA €r0 K KUCIOPOAY W CHIDKCHUE
€r0 OCHOBHOM (DYHKIIMM — OTHAYM KUCIOPOAa TKAHIM
BzameH Ha CO, [7—10]. YcraHOBIEHO, YTO U3MEHEHHUE
CTPYKTYpHI TeMOTJIOOMHA W HapyIIeHUE OTIaYN eTO KHC-
JIoponia TKaHsIM 3aKOHOMEPHO MPUBOAST K MeTa0oTIye-
CKMM paccTpoiicTBaM B opraHax [7—10].

B Hamiem wucciemoBaHWM TTOKa3aTeIsIMUA W3MEHCH-
HOTO KHCJIOPOTHOTO CTaTyca, KpOME TOTO, CIYXKUITH
TTOBBIIIICHWE B KPOBM YPOBHS JIaKTaTa, IMapaTrOpMOHa,
IgE, a Takxe yBequMuyeHUE SKCKPELIUU C MOUOI KaJbLIMs
(2,16 £ 0,3 MMoONIB/MT), CPeTHUX MOJIEKYN (B 2—3 pasa),
okcanaToB (6osee 180 MKMOJb/C), CHUKEHUE aHTUOK-
CMIIAHTHOM 3alllUThl B KPOBU U Moue (Tabj. 2), TUapO-
nepeKuceil JIMMUIOB U TepeKucHu Bogopona (6onee 500
yCII. enl. M 6oytee 2—3 yCII. ell. COOTBETCTBEHHO B OTCYT-
CTBHE B MOYE B HOPME) M TTOBBIIICHWE PUCKa KPHUCTaI-
JI000pa3zoBaHus B Moue (cM. Tabi. 1). OTMedeHa pa3HuULa
10 YacTOTE BBISBJICHMS OMOXMMHWYCCKUX ITPU3HAKOB
TMIIOKCUYECKOTO CHHIpOMa, Yy HeTeld ¢ CHUHAPOMaMU
Onepca—/lanno u Mapdana: cHmxenne pO, meHee 65
MM pT. ¢T. 1 mosbiuenue pCO, Gonee 41 MM pr.cT. (3
pebenka B 1-it rpynre u 8 — B 3-ii rpy1irie), CHUXKEHUE
ypoBHsI remorjioonHa go 122 r/n (y 3 mereii 1-it Tpyrimst

¢ cuHapoMoM Diiepca—laHmo) u'y 8 neteit ¢ cMHIpOMOM
MapdaHa, a TakKe MOBBIIICHUE COIECPXKAHUS B KPOBH
JakTata 6oyree 2 MMOJIb/JT (y 6 meTeit 1-if rpymmsl ¢ CUH-
npomMoM Dnepca—/lanno u'y 8 aeteii ¢ cuHapomMoMm Map-
¢aHa) ¥ MOBHIIIIEHNE aKTUBHOCTH JIAKTATIETUAPOTCHA3HI
oonee 479 En/n (y Bcex aereii 1-ii rpynnbl uy 3 — B 3-it
rpymire). [loBEIIIeHre ypoBHST IMapaTTOpMOHa B KPOBU
oTMeyajoch y 9 maiueHToB 2-il rpynmnbel. Kpome Toro,
y OOJBHBIX JeTeil B Bo3pacTte 8—15 jieT oTMedanaoch
MTOBBIIIIEHHOE COAEPXKaHWE THIPOIIEPEKUCE JIMITUIOB,
MaJIOHOBOTO IMajbIeTHIa B KPOBU TIPH 3HAYUTCIEHOM
CHIKEHUU aHTUOKCUIAHTHON aKTUBHOCTHU (CM. TaOJI. 2).
VY 26 peteit ¢ cuHIpoMOM Diepca—/laHo BBISBISIACH
TTOBBIIIICHHAs] aKTUBHOCTh B KPOBU KCAaHTMHOKCHIA3BI —
OITHOTO W3 TJIABHBIX TPUITEPHBIX (PEPMEHTOB IEPEKHC-
Horo okwucjeHus (250+22 MMoJb/JT'MUH TIpU HOpPME
90%10 MMOJIB/IT"MUH).

ITokazaHo BBICOKOE collepkKaHWe JJaKTaTa U TApyBaTa
HaTOLIAK U TMOCJe CTaHAAPTHOTO TIIOKO30TOJIEPAHTHOTO
Tecta y geTeil ¢ cuHapomaMu Diepca—JlaHino u Map-
¢aHa, a TakKe 3HauMTelbHOe cHIDKeHue AT®D, AD
1 AM® B KpoBH (Ta61. 3), 4TO MPH aKTUBALIMK aHAZPOO-
HOTO TJIMKOJIN3a CBUACTEIBCTBYET O 3HAUNTEITLHOM Hapy-
meHU QYHKIIMY MUTOXOHIpWii. [lepeunciieHHbIe remMa-
TOJIOTUYECKUEC M OMOXMMHUYCCKHE M3MCHEHUS B KPOBU
XapaKTepHbl KaK JUIST TeMWYECKOM THMIIOKCUU (M3Me-
HeHust reMonioouHa, pO2, pCO2, aHTMOKUCIUTETbHOM
aKTMBHOCTH, HAKOIUICHWE THIPOIEPEKUCEH JIUITHMIOB,
MaJIOHOBOTO JWalbIeruia, akTUBalUs KCAHTUHOKCH-
Jasbl), TaK W JJIST TKaHEBOW THITOKCUU (HAaKOTUICHWE
JlaKTaTa W TMpyBaTa, CHIDKCHWEC B KPOBU KOJMYECCTBA
MakpoaproB u ap.). [1pu o6cnenoBaHM OONBHBIX IETei
MepeYrCIIeHHBIC M3MEHEHUsSI OMOXMMMUYECKHMX IToKa3a-
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Tabauya 2. Tloka3aTem nepeKMCHOTO OKMC/IeHHS JUMUIO0B B KPOBH Yy JeTeii ¢ cunapomMamu Daepca—/lanno u Mapdana
Table 2. Indicators of blood lipid peroxidation in children with Ehlers—Danlos and Marfan syndromes

Ipynma nereii Tunponepekucu oTH. ex/mi MJA amos/mMia AOA, %
Cunapom Dnepca—/lannoca (n=12) 2,5%0,14* 4,16%0,33 29,3%2,4*
Cungpom Mapdana (n=10) 1,8%0,11 4,0%0,2 9,63+1,2*
KoHtposb (n=12) 1,6%0,1 3,0£0,5 6010

Ilpumeuanue. MJJA— manoHoBbiii auanbaerun; AOA — aHTMOKCHUIAHTHASI aKTUBHOCTb. * — JIOCTOBEPHOCTb OTJIMYMS MOKa3aTesell y neTeit
¢ cuHapoMoM Diiepca—/anio u cuHapoMoM Mapdana 1o cpaBHeHUIO ¢ KoHTposeM (p<0,05).

TeJIeld B KPOBY COXPAHSITMCH B IMHAMUKE, 3TO CBUIETEITh-
CTBYET O XPOHUYECKOM IIPUCYTCTBUU TUITOKCHUYECKOTO
CHHIpOMa M OKHUCIHTEIBHOTO CTpecca B OpraHM3Me,
YTO COIIAcyeTcsl C JaHHBIMU APYTUX aBTOpOB [7, 10].
VKazaHWeM Ha MUTOXOHIPHUAIBHYIO HEIOCTaTOU-
HOCTB CITyaT U MOP(MOTOTNIeCKUE U3MCHEHHUS, BHISB-
JIseMbIe TIPYM  WCCICMOBAaHWM OMONTATOB CKEJIETHBIX
mbiii 6eapa y 10 mereit (10—15 neT) ¢ cuHaApOMOM
Onepca—/lanno. buoncus 6buta MpoBeAeHa ¢ AMArHO-
CTUYECKOM IIEThI0 M OOYCIIOBJIEHA HaJMYMEM Y TIallv-
C€HTOB MMOTIATMYECKOTO CHHIpOMa. B MBIMIIax y Bcex
00CIeTOBaHHBIX IeTEH BBISIBISTUCH T€ WM WHBIC Bapy-
aHTBl MUTOXOHIPHWAJBHBIX HapymeHui. bwrim obHa-
pyXkeH (EeHOMEH «IIepOXOBaThIX KPAacHBIX BOJOKOH»
RRF (ragged red fibres) — Takoii ke, KaK y maliueHTOB
C TIEPBUYHBIMA MUTOXOHIPUATHHBIMU  OOJIC3HSIMH,
XOTSI M B MCHBIIEH CTeTIeHW BhIpakeHHOCTH. Popma
BOJIOKOH ObLJTa M3MEHEHa, B MUOMaX 0OHapy>kKeHO yMe-
pEeHHOE KOJMIEeCTBO HEKpo30B. OTMeYaINCh MTPU3HAKU
YMEpPEHHOTO TIOBBIIICHUS] pPEreHepaTOpPHON aKTHUB-
HOCTM MBIIIEYHON TKaHW, HapYIICHUS TUCTOXUMUYIC-
CKUX XapaKTePUCTHUK MUTOXOHIPHUAIBHBIX (hepMEHTOB
(CHIKeHWe aKTUBHOCTU W HapyIIeHWEe pacIipeneTeHUs
IIMTOXPOMOKCHUIA3bI), YABTPACTPYKTYPHBIC MU3MECHCHUS
MHTOXOHIPHUIA, TTOBBHIIIEHHBIC OTIOXKCHUS TJIMKOTCHa,
JINTTUIOB W KaJbIIUS B MHOIMTaX — KOCBEHHOE yKa-
3aHWe Ha OUCHYHKIINIO MUTOXOHIpWiL. B HopMe BHY-
TPUKIJIETOUHBIA 3aItac Kajablldsd M (GochaToB MPOYHO
yIEPKUBAETCS B KaJIbIIUEBBIX «IEIO» B MUTOXOHIPUSIX
B BUIE PACTBOPUMBIX TMAPOKCUANATUTOB W MCIOJb-
3yeTcs ISl aKTHBAIMK psiga GYHKIUN (KaJTbIIUEBBII

curHai). BbIXoq M30BITOYHOrO KOJIMYECTBA KasblLIMs
W3 MHUTOXOHIPWIA, B YaCTHOCTH, SIBIISICTCS CUTHAJIOM
K 3amporpaMMHMpPOBaHHON rubenu KIETKU (arornTos).
CTpyKTYpHO-(DYHKIIMOHATBHBIE W3MEHECHUST MUTOXOH-
Ipuii OB GoJiee BBIpaXXEHBI y OoJiee CTapIIuX JeTeid
W KOPPEJTUPOBAIM C HAKOIUICHWEM B MUOIIUTAaX TJIH-
KOreHa, KOHIJIOMepaToB Kaiblius, KoandectBoM RRF,
JIUTTAIOB,  MeMOpPaHOZECTPYKTHUBHBIM  ITPOIIECCOM,
XapaKTepHBIM I OKHCIUTEIBHOTO cTpecca. Takum
00pa3oM, B MBIIIIEYHBIX OMOITaTaX UMEIUCh TTPU3HAKHI
TUTTOKCUIECKOTO CUHIPOMA U OKUCIUTEIBLHOTO CTpecca
C TIOBBIIIICHUEM TICPEKUCHOTO OKWCJICHUS JIMIUIOB,
HapyIIeHrneM 0OMeHa KaJIbIlvsl, YTJIIEBOIOB.

VY o06crnemoBaHHBIX [EeTel ONpenessyioch TpaH3M-
TOPHOE YMEPEHHOE TTOBHIIICHNE YPOBHS MapaTropMoHa
(o1 63 mo 300 TiT/™Mu1 ITpM HopMe 10 62 Tir/MIT Y 9 eTeii cTap-
111ero Bo3pacTa ¢ cuHApoMoM Diepca—/laHino u'y 2 nereit
¢ cuHapoMoM MapdaHa) U OCTeOKaJbliIMHa B KPOBU
(120x8 nr/mn y neteit ¢ cuHapoMoM 3dnepca—/laHio;
54 u 57 nr/mn y 2 GonbHBIX ¢ CMHIApoMoM MapdaHa
npu Hopme 1o 40 rir/min). Takre n3aMeHeHUs XapaKTepHBI
IUTSI YCKOPEHHOTO 0OMeHa KOCTHOM TKaHU, 9TO COTTPOBOXK-
JAJIOCh TIOBBIIIICHHOW AaKTUBHOCTBIO IIEJIOYHOM hoc-
darazpr B kpoBu. [lapaTropMOH CIIYKUT PEryasiTOpOM
colepsKaHMUST KaTbIINST B MUTOXOHIPUSIX MSITKUX TKaHEIH;
TTOBBIIIIEHNE €r0 CHHTE3a MOXET OBITh pe3yJIbTaToOM
HapyIIeHUsT ToMeocTasza KabIlus B KJIETKE IMPU OKHC-
JIUTETEHOM TIOBPEXICHWM IMToMeMOpaH. Kpome Toro,
ITapaTTOPMOH O0JIaaeT CIOCOOHOCThIO aKTUBHUPOBATH
KCaHTUHOKCHIA3y, YTO OOYCJIOBIWBACT TOIIepKaHUE
XPOHUYECKOTO OKUCIUTEIEHOTO CTpecca B OpraHu3Me.

Tabauya 3. Conepxanue JaKTaTa M NUPYBaTa B KPOBH B IMHAMUKE ITIOKO30TOJIEPAHTHOTO TECTA M MAKPOIProB HATOIIAK Y JeTei

C T’HIMOKCHYECKUM CUHIPOMOM

Table 3. The content of lactate and pyruvate in the blood in the dynamics of the glucose-tolerant test and macroergs on an empty

stomach in children with hypoxic syndrome

Jlakrar (J1)/nupyBat(i), MMOJIb/J

Ipynna nereit . Ly - AT®,* mmoab/n ~ ALD®,* mmoab/n ~ AM®,* MMOJIBb/ 1T
HATOIIAK 9 q

Cunapom Dnepca—JlaHino 12,240,02 2,5+0,2 2,31+0,21
(n=10) * m0240,02 0224001  0.17%0.0 390£30 Lia=ls e
Cunapom MapdaHa n2+0,15 2,4+0,2 2,0£0,19 i " 4
(n=10) * m0.1540.01  0,16+0.02  0,16%0,01 e l5dEsl lhese

_ a1,1£0,1 1,7£0,17 1,2£0,1
KoHTpoab (n=12) 10094001  0,1140,01  0,09+0,001 700165 230%20 34+3

Tpumeuarue. ATO, AID, AMD — aneHO3UH -TpH, -1, -MOHODOChAT. * — JOCTOBEPHOCTh PAa3IMUMs 1O BCEM MMOKA3aTEJISIM Y IeTeil C CUHAPO-
MoM Diepca—laHio U cuHapoMoM MapdaHa 1o cpaBHeHHUIo ¢ KoHTposieM (p<0,05).
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OPUINMHAJIbHBIE CTATbU

y HeTell € HacCJeICTBEHHBIMU MUCIUIA3USIMU COCIUHU-
TeJbHOI TKaHU. Ha ocHoBaHuUM OPUBCACHHBIX OTaHHBIX
OoIpaBaaHO AJIUTEIbHOC MPUMCHCHUEC IIpCIiapaTosB, obna-

3akntovyeHune

,HOCTS.TO‘{HO I/IH(I)OpMaTI/IBHbIMI/I KPUTCPUAMMU IJIs Aar-

HOCTUKHU T'MIIOKCHUYCCKOTI0O CMHAPOMAa 1 OKUCIUTEIbHOI'O
CTpeccCa ABJIAIOTCA KJII/IHI/IKO-JIa60paT0pHI>IC IToKa3aTen
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