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Medicamentous correction of cellular bioenergy disorders in
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(Marfan’s syndrome and Ehlers-Danlos syndrome)
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The authors present new, scientifically substantiated methods of treatment for cellular bioenergy disorders in patients with
monogenic connective tissue diseases - Marfan’s syndrome and Ehlers-Danlos syndrome. The findings of the carried out analy-
sis of the clinical and biochemical indices are indicative of high efficacy of a combined use of energotropic and antioxidant
preparations in therapy of children with this type of pathology.
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H acnepfCcTBeHHble MOHOTEHHble 3a60neBaHUst CoeauHU-
TENIbHOW TKaHW COCTaBMAT LOBOJIbHO BbICOKUA YAENb-
Hbli BEC CPeau FeHeTMHecKU AeTEPMUHUPOBAaHHbLIX 6onesHen
AeTtckoro Bo3pacra. CuHApoM Anepca—LaHnoca aensietcs, No-
BUOUMOMY, OOHUM U3 Haubornee pacnpoCTpaHeHHbIX HAaCcNeACT-
BEHHbIX 3a60neBaHuii, ero 4actota B o6Liei nonynsauum, no
MHEHWIO paga uccneposatenen, pocturaet 1 : 5000 [1]. YacTo-
Ta cuHgpoMa MapdaHa B nonynsiymu CyLecTBEHHO MeHbLUe —
4 : 100 000 [2]. HacnencTBeHHbie 6OME3HU COEANHUTENBHOMN
TKaHW XapaKTepU3YHTCA MPOrPeANEHTHOCTLIO TeYeHUs, nopa-
XeHUEeM BEeAyLLMX OPraHOB U CUCTEM OpraHnuama, NpUBOAsLLIUM
K MHBanuau3auum netei [3].

Cungpom MapdaHa HacneayeTca no ayToOCOMHO-AOMUHAHT-
HOMYy Tuny. FeH NaTonorMv KapTuposaH Ha OfIMHHOM nneve 15-i
XPOMOCOMBI, B Jlokyce g21.1. B ocHoBe 60Me3Hn nexut Hegoc-
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TATO4HOCTb NIMKOMNPOTEUHA BHEKNETOYHOrO MaTpukca — ub-
punnuna [4].

KnuHnyeckas kaptuHa cunapomMa MapdaHa xapaktepusyet-
CA BOBJIEYEHWEM B MATONOrMYECKUWA MPOLIECC OMOPHO-ABUra-
TeSILHOrO annapara ([oNuxonnacTuHeckuin MopdoTUn, Kune-
BUOHan UnNn BOPOHKoo6pasHaa AedopMauuvsa FPYOHOW KNETKM,
KUOCKONNO3, apaxHOJaKTUIINA KACTEN U CTOoM, Y3KWIA NMUEBO
CKeneT, NNoCKOCToNue), CeEpAEYHO-COCYANCTON CUCTEMBI (aHEeB-
pv3Ma aopTbl, NPOMANc MUTPaNbHOrO knanaHa) U opraHa 3pe-
HWUA (BbIBUX U NOABLIBUX XPYCTASIMKOB, MUOMUA WU TUnepMe-
TPONUA BLICOKOW CTeneHwu) [3].

CungpomM 3nepca—[aHnoca, cornacHo COBPEMEHHbIM Npea-
CTaBJIEHUAM, pa3fensaeTca Ha 6 reHETUYECKU FreTEPOreHHbIX TU-
NnoB, B OCHOBE KOTOPbIX JieXaT pa3Hble HacneAcTBeHHble aede-
KTbl KonnareHa. [lo 90% Bcex cny4aeB 3a6ofieBaHUs COCTaBIA-
0T 60MbHbIE C KNACCUHECKUM WU TMNEPMOBUNBHBIMU TUNAMU, KO-
TOpblE HAacneaylTcs ayTOCOMHO-AOMWHaHTHO. [Mpegnonaratot,
YTO KNACCUYECKWUI BapwaHT OBYCIIOBNEH MyTauusiMu B reHax
konnareHa V u | tunoe (Col5A1, Col5A2, Col1A1), B To BpemMsa
KaK rmnepMoourbHbIA — CBA3aH ¢ MyTaumamm B reHax Col3A1 n
Col A1 [5].

KapavHanbHbIMK NpU3HakaMu aTUX ABYX TUNOB GONE3HU AB-
NATCA U3MEHEHUA ONOPHO-ABUraTENbHOMO annapara (runepno-
ABWXHOCTb CYCTaBOB C HaNM4YMEM BbIBUXOB U NOABLIBUXOB, fAe-
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thopMauusl rpyaHon KieTku, KUOCKONMO3, NIOCKOCTONKUE), KO-
XM (NOBbILLEHHAA PaCTAXMMOCTb, Jlerkas paHMMOCTbL € noche-
OyWUM (POPMUPOBAHMEM MNANMUPOCHBLIX WUIN KENOWAHBLIX pyo6-
UoB U nceBaoonyxonen). Hanbonee TMNUYHLIE U3MEHEHUs cepa-
ua — paclumpeHue ero nonocTen, Nponanc MUTPanbHOro Knana-
Ha, pa3nu4Hble HapyweHus puTMa.

JleroyHasi NaToNoOrMa MOXeT NPOABNATLECA 3MPUIEMON, CMOH-
TaHHbIM MHEBMOTOPAKCOM, TpaxeobpoHxoMeranven [6]. NameHe-
HWUA OpraHa 3peHns XapakTepu3yIoTCH HapyLIeHneM pedpakuum,
KOTOpasi O6bI4HO BbipaXkeHa B NIErkOi Unv cpeHen cTeneHu.

O6LWMMUN KNMHWYECKUMU NPU3HakaMn cuHgpoMoB Mapdana
v dnepca-[laHnoca cnyxaT HU3Kaa TONEepaHTHOCTb K hr3nde-
CKMM Harpy3kam, 6bicTpasi yTOMNAEMOCTb, MblLLIEYHAsA TMNOTO-
HU$, CHWXEHUE MbiLLe4Hon Maccbhl. OCHOBHBIMU GUOXMMUYECKU-
MU KpUTEpPUSAMU 3TUX 3aboneBaHW ABNSIOTCA MOBLILLEHWE MO-
YEYHOMN IKCKPEUUN MEeTabonMTOB COEOUHUTENBHOW TKaHW (rnu-
KO3aMUHOTNMUKAHOB U OKCUNPONWHA), HAapYLLEHNs penapaunoH-
Hon cnoco6HocTM OHK numdouutos [3].

JleyeHne MOHOreHHbIX 3ab6oneBaHUt CoeqUHUTENBHOW TKaHU
OKOHYaTENbHO He pa3paboTaHo W, Kak NpaBuno, HOCUT CUMMTO-
MaTUYECKUIA XapakTep.

MauneHTbl U MeTOAbI

MNog HawuMm HabngeHneM Haxoaunock 40 60MbHBIX C CUH-
npomamun Mapdbana n Onepca-[Hannoca (12 1 28 getei cooT-
BETCTBEHHO). Y BCex feTel ¢ cCuHOpOMOM dnepca—[laHnoca gu-
arHoCTMPOBAaH Knaccuyeckui (y 5) 1 runepMobunbHbIN (y 23) TH-
nbi. Bo3pact 60nbHbIX Konebancs oT 2 40 14 neT; COOTHOLLUEeHNe
Manbk4YnKoB U OeBoYeK coctaBnano 1: 1,4,

leHeanorMyecknin aHanua NO3BOSIUN YCTAHOBUTD, YTO y 31 pe-
6eHka (y 10 — ¢ cungpomoM MapdbaHa u y 21 — ¢ CMHOPOMOM
Onepca—[laHnoca) sa6oneBaHne 6bIN0 yHACNeAoBaHO OT OHOMO
V3 poauTenen, y 9 — natonorus BO3HUKNA BCNEACTBUE NepBUY-
HOW MyTauuKn NaToNOrM4ecKoro reHa.

KnuHuyeckoe o6cnenosaHue eTev BKIYano oueHKy housm-
YECKOro, HEPBHO-NCUXUYECKOTO Pa3BUTUS 6ONMBHBIX U COCTOAHUA
pa3nuyYHbIX OpraHoB U CUCTEM OpraHu3mMa.

Buoxumuyeckoe o6cnefoBaHWe OCHOBLIBANOCH HA onpefene-
HAW B CbIBOPOTKE KPOBWU COOEPXaHWUS MOJNIOYHON ¥ MUPOBUHO-
rpagHON KUCNOT, NPOLYKTOB MEPEeKNCHOrO OKUCIIEHWA NMNUAOB
(rwgponepeknceit, ManoHOBOIo Ananbaerunaa), aHTMOKUCTUTENb-
HOW aKTMBHOCTM Mf1a3Mbl, yPOBHA MAKPO3Pru4eCKUX COEAMHEHNIA
(apeHosuHTpUcbocdata, ageHosuHandocdara M aaeHO3NHMO-
HochochaTa).

B pa6ote ucnonb3oBanucb Mopconorudeckue Metogbl —
CBETOBAsA U 3NEKTPOHHAA MUKPOCKONNS 6MONTATOB YeThipexrna-

BOW MbILUbI 6efpa U M’MCTOXMMNYECKOE OnpeaeneHne MUTOXOH-
OpuvanbHbIX hepMEHTOB (CyKuMHaTAernaporeHeasbl, UMTOXPOM-
C-okenpassl). Mopdonornyeckuin aHanna npoesegeH y 27 6one-
HbIX ¢ cuHapomamn MapdaHa n Snepca—daHnoca (y 7 v 20 ge-
TeH COOTBETCTBEHHO).

Pe3y.l'leaTbl MCCNiefOBaAHUA U UX o6cy)|(neuue

Y Bcex 40 o6¢cnegoBaHHbIX 60MNbHBIX C MOHOMEHHbIMMK 3abone-
BaHUSIMU COEOVHUTESNIbHOW TKaHW BbISIBAIEHbl TUMNWYHbIE AnA
3TOM NaTONOrvM WU3MEHeHWUst CepheqHO-COCYAUCTON CUCTEMDI
(Mponanc MUTpanbHOro KnanaHa, aHeBpu3ma aopTbl, paciunpe-
HWe NONoCTeN cepaua, apuTMuK), ONOPHO-ABUraTeNIbHOro anna-
pata (kudhockonuosbi, AechopMauun rpyaHoON KneTky, Nnocko-
cTonue, rmnepnoasvXHOCTbL CyCTaBOB) U OpraHa 3peHus (nog-
BbIBUX XPYCTaNMKOB, MUonus). Hapsaay ¢ 9TuM, y BCex [eTen oT-
MEYanucb HWU3Kas TONMEepPaHTHOCTb K (DM3UYECKMM Harpyskam,
MurpeHenopo6Hasa ronosHas 60sb, MblLLeYHasA MTMNOTOHWA U cna-
60CTb, CHWXEHWE MbIlLeYHON Macchl. COBOKYMHOCTb Mepeync-
NEHHBIX KITMHWYECKUX MPU3HAKOB CBUAETENLCTBOBaNa O BO3-
MOXHOM HapyLUeHUN BUO3HEPreTNYecKoro o6mMeHa y 60nbHbIX ¢
cuHapomammn MapdaHa n dnepca—[laHnoca.

BuoxuMuyeckne nokasatenu CbIBOPOTKU KPOBW, XapakTepu-
3yloLLMe COCTOAHUE KNETOYHOW BUOSHEpPreTuKV y AeTer ¢ AaH-
HbIMK 3a60MIEBAHUAMK, CYMMUPOBaHEI B Tabnuue.

Kak cnegnyet n3 tabnuubl, y netei ¢ cuigpomamm Mapdana
v Anepca—[laHnoca 66Ny yCTaHOBMEHEI CReayowmne MeTabonu-
YeCKWe HapyLleHuWsl, yKasbiBaloLLME Ha MUTOXOHAPWUANBHYIO an-
COYHKLUWIO: MOBBILIEHWE YPOBHA MONIOYHOW U NUPOBUHOIPanHon
KMUCIOT B CbIBOPOTKE KPOBW, CHWXEHWE COAEPXaHNA MaKkpoapru-
YeCcKUX CoOeUHEHWUA, HapyLLEHUA MPoUeccos NEPEKUCHOTO OKUC-
NeHns nunNuaoB (yBenMyeHue nokasarenein ManoHOBOro avans-
dernaa u rugponepeknucent), CHUXeHUe aHTUOKUCTIUTENBHOW ak-
TMBHOCTY nNNa3mbl. O6paluano BHUIMaHue, 4To 6onee BbipaXeH-
Hble 6UMOXUMWYECKNE U3MEHEHUA OblIn OTMEYEHbl Y JeTen ¢
cnHapomoM Anepca—faxnoca.

Mocnepytounin aHanna MopaONorMiYecKnx UuccnefoBaHUA
NMO3BONWN BbIABUTE Y 60MbHBIX C MOHOT€HHBIMU 3a60NEBaHUAMMU
CORAMHUTENBHOW TKaHN Moponornyeckrue NpU3HaKu MUTOXOH-
OpvanbHoW HepocTaTodHocTU. Cpean HUX Hanbonee 3HaYUMbI-
MU crnieflyeT cuuTaTb NOBbILIEHWE KONMUHYECTBa «pPBaHbIX» Kpac-
HbIX MbILLIEYHbIX BONOKOH (RRF) — no 15-54% (Hopma Ao 5%),
yBennyeHue MUTOXOHApManbHOro nHaekca (go 3, Hopma 0-1,5),
YyNbTPACTPYKTYPHbIE W3MEHEHWS MWTOXOHAPWMA, NOBbILUEHHOE
cy6capkonemMmansHoOe OTNIOKEHWE MUKOreHa, IMNULOB U Kanbums
B MbILLIEYHbIX BOSTOKHAX. [1pu 9TOM cnefyeT OTMETUTB, YTO Y 60Mb-
HbiX ¢ cuHgpomom MapdaHna mopgonorudeckme U3MeHeHwus),

Ta6nvua. BuoXxuMMUeckue noKasaTenu CbIBOPOTKM KPOBWU, OTpaXalwlyue COCTOSAHME KIETOYHOW GMOIHepreTMKU, A0 U NOCAe fleHeHUs
6ONbHbIX C MOHOreHHbIMU 3a60/1IeBAHUAMM COEeAMHUTENIbBHOM TKaHu (n = 40)

* [locToBepHbie pasnmuus nokasareneit fo v nocne nevenus, p <0,05

Nokazarens KoHTpons Cungpom Mapdana (n=12) Cnngpom Inepea~Lannoca (n=28)
B0 ne4exms nocne NneseHna RO NeYeHus nocne NeMeHMs
MonguHas kucnota, MMonb/n 1,3+0,04 1,98 £ 0,21 1,9+0.23 2,44 + 0,13 2,09+0,13
TMpoBMHOrpARHAR KMCIOTA, MMONL/ 0,1£0,05 0,14+ 0,02 0,12+ 0,02 0,24 £ 0,03 0,16 £ 0,01
ManoHoBLIA AManbAera, HMONb Ha 1 MN NNasmel 34+0,1 40202 3,73 +0,09 4,16 £ 0,33 3,19+ 02"
FuaponepeKucy, OTH.ea Ha 1 Mf Naambt 16203 1,8+ 0,15 1,752 0,06 2511014 1,84 + 0,08*
AHTUOKMCNATENBHAS AKTMBHOCTb MN1a3Mebl, % 36,6 + 0,51 29,63+0,72 32,38 + 0,24* 29,33 +0,48 32,0 +0,42"
AneHosuRTpIUthocdopHas KMCNOTa, MKMORL/ 708,89+ 59,41 467,01 + 88,63 620,71 + 98,69 383,12 £ 49,72 663,64 + 59,36"
AneHoauHandoccopHas KUCnoTa, MKMons/n 125,22 + 13,11 109,53 + 44,74 158,56 + 31,44 116,19 + 12,51 92,11+ 11,77*
AnEHO3MHMOHOOCDHOPHAA KUCAOTA, MKMOIH/N 319+1,72 14,17 +2,39 168,2 + 5,92 13,01 £ 1,82 10,34 £ 1,67
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Kak npaeuno, 6binn 6onee BbipaxeHHsIMW. HanpoTus, y aeTen
C Haubonee TAXErNbIM, KNacCMYECKMM TUNOM cuHAapoMa 3nep-
ca—[laHnoca ceHomeH RRF oTcyTcTBOBanN, 4TO noATeepXxpaet
€ro KOMMNEHCATOPHbIA xapakTep, oTpaXalowmi cTerneHb Mobu-
NM3aLmMmn 3HEPreTUHECKUX PECYPCOB KIETKM.

MonyyeHHble aaHHbie CBMAETENbCTBOBA/IM O CHUXXEHUU Npo-
LeCCoB KNETOYHON BUO3HEepPreTUKN Y 60MbHBIX C MOHOTEHHBIMU
3a60neBaHUAMU COeANHUTENbHOI TKaHU. DTU pesyneTaTbl 060c-
HOBalM HeO6GXoAMMOCTb pacLUMpeHUs 6a3MCHOW Tepanuu yka-
3aHHbIX COCTOSIHMI 3a CHYEeT BBeAeHWs B KOMMJEKC ne4ebHOoM
NPOrpamMmmbl 3HEpProTPOnHbIX U aHTUOKCUAAHTHLIX MpenapaToB:
L-kapHuTuHa, umtoxpoma C, aumedpocoHa, puboKeuHa, KO3H-
3uma Q10, numoHTapa, BUTaMUHOB B, B,, C U E.

Ha3HavyeHue KapHWUTKMHA 60NnbHBIM ¢ cMHgpoMamn Mapda-
Ha 1 3nepca-[annoca 6b110 OCHOBAHO HA ero CnocobHOCTH
aKTMBU3NPOBATb 3HEPreTU4eCcKUin MeTabonnM3m nocpeacTscMm
perynsiyuum OTHOLUEHUA aLMIIKO3H3UM A/CBOBOAHbIA KO3H3UM
A BHYTpU muToxoHApui. MNpeanoyTeHne oTtpasanock L-chop-
MaMm KapHWUTUHA, B 4aCTHOCTU 3fibkapy, 403a KOTOporo 3aBu-
cena oT Bo3pacTta pebeHka U TaXecTu 3aboneBaHust U cocTa-
BNnsna, kak npaeuno, 15-20 mr/kr B cyTku. Npenapart Ha3Ha-
Yanu 2 pasa B fieHb B Te4eHne 3 MeC C NepuoguYHOCTbIO He
MeHee 3 KypcoB B rof.

MpumeHeHne oChOHOPraHUYECKOro COoeAMHEHUs — auMe-
bocchoHa — 6bINo CBA3AHO C ero CNOCOBHOCTBIO yCeunueaTh TKa-
HeBOe AblXxaHue, CTabUNIN3MpoBaTh COCTOAHUE KIETOYHbIX MEM-
6paH 1 npefoTepawlate 06pasosaHue U3bbiTka cBOBOAHbLIX pa-
OVKaNnoB NyTeM MOBbILLEHWUA AKTUBHOCTU aAHTUOKCUMBAHTHBIX
bepmeHTOB. [NpenapaT akTUBU3MPyeT nupyBaTkapbokcunagy,
3a CYET Yero CHUXaeTCA paBHOBECUE MeXAY NakTaroM U nNupy-
BarOM B CTOPOHY MOCNegHero, U yny4waeT yTUAM3aumio nupy-
Bata B uukne Kpe6ca. [umedpocthoH HasHavancs 2-3 pasa
B [ieHb B CyTOYHOM Ac3e 30 Mr/kr B TedeHue 1 mec. Kypcbl no-
BTOPSNKU 3—4 pasa B rog.

C uenbto CTUMYNAUWMM OKUCIUTENbHO-BOCCTAHOBUTENBbHbIX
MpoLEeccoB, NOBbILLEHUA aKTUBHOCTHK hepmeHToB unkna Kpebca
M YNy4lleHusi 0BMeHHBbIX NPOUECCOB B MMOKapAe LUMPOKC WUC-
none3oBancs pubokcuH no 0,2 r (1 TabneTka) 2 pasa B AeHb B Te-
YyeHue 1 Mec (3—4 kypca B rof).

LinToxpom ¢ (umTo-Mak) BBeNu B TepaneBTUHECKUIA KOMMIEKC
KaK OfHY U3 KITHo4eBbIX Cy6CTaHUMI ObixaTenbHOA Lienu MUTOo-
xOoHApwWi. MNpenapaT UCMoNb30BaNCA BHYTPUMbILLEYHO WU BHY-
TPUBEHHO No 4 Mn exeaHeBHO B Tedenue 10 gHer. Hucno Takmx
KYpCcoB 06bI4HO COCTaBMANO He MeHee 4 B rog.

LLinpoknin cnekTp TepaneBTUYECKUX BO3AEACTBUIN KO3H3UMA
Q10 (noBbileHWe KOMMEHCATOPHBIX BO3MOXHOCTEW OpraHu3ma
NyTeM BMUSAHUA HA AbIXaTeflbHyl0 Uenb MUTOXOHOPWUA, kapamo-
NPOTEKTOPHOE [OENCTBUE, YNy4lleHWe nokasateneh (OyHKLUN
BHELUHEro AblXaHWsi, YMEHbLUEHWE MbILLEYHOW AMCTpOchbuK, aH-
TUOKCUAAHTHBIA 3hdpekT) 06ycnosun Heobxo[UMOCTb ero Ha-
3Ha4YeHUn B NEYEHUN HaCNedCTBEHHbIX 60ne3Hel CoefuHUTENb-
HOM TKaHW, COMPOBOXAAIOWMXCA HEOAOCTATOYHOCTBIO (DYHKLUMM
MuTOoXoHapuit [7]. Kosnaum Q10 HasHaydancsa 60MbHbIM C CUH-
apomamu MapdpaHa n Onepca-[daHnoca no 30—90 Mr B CyTKu
(B 3aBMCUMOCTM OT BO3pacTa pebeHka U TSXKECTU ero cocTos-
HUA) B TeveHue 3 Mec (2-3 Kypca B ropg).

C UenLHo CHWXEeHWUA cogep>XaHusi MONOYHOW U NMPOBUHOrpaga-
HOM KUCJIOT B CbIBOPOTKE KPOBU WU YIy4LUEHWUS MEPEHOCUMOCTH
bM3M4ECKOW Harpy3K1 NCMoNb30BaMMce BUTaMuHbl B, 1 B; B fo-

3ax 20-50 Mr B cyTkM B TedeHne 3 Mec. BrroyeHune B Tepanuio
ButammHoB C 1 E (no 100 Mr B cyT B TeyeHue 30 gHel, 3—4 kyp-
ca B rog) o6ycnoBneHO UX AaHTMOKCUAAHTHbIM OEUCTBUEM.

Wcnonb3oBaHWe nNpenapatoB AHTapHON KUCNOTh! (JlTumoHTap)
6a3upoBanoChb Ha akTUBaLMKU UMU OKUCTIUTENBHOM (OYHKLIUK MU-
TOXOHAPWA U BbIpaXXEHHOM aHTUOKCUAAHTHOM adpcbekTe [7]. Jn-
MOHTap Ha3Havanu u3 pacyeTa 5 Mr Ha 1 K Macchl Tena B CyTKM
B TeyeHue 3—4 gHeW c rnocneayrowmm 3—4-AHeBHbIM nepepbl-
BoM. [lpogomkxuTenbHocTb Kypca 4-6 Hed. Kypcbl noBTopsinu
3-4 paza B rog.

Hapsagy ¢ 3HeproTponHbIMKM M aHTMOKCMAAHTHBIMK Npenapa-
TaMu ety ¢ cuHgpomoM MapdaHa nonyyanu B-agpeHobnoka-
Topbt (O63naaH, AteHonor). cnonb3oBaHe 3TMX MeauKameH-
TO3HbIX CPEfCTB OCHOBAHO Ha WUX FMNOTEH3UBHOM OEWCTBUM,
CMOCO6CTBYHOLWEM YMEHBLLEHUIO OaBMEHUS KPOBU Ha CTEHKY
aopTbl U MPENATCTBYHOLWEM TEM CaMbIM PaCLLMPEHUIO U paccro-
eHU1I0 nocnegHen [8]. B-agpeHo6noKaTopbl Ha3Ha4anu 60sMbHbIM
B He6onblioh fosupoBke: 10 Mr/cyT 3a 2 npuema B TedeHue
6-12 mec un 6onee.

Ins noBbIilWEHUs 3HEPreTUHECKoro obMeHa KNneToK ronoBHO-
ro Mo3ra, CTUMYNALMK UX NOTEHUManbHbIX HEAPOoU3Monornye-
CKMX BO3MOXHOCTEA WU YNyudlleHUs1 acCOUWATUBHBLIX (YHKLUIA
60MbHBIM C MOHOreHHbIMK 3a60MeBaHUSAMU  COeAUHUTENBHON
TKaHu HagHadancs MNupauetam no 1 kancyne (400 mr) 2 paza
B OeHb B TeyeHue 30 gHewn (3—4 Kypca B rof).

Mopa Bo3aencTBMEM KOMMNIEKCHOW Tepanuu B TedeHue 1 roga
y Bcex 40 geten ¢ cuHgpomamu MapdpaHa u 3nepca—[aHnoca
OoTMEeYasnoch ynydileHue unu ctabunmsauns OCHOBHOIC naTtorso-
ruydeckoro npouecca. Kputepusamu adeKTUBHOCTM Tepanuu
CIY>XXWIK ynyHlleHue o6LWero CocTosAHUS pebeHka, NoBbILLeHUe
TONEPAHTHOCTU K (hU3UYECKOM HArpy3Ke, yMeHbLLEHWE YacTOTb!
W UIHTEHCWMBHOCTU FrOSIOBHOW 60N, YBENMYEHUE MbILLIEYHON CUTbI
M TOHyCa, YMEHbLLEHWE AUCCoUMaUnm nokasarenen omuamyecko-
ro passuTusa (HapacTaHuMe Macchl Tena, 3amegsneHve TeMNoB po-
cTa — y 60MbHBIX C cMHAPOMOM MapdaHa), yMeHbLLEeHWe Y1cna
CMOHTaHHbIX BbIBUXOB CYCTaBoB (Mpy cuHgpome Onepca—[laH-
noca), npekpatieH1e NporpeccMpoBaHnUa CKONno3a.

MonoxutenbHas auHaMuKa pesynbTatoB (PyHKUMOHANbHbIX
METOOOB WUCCNefoBaHUs xapakTepu3oBanack ctabunusauueit
AnaMeTtpa aopTel (y aetei ¢ cuHgpoMom MapdhaHa) n cteneHun
nponabupoBaHWs KnanaHoB ceppua, YBENWMYEHWEM COKpaTu-
TEeNbHOW cnocobHOCTM MUoKapaa, HopManusauven cepaeyHoro
puTMa (No AaHHbIM 3MEKTPO-, axoKapauorpadum), ynyyLleHuem
nokasartenen (yHKUMM BHELLHEro AbIXaHWs — HecrnpoBOUMpPO-
BaHHbIX AbIXaTeNbHbiX 06bEMOB U NOTOKOB, AbIXaTeNbHbIX 06bLE-
MOB NPy NPOBOKAUUAX MEAVKAMEHTAMU U PU3NYECKON Harpys-
koW. Buoxumunyeckoe obcnefoBaHne geten ¢ CMHOPOMOM Jnep-
ca—[laHnoca BbISBUNIO [OCTOBEPHOE CHUXEHWUE YPOBHA NUpYyBa-
Ta B KPOBW, YBENIMYEHWE COAEPXaHUSA MAKPO3Pru4EeCcKUX coeam-
HEHWI, NPenMyLLecTBEHHO 3a cyeT AT®, Hopmanu3auui npo-
LEeCcCOoB NepPeKUCHOro OKUCNEHUS NUNULOR U yBEeNUYeHUe Mnoka-
3aTtenen (cM. Tabnuuy). Y 60nbHbIX ¢ cuHgpomom MapdaHa ot-
MEYEeHO JOCTOBEPHOE YMy4lleHWe aHTMOKUCITUTENBHON aKTuB-
HOCTHU NNa3mel.

Takum 06pa3oM, NaToreHeTUYECKoe paclLMPEHUe KOMIMIEKC-
HOW Tepanuu Npyu MOHOTreHHbIX 3a60NeBaHUsAX COEAMHUTENBHON
TKaHU NO3BOMMNC CTabUNU3NPOBaTb TEYEHNE OCHOBHOMO NaTo-
JIOTUYECKOTO Mpouecca, YMEeHbLUWTb CTerneHb CONyTCTBYIOLMUX
MeTaboNIM4ECKMX PaCCTPOWUCTB U MOBBLICUTE KA4eCTBO JKU3HU
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KoHnrpecc nocesiieH akTyanbHbiM npo6nemam neguvatpyum W AeTckon xupyprum, B pamkax Konrpecca npoiger
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CKOW XMPYPru», KOTOpas NO3BONMT LUMPe AOHECTU A0 NPAKTUHECKOro Bpaya JOCTUXEHUS COBPEMEHHOM UMMYHOMIOMMK U Onpeae-
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