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YcTaHOBNEHb! KIMHUYECKME, GUOXMMUYECKME U LIMTOXMMUYECKUE NPU3HAKKM MUTOXOHAPWANLHON HEAoCTaTOMHOCTU Y 61 pe-
6eHKa ¢ pa3nnyHbIMKU HACNEACTBEHHLIMM 3a60MeBaHWsAMM, COMPOBOXAAOLLMMAUCS 3afepXKol pocTa. PaspaboTaHo 2 koMmn-
nekca MeTabonMyeckon Tepanum, BAKAIOLLEA Ha OTAeNbHble 3BeHbA BUo3HepreTuyeckoro obMeHa. lNokasaHa ocobasn 3Hayum-
MOCTb UCCNEeAOoBaHUA LMTOXMMUYECKOrO cTaTyca NMMMoumnTos nepudepryeckon Kposu B OUEHKE HapyulieHust YHKLWA M-
TOXOHAPWIA 1 BbIGOPa KOMNJIEKCA NEKAPCTBEHHbIX NPenaparos, ynyyatoLmx 6U0SHepreTMHECcKUin o6MeH. MNpeacTtaBneHst pe-
3ynsTaTthl AU EepeHUMpOBaHHOA KOMMNEKCHOW MeanMKaMeHTO3HOW KOPPeKUMU MWUTOXOHAPWANbHOW HEepoCTaTOYHOCTHU Yy
52 60MbHbIX C Pa3NNYHLIMU FTEHETUYECKWN [eTEPMUHNPOBAHHBIMU CMHAPOMaMUK, CONPOBOXAAIOLLMMUCA 3adepxKon pocTa. MNo-
NyYeHbl 3HAYUTENBbHAA NOMOXMTENbHAA AMHAMMKA KMTMHUYECKUX, BUOXMMUYECKUX U LUTOXUMWUYECKUX noKasaTenen nog enu-
AHMEM KOMMJIEKCHOW SHEProTPOnHOA Tepanuun y ob6cnefoBaHHbIX AeTen.

Kmoyesbie crioBa. [eTh, MUTOXOHAPUN, 33[EPXKa pocTa, IHeproTponHas Tepanus

Drug correction of cell bioenergy impairment
in children with hereditary non-endocrine syndromes
followed on growth inhibition
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Clintcal, biochemical and cytochemical features of mitochondrial insufficiency have been determined in 61 chitd with various
hereditary diseases followed on growth inhibition. Two complexes of metabolic therapy affecting separate parts of bioenergetic
metabolism have been developed. Particular significance of peripheral blood leukocyte cytochemical status in estimaton of mito-
chondrial function impairment and selection of drug complex improving bioenergetic metabolism has been shown. Given are
the results of differential complex drug correction of mrtochondrial insufficiency in 52 patients with various genetically determined
syndromes, followed on growth inhibition. Serious positive dynamics of clinical, biochemical and cytochemical indexes have
been observed in examined children under the influence of complex energetic therapy.
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H apylieHne OU3NYECKoro pas3sBuTUs, OCOBEHHO 3apepXka
pocTa y geTei, ABNAETCA OQHOW U3 akTyasbHbIX Npobnem
neanaTtpun. OTcTaBaHue U3M4ECKOro pasBUTUA HEpeako Cy-
XKWUT OCHOBOM ANsi (OPMMPOBAHNA XPOHUYECKUX NHBASTWAN3UPYIO-
LUX PacCTPOMCTB y AETeW, BEAET K CHUXEHUIO UX COLMAanbHOM
apanTauuu [1, 2]. Cpeau HapyLLEHWIA pocTa, He CBA3aHHbIX C nep-
BMYHOW 3HOOKPUHHOM Natonornei (rmnousapHein HaAHW3M, ru-
noTUpeoa3), CyLeCTBEHHOE MECTO 3aHUMatOT FeHeTUYeCckU geTep-
MUHUPOBRAHHLIE 3a60NERAHUA, PV KOTOPLIX 3aepXKa pocTa fB-
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NAETCH OCHOBHBLIM KIMHUYeckuM nposisnenvem [3-5]. HecmoTpn
Ha TO YTO KaXKAO0E U3 3TUX COCTOAHUIA pelKko BCTpe4aeTCs B Mony-
nAaumMK, nx obliiee KONMYECTBO AOCTATOYHO BEMIMKO: ONMCaHO OKO-
no 500 Hozonorudeckux chopm [6], 4To 06yCcnoBNMBaET BbICOKUA
yaenNbHblA BEC 24% HacneacTBeHHbIX CUHAPOMOB HU3KOro pocTa
B reHeTU4ecKon KNMHuKe [2].

o HacTosiLero BpeMeHU OCTalOTCA HepeLLEHHbIMK BOMPOCh!
NeYeHUs neTel ¢ HacneacTBeHHbIMU (DOPMaMn HU3KOPOCOCTH.
Psap asTopoe [2, 4, 7, 8], UCNonb3ya reHHo-uHXeHepHbie dopMb:
4Ye/10BEHECKOrC ropMoHa pocTa, Mosly4uIM HEKOTOPbIE MOMTOXMW-
TefbHble CABUMM B TemMnax hU3nHecKoro passuTus HUSKOPOCHbIX
petei. OgHako, HECMOTPS HA OMPOMHYIO 3HA4YMMOCTb NPOBNEMI,
[0 HAcCTOALLEro BpEMEeHN HEe[OCTAaTOHHO M3YYEHHBIMWA OCTaloTCs
naTtoreHeTUYecKMe MexaHu3mbl NOAABMALWEro O0MbLUMHCTBA
HacnencTBeHHbIX hOPM HU3KOro pocTa, YTO MPENATCTBYET BHE-
OPEHUIO B KITMHUHECKYIO NPaKTUKY CNOCOGOB M MeTodoB nartore-
HETUYECKK ONpaBfaHHOW Tepanvu,



JleueHne HapyweHHit kKneTo4HONH BUO3HEPreTUKH ¥ AeTel ¢ 3aAepKKOH pocTa

HacnepctBeHHas naTonorus, ConpoBOXAAOLLAACA 3aepXKon
pocTa, xapakTepu3yeTcsi BbipaXeHHbIM KIMHUYECKUM MOMMOp-
turamom. BmecTe ¢ TeM oBpawyaet Ha cebs BHUMaHWe TO, 4TO Npy
pAge reHHbIX CMHOPOMOB B KIMHWYECKOW KapTWMHE Ha NepBbli
fnaH, NOMUMO HU3KOMO POCTA, BbICTYNAIOT MbiLLieYHas cnadocTb U
TMMNOTOHWSA, KOTOpble MOTYT CIYXWTb MPOSIBNIEHUEM HApPYLLEHUS
NPOLIECCOB KNETOYHOM 6UO3HEpPreTMKU. HemMHOro4ucrneHHble uc-
cnepoBaHus [2, 9—13] NO3BONWAM YCTAHOBUTL BUOXMMUYECKUE U
MOPCONIOrMHECKUE NPU3HAKU MUTOXOHOPUAINBHOW HEQOCTATOYHO-
CTU MPU HEKOTOPbIX 3a605eBaHUsAX, COMPOBOXOAIOLLMXCH HUZKUM
poctom (cuHgpomel Jloy, Cunbeepa—Paccena, Bunbsimca, axoHg-
ponnasus). MonyyYeHHble pesynbTaTbl 4AIOT OCHOBAHWE NPeanosno-
XUTb 3HAYUTENBHYIO NATOFEHETUYECKYIO POSib HApYLLIEHWIA NpoLec-
COB KIETOYHOW OMO3HEPreTUKU MpU psde HACNeACTBEHHbIX CUH-
APOMOB HW3KOrO pOCTa U O60CHOBBIBAIOT LiENIecoo6pa3HoCTb danb-
HEeHLero naydeHns 6Mo3HepreTUYEcKoro obMeHa y 3Tux deTen.

MaumneHTbl 1 METOADbI

KoMmnnekcHoe kKnuHuko-nabopaTopHoe ob6cnefosaHve npose-
feHo y 61 pebeHka B Bo3pacte oT 1 roga 9 mec go 15,5 ner ¢ pas-
JIMYHBIMW FEHETUYECKN AeTEPMUHUPOBAHHLIMW CUHAPOMAaMW, CO-
NPOBOXAAILLMMUCS 3aepXKOH pocTa. OCHOBHBIMU MOKa3aHuUs-
MU ONS UCCNEAOBaHUA BMO3HEpPreTUHeckoro obmeHa y AaHHbIX
NauMeHToB, NMOMUMO HU3KOPOCIOCTW, CITYXMUIIM MbilleyHas cna-
60CTb M TMNOTOHWA, CHUXKEHUE NMEPEHOCUMOCTU (HU3NYECKUX Ha-
rPY30K, NOBLILLIEHHAA YTOMNAEMOCTb. Bce aeTu 6binn pasgeneHsl
Ha TP rpynnb! B 3aBUCMMOCTU OT (DOPMbI NaTonoruu: 1-1o rpynny
cocTaBuin 15 601bHLIX (6 MaNbYMKOB U 9 JeBoYeK) C HacneacT-
BEHHbIMW OCTEOXOHAPOAUCNA3NAMK; BO 2-10 rpynny Bowwnv 9 ge-
TeN ¢ XpPOMOCOMHOW MaTonoruer — 4eBOYKM ¢ CUHAPOMOM LLlepe-
weBcKoro—TepHepa; B 3-i rpynne 6b110 37 601bHbIX (27 Manbyu-
KOB 1 10 pneBo4eK) ¢ «peaKnuMn» HacneAcTBEHHbIMA CUHAPOMA-
MW. B rpynne geten ¢ HacneaCTBEHHbIMM OCTEOXOHAPOAUCNNAa3n-
MU Habnganuce 8 60MbHBIX CO CNoHAMNO3NMMeTatdu3apHbIMU
aucnnasusamu, 4 — ¢ rmnoxoxgponnasven u no 1 pebexHky ¢ MeTa-
hnsapHoOW aucnnasuen, axoHgponnasuei u ncesgoaxoxHgponna-
3uei. Mpynny 60MbHbIX ¢ «pefKUMU» HACNEeACTBEHHbIMA CUHAPO-
Mammn COCTaBUIN AETW CO CNEeaytonMK HO30MOTM4EeCKuMUN op-
Mamu: cuHapomom Aapckora — 9 601bHbIX, cuHapoMoM CunbBe-
pa — Paccena — 5, cuHgpomoM PybuHwTeinHa—Tenbn — 5, cuHppo-
MOM Bunbsimca — 5, cuHgpomoM HyHaH — 2, ¢ cuHgpomamm Yile-
pa, Cmuta—Maxenuc, Kpysona, KodduHa—Cupuca, NleHua, Bry-
Ma, Cekkens, Jloy, lonbaeHxapa, KokernHa n rvpoTM4eckon ak-
ToAEepMarnbHOW OUCNNAa3nen ¢ ryxoTon — no 1 pebeHky.

Mcnonb3oBann KOMMNEKC KIIMHUKO-TEeHETUYECKUX, (DYHKLMO-
HafbHbIX, BUOXUMUYECKUX U LMTOXMMUYECKMX METOAOB Ucceno-
BaHus.

B cBfian ¢ TeM, 4TO Hamboree 3HeProeMKMMn opraHamm U cuc-
TEMaMM JETCKOrO OpraHvW3ma fIBSIAIOTCS HEPBHAA W MblLLIEYHAs CU-
CTeMbl, HamMK 661510 06paLLeHO 0co60e BHAMaHWe Ha KMIMHUYECKYIO
OLIEHKY COCTOSIHUSA LIEHTPanbHON HEPBHOW CUCTEMBI, BbiIBAIEHWE
MMONATUUECKOrO CUHAPOMA W CHIDKEHWUS TONEPaHTHOCTU K (husun-
YecKUM HarpyskaM. Mpu oueHke yHKLUOHANBHOro COCTOSHUS
LUEeHTpaNbHON HEPBHOW CUCTEeMbl YYUTbIBANOCh HanMyne Takux
NPOSIBIIEHW, KaK 3MOLMOHANbHAs HEYCTOMYMBOCTb, HapyLUeHWe
KOHLIEHTpaLMU BHAMAHKSA, YTOMNSAEMOCTb Ha (POHE LLUKOMbHON Ha-
rpy3ku, ronoBHas 60fb, CHWXEHWE LUKONBHON YCNeBaemoCTH.
OnsA KONWMYECTBEHHOrO aHanu3a BbIPAKEHHOCTU TakuX KNUHUYe-

CKMX TMPU3HAKOB Kak MMWONATUYECKUA CUHOPOM, HenepeHocU-
MOCTb (PUBNHECKUX HArpy30K U (DYHKLMOHASBHBIE U3BMEHEHNA CO
CTOPOHbI LIEHTPanNbHOM HEPBHOW CUCTEMBI, C LIENbIO O6bEKTUBHON
OLIEeHKM TSXKECTU COCTOSAHUA AeTel U 3(DPEKTUBHOCTU KOMMEKC-
HOW Tepanun 6bINTM afanTUPOBaHbI MPUMEHUTESTBHO K U3YYaeMONn
naTtonornu Kputepun 6GannbHON OLeHKM, pas3paboTaHHble Ons
60nbHbIX C MUTOXOHOPUANBHOW HEQOCTATOHHOCTLIO [9]. TaxkecTb
KINMHWYECKUX MPOSIBIIEHNIA OLleHMBanach no 4-6annbHoin cucTe-
Me, B KOTOpoW O o3Haqan oTcyTcTBMe HapyleHuin, 1 6ann — ner-
Kyto, 2 6anna — ymepeHHyio 1 3 6anna — BblpaXeHHyO cTeneHb
BbISIBNIEHHbIX HAPYLLEHWNA.

N3yyeHne 6UOXUMNYECKMX NPU3HAKOB HapyLLIEHUS] NPOLECCoB
KNETO4HON BUOIHEPreTUKN Y AeTel C HacneacTBeHHbIMU CUHLPO-
Mamu, COMpPOBOXAAIOLWUMUCA 3a0EPXKOW pocTa, NpoBOAUIKU Ha
OCHOBE KOMMNJIeKCa METOAOB, BKMOYABLLWX ONpedeneHne ypoBHs
MOSIOYHOW U MUPOBUHOTPAOHON KUCAIOT B KPOBWM HATOLLAK M Ha
hoHe CTaHOAAPTHOIO IMIOKO30TONIePaHTHOMO TECTA; OLIEHKY COCTO-
AHUS NMPOLECCOB NEPEKUCHOTO OKUCTIEHWS NIMNAOB MO coaepxa-
HWIO MASIOHOBOI O Auanbderuaa u rmagponepexKncen B nnasme Kpo-
BM U O6LLEN aHTUOKUCITUTENBbHOW aKTUBHOCTW N1a3Mbl KPOBMU; Of-
peneneHue coctaBa OpraHU4ecKuUxX KUCnoT B MOYe.

UccneposaHune cocTosHuA BUO3HEpreTnHeckoro obmeHa B gu-
HaMuke 6a3npoBanocb Ha LMTOXUMUYECKOM aHanuae epMeHT-
HOro cratyca NMMQOLMTOB NepUdEpUHECKOA KPOBKU NO MeToay
O.Mupca (1957) B8 mogudmkaumm P.N.Hapuuccosa. Wccneposa-
HWe BKIIOYano onpegeneHne akTUBHOCTU CyKLUMHATAErMaporeHa-
3bl (COrN), -rnuuepocbocdratperngporedassl ( -FOON), rmyta-
Matgerngporedasbl (IO n nakratgernaporedassl (J10) (umcno
rpadyn coopmasana) B 30 numcouutax nepudepryeckon Kpoeu
B UCXOOHOM COCTOSIHUM U Yepe3 6 MeC Nocrie NeYeHus.

PeaynsTarbl CCNeoBaHNsA M UX OGCY)KﬂeHHe

UcxoaHble KNMHU4YecKne, GUOXMMUUYECKUE U LIMTOXUMUYE-
CKWe AaHHble

AHanuMs cteneHn 3afepXKu pocTa nokasars, yTo y 6osbLUen
YacTu npob6aHaos (y 46 n3 61 pebeHka) napameTpbl pocTa CooT-
BETCTBOBANN 3-My NEPUEHTUIIO UK 6bIfIN 3HAYUTENBHO HUXE, Y
13 6onbHbIX pocT 6bIN B Npepgenax 5-10-ro nepueHTunsA, y 2 pe-
Te# — B npegenax 10-25-ro nepueHTUNs K MOMEHTY nocTynne-
HUS1 B KITUHKKY.

MpoBefeHHbIN CPaBHUTENBbHBIA aHaNN3 KIMHUYECKMX NPOSiB-
NeHWR y o6cneaoBaHHbIX AeTer NO3BONWA BbIIBUTL ONpeaeneH-
Hble MEXrpynroBbie pasnuumsa. Tak, 60MbHbIM 1-i rpynnbl (Ha-
CnefcTBEHHbIE OCTEOXOHAPOAUCNNA3NK) 6binn CBOMCTBEHHEI Crie-
OylolWMe xapakTepucTUKW: OTCYTCTBUE MpeHaTaslbHoW runonna-
31K, BbICOKWE MoKasaTenu MaccopocToBoro uHgekca [ Pah-
Ta-JlaHepa, cBugeTenncTByoLne 06 U3BbITKE Macckl Tefna no
OTHOLLIEHWIO K POCTY, CKENETHbIE AUCMPONOpLUK, HOpMarsbHbIe
nokasaTesniv NCUXOPEYEBOro PasBUTKSA, 3PEHUSA, ClyXa, NOBLILLIEH-
HOE YUCAO ManbiX aHoManui cepgua. Ons feten 2-i rpynnbl
(cvHaopom LWepewiesckoro—TepHepa) 6bIM XapakTepHbl Bbipa-
XeHHas 3afiepXKa poCcTa, CKNOHHOCTb K HAPYLUISHWIO TONEPaHTHO-
CTU K [TIIOKO3€. Y 0TAesbHbIX 60fIbHbIX BCTPEYANUCH BPOXAEHHbIE
NOPOKM cepaua W MoYeK, yMepeHHan 3agepXXKa MCUXUYECKOro
pa3BUTUSA, CHDKEHWE CNYXa, HAPYLLIEHWE 3PEHUs.

Ina 3-1 rpynnbl («pepkye» HacNeACTBEHHbIE CUHOPOMbI) Xa-
paKTEPHBLIM 6bIST BbIPaXEHHbIA KITMHUYECKUA NONMMOopdn3Mm. Ha-
psgy C MasibiMM aHOMaJIMAAMU CO CTOPOHEI CEpAEYHO-COCYAUCTON

b
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CUCTEMbI NPUBANM3UTENLHO Y /5 HacTu geTei 3Toi rpynnbl 6biu
BbIIBNieHbl BPOXAEHHbIE MOPOKU cepaua; ans rnonoBuHb! 60MbHBLIX
6bina xapakTepHa 3aaepXKa NCUxXopeyeBoro Pa3BUTUSA OT NIErKON
[0 BblpaXeHHOI’; YacTO OTMeHanuCb HapyLUeHWUs 3peHusi, cnyxa,
aHoOManuM co CTOPOHbI MOYEBbLIOENUTENBHON cUcTeMbl. B rpynne
heTe C «pedKMMU» HacleOCTBEHHbIMW CMHOpOMaMu BCTpeYa-
nMCb BOMNbHBIE Kak ¢ NPOMOpLUMOHANEHLIM TEMOCNOXEHUEM, TaK U
C HenponopunoHanbHOW HU3KOPOCnocTelo. B oTnnume ot petent
1-i v 2- rpynn y 4acTu 60NbHbIX Habndancs aeuumuT Macchbl Te-
na no OTHOLUEHWIO K poCcTy. Bonee pa3Hoo6pasHbiM, YeM B Apyrux
rpynnax, 6bla CNeKkTp 3HAOKPUHHBIX PAacCTPONCTB, NpeAcTaBneH-
HbIX CY6KITMHUHECKUM TMNOTUPEO30M, NapLManibHON coMaToTpon-
HOW HEeJOCTaTO4HOCTBLIO U HapyLLeHWEM TONEPaHTHOCTH K TIKOKO-
3e. B otnnume ot 60nbHbIX 1- 1 2-7A rpynn y 5 getei 3-i4 rpynnol
Habnogancsa NporpecCUpyIOLLIMIA XxapakTep TeHeHWUs NaTororuu.

KnuHnyeckoe ob6cnefoBaHne Nokasano, YTo NopaxeHue Heps-
HOM W HEPBHO-MbILLEYHOW CUCTEM BCTpeYanoch Y GOMbLUMHCTBA
neTen Bcex rpynn. BmecTe ¢ TeM, HECMOTPS Ha BbICOKYHO pacnpo-
CTPAHEHHOCTb NPU3HAKOB MOPaXEHUS HEPBHO-MbILLIEYHON CUCTe-
Mbl Y BCEX 06CiefoBaHHbIX AeTEN, TSHXECTb MMONAaTUYECKOro CUH-
JpoMa 6bina BoipaxeHa B 6onbLuein cteneHu (p < 0,05) npu oc-
TeoxoHapoaucnnasuax (1-a rpynna). Bonee Bbicokas cTeneHb
(p < 0,05) HapyLUEeHNA NepPeHOCUMOCTU (PU3NHECKUX Harpy3ok U
(PYHKLMOHANBHBIX M3MEHEHUA CO CTOPOHbI HEPBHOWM CUCTEMbI Ha-
6énoganacb y aeten 1-i 1 3-i rpynn (0CTEOXOHOPOAMCNNIA3UN U
«peAKue» HacneacTBEeHHble CUHOPOMbI) NO CPAaBHEHWUIO C AEBOM-
Kamu ¢ cuHapomom Leperesckoro—TepHepa. ®yHKLUUOHASbHbIE
HapyLUeHWUs1 CO CTOPOHbI LEeHTPalIbHOW HEPBHOM CUCTEMBI Yalle
oTMEeYanuchb y AeTeil C HacnedCTBEHHbIMKM OCTeoxoHApoancnna-
3usAMK U y deBoHek ¢ cuHapomoM LLlepeluesckoro—TepHepa.

Takum 06pa3omM, pesynbTaTtbl NPOBEAEHHOrO UCCNeAoBaHUs
nokKasasnu, 4To, HeCMOTPA Ha BbIPAKEHHbIA KIMHUYECKUA MONU-
MOP(U3M y 06cnefoBaHHbIX AeTen C HacneACTBeHHbIMU CUHAPO-
Mamu, COMpPOBOXOAIOLLUMUCSH HU3KUM DOCTOM, B KITUHWUYECKOW
KapTUHe Habniofasucb Takue CBOWCTBEHHbIE MWUTOXOHAPWASIb-
HbiM 6OMIE3HAM MPOSABIIEHNA KAK MbILIEYHas TMMNOTOHNUSA, CHUXE-
HWE NEepeHOCUMOCTU (PU3NYECKUX HArpy30K, (yHKLMOHASbHbIE
HapyLUeHWA CO CTOPOHbl LEHTPaNbHOW HEPBHOM CUCTEMbl. ITO
CBUOETENLCTBOBASO O HEOOXOANMOCTU NpoBeAeHWs 6onee yrny6-
NeHHbIX BUOXMMUYECKUX U LIUTOXMMUYECKUX 0B6CnefoBaHui y ae-
TEeW ans onpegeneHust CoOCTOAHUA MUTOXOHOPUA.

Mouck o6LLENPUHATLIX BUOXMMUYECKUX MAPKEPOB HapyLUeHWIA
6uoaHepreTMHeckoro obmeHa y aeter obycnoBu B NepByio ove-
pedb uccrnefoBaHWe COAEepPXaHUs MONIOYHOW U MUPOBUHOTpPaaHOM
KUCSIOT B KPOBWM Ha (hOHE CTAHOAPTHOMO [TIHOKO30TONEPaHTHOro
TecTa. PesynbTathl UCCefoBaHusa Nokasanu, YTO UCXOAHBIA ypo-
BEHb MOMOYHOM KWUCNOTB! B KPOBU HATOWAK WM MOCIe Harpy3ku
OKO30M 6bil JOCTOBEPHO Bbllle M0 CPaBHEHWIO C HOPMOW
(p < 0,05) y 60nbHbIX BO BCex Tpex rpynnax Habmoaexusa. Cpea-
HWe rnokasaTenu nakTaTauuaeMun Nocne Harpy3ku roKo30M Co-
cTaBunu B 1-i rpynne 2,4 + 0,19 mMonb/n, BO 2- rpynne — 2,14 +
0,18 mMonk/n, B 3-i rpynne — 2,24 + 0,09 Mmone/n, B HOpMe —
1,69 = 0,06 mMonb/n.

Y neteii ¢ HAacCNeACTBEHHbIMW OCTEOXOHAPOAUCTNA3UAMW Hapsi-
Oy C HalM4ueM naktaTaumposa YCTaHOBMEHO AOCTOBEPHOE B
CpaBHeHWUU C HopMoW (p < 0,05) NOBbILLEHWE COAEPXAHWS B KPOBHU
NPOBUHOrpagHOM Kncnotel HaTowak (Ao 0,15 = 0,02 mMonb/n) u
nocre Harpysku rnokosoi — Ao 0,19 + 0,06 mmonb/n Yepe3 1 Y 1
0,16 + 0,01 mMone/n 4epe3 3 4, B HopMe 0,09 + 0,01; 0,11 + 0,01

1 0,09 + 0,02 cooTBeTCTBEHHO. Y BOMBHBIX C «pefKUMN» Hacnen-
CTBEHHbIMA CMHAPOMAMM OTMEYEHO OOCTOBEPHOE MO CPaBHEHUIO
C KoHTponem (p < 0,05) nosbILLEHUE COOTHOLLEHUA MOMTOYHOW 1 M-
POBUHOrpafiHOM KUCNOT B KPOBU HaTowak fo 22,3 + 2,77 v Hapa-
cTaHve atoro nokasarens no 30,6 + 3,92 yepes 3 Y nocrie Harpys-
KM nioko3om (B Hopme 17,2 + 1,6 1 13,5 + 1,3 cooTBETCTBEHHO).
Taknm 06pa3oM, NOBbLILIEHNE B KPOBU YPOBHA MOSIOYHOW KMCNO-
Tbi 4nsi 60MbHbLIX BCEX TPEX UCCNeayeMbIX rpyn, rMnepnupyBeara-
unoemMus anst AeTeid ¢ HacneACcTBeHHbIMU OCTEOXOHApOAMCIING-
3USIMA 1 NOBbILLEHHOE COOTHOLLEHWE NakTat/nMpyeaT ons getein
C «peAKUMWU» HACNEeACTBEeHHbIMA CUHOPOMaMWU ABWUIUCE 3HA4U-
MbIMU BUOXMMUYECKUMU MapKepamu HapyLueHus 6Uo3HepreTu-
Yeckoro obmeHa.

lMpoBegeHHbIA aHanuM3 COCTOSIHUA NPOLECCOB MEepeKUCHOro
OKWUCINEHWSI NIMNWABOB Yy AeTer C HacNeaCcTBeHHbIMA CUHAPOMAaMK,
CONPOBOXJAIOLLMMUCS 3a[EPXKON poCcTa, BbIABUAN LOCTOBEPHOE
(p < 0,05) no cpaBHeHUIO C HOPMOM MOBbILLIEHNE COAEPXaHUA r-
ponepekucet B nnasme Kposu B cpeaHem Ao 2,08 + 0,15 oTH.
en./Mn UL Y feTel C «peaKnuMmn» HacnefncTBeHHbIMA CUHApOMa-
M (B HopMe 1,56 + 0,2 OTH. ed./mn). Y geBo4eK ¢ cuHapomom Lile-
peLueBckoro—TepHepa He 6blN0O MOfly4eHO CTaTUCTUYECKN AOCTO-
BEPHbIX OT/IMHUIA CpeaHEro YPOBHS rMaponepekncem, MasioHOBOrO
Avanbiernaa U aHTMOKUCUTENBHOW aKTUBHOCTM Mna3Mbl KPOBU
OT HOpMarnbHbIX NOKa3aTeNen, BePOSATHO, M3-3a OTHOCUTENLHO Ma-
NOTO 4Mcna HabmoaeHun U 6oMbLLIOre pa3bpoca MHONBUAYarnbHbIX
3Ha4eHuin. OHaKo BbICOKWW MPOLEHT aeTel 2-i rpynnbl ¢ OTKNO-
HEHUSIMU [aHHbIX NoKasaTesnien OT HOPMasbHbIX 3Ha4YeHUA Tpeby-
€T fanbHeAWwero u3yyeHus nNpoLeccoB NepeKUCHOro OKUCTeHMs
NMNnAoB y 6o5bLUero Yucna 60sbHbIX ¢ cMHOPOMOM LLlepelueBcko-
ro—TepHepa. O6pallano Takke BHUMaHWe TO, YTO y BCEX AeTEN ¢
HacneAcTBeHHbIMA OCTEOXOHOPOANCNNA3MAMU MOoKa3aTenu Cco-
JepXaHusi MPOAYKTOB MEPEKUCHOrO OKUCIEHUA U aHTUOKUCNK-
TENLHOA aKTUBHOCTU MNIa3Mbl KPOBU HE BbIXOAUIIM 32 PaMKW HOp-
MarbHbIX 3Ha4YeHWI. Takum 06pa3om, NOBbILLEHWE YPOBHS ruapo-
nepekvcei B KDOBM, yKa3blBatoLLiee HA HapyLLeHWe NpoLeccoB ne-
pokcuaauuM NUNUAOB, MOMNO MMETb MaTOreHeTUYECKYD 3Ha4u-
MOCTb B Pa3BUTUWU MUTOXOHOPUANBHOW HEdOCTATOMHOCTU Y YacTu
6ONbHBIX C «peAKUMN» HACNEACTBEHHbIMU CUHAPOMaMM.

QOnpepeneHre NOYEYHOWN 3KCKPELMN OPraHUYeCcKUX KUCIOT C
MOYOI NMOKa3ano, YTo opraHuyeckas auugypus obHapyxeHa noy-
TW y NonoBuHbI (y 8 u3 17) 605bHbIX C «pefKUMU» HACNenCcTBEH-
HbIMW CUHOPOMaMK U TONBKO Y 1 M3 5 06cneaoBaHHbIX AeBOYEK C
cvHapoMom Lllepewuesckoro—TepHepa. Cpean 3KCKpeTUpyeMBbIX
BELLECTB 6bIIM OTMEYeHbl AN- U MOHOKApBOHOBLIE XMPHbIE KNC-
NoTbl, MeTabonuTel Lukna Kpebca, npon3BogHbie apoOMaTUYECKUX
aMWHOKMUCIIOT, KOHbIOraThi FvLUMHA, KeTOHOBbIe Tesna. B aTon cesa-
31 NpeAcTaBnsfeT UHTEpeC YNOMUHAHUE B NUTepaType CBedeHWUN
O BbifIBIIEHWN AMKApGOHOBOW auMaypuy U NpUCyTCTBUU KETOHO-
BbIX TN B MOYe y 2 feTei ¢ cuHapoMom Cunbeepa—Paccena [14].
HaipeHHble U3MeHeHNs MOy T YKa3blBaTb Ha HasiM4Me MUTOXOHA-
puanbHON HeOQoCTaTOMHOCTU Yy OB6CNefoBaHHbIX OETEW, a avKap-
60HOBas aunaypusi, OBHAPY>XEHHAA HaMK y 5 AeTel C «peakuMm»
HacnefcTBEHHbIMA CUHOPOMaMU, C 60NbLLIOIA BEPOATHOCTLIO MO-
XET CBMAETENbCTBOBATL O PacCTPOMCTBAX NPOLIECCOB HOpMASib-
HOFO  -OKWUCIIEHUS XUPHBIX KUCAIOT B MUTOXOHAPUSIX KIETOK.

[nA onpepenedva xapakrtepa u rMyGuUHbl MATOXOHOPWUANBEHOW
OUCYHKLUMK ¥ fIeTeil ¢ HAacNeACTBEHHbIMW CUHAPOMaMMK, CoMnpo-
BOXOAIOLLMMUCS 3aflepXKOoN pocTa, y 61 peberka nposeneH
aHanM3 LMTOXMMUYECKOro ctaTyca NMMMOoLUTOB nepucepuye-
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Ckoi Kposu. B 3-i1 rpynne («peakue» HacneACTBEHHbIE CUHAPO-
Mbl) MO cpaBHeHuo ¢ 1-W 1 2-i rpynnaMmu oTMeYasrcsl cambli
601bLLOI NPOUEHT feTell CO CHUXEHUEM nokasaTesie akTUBHO-
cTu hbepmenToB COI, -TOOM v FAOr.

B 1-% rpynne (HacneacTBeHHbIE OCTEOXOHAPOAUCNNA3NM) CHIA-
XeHue akTusHocTu CHIN 6onee 4eM Ha 2 cTaHAAPTHLIX OTKIOHe-
HUA BbiSIBNIEHO TONBKO Y 2 feTer u3 15. Y Bcex AeBOYEK C CUHAPO-
MoM LLepelueBckoro—TepHepa aktuBhocTe G 6bina B npefe-
nax Hopmel. B 1-# 1 2-i rpynnax npuénusnTeNibHO 0AMHaKOBOE
YACcno aeTe UMENU HU3KUWe NoKasaTenu akTUBHOCTU -TOOr
(8 u3 15 GonbHbIX B 1- rpynne u 5 u3 9 feten Bo 2-1 rpynne) v FAC
(4 u3 15 6onbHbIX B 1-i rpynne, 3 u3 9 6onbHbIX BO 2-M rpynne).
O6pallano BHMMaHue npeo6nanaHye aetel ¢ NOBbILLEHUEM NO-
kasaTenen aktusHoctu JIOI cpeau aeBoyek ¢ cuHapomom Llepe-
WweBCKOro—TepHepa no cpaBHEHUIO ¢ 1-1 1 3-i rpynnamn. Takum
06pa3oM, pe3ynbTarbl UCCNenoBaHUs LMTOXUMUYECKOTO cTaTyca
MMmpounToB nepuepuyecKkod KpoBU CBUAETENLCTBOBANU O
TOM, 4TO Yy 6ONbLUMHCTBA AeTel C HAcNeACTBeHHbIMU CMHAPOMa-
MW, COMPOBOXAAOLLIMMUCA 3a0ePXKOA pocTa, UMeNUCh Hapylue-
HWUA 6UO3HEpPreTUHecKoro 06MeHa, BbISBIEHHBIE MO U3MEHEHUIo
aKTUBHOCTW OCHOBHbIX MUTOXOHAPWUANLHBIX (hepMeHToB. Heobxo-
IMMO Taroxe OTMETUTB, YTO HU Y OAHOrO U3 06CeoBaHHbIX 60S1b-
HbIX He HabnAanoCh HOpPMarnbHOM aKTUBHOCTM BCEX YeTblpex
¢epmenHTOB B NnumcpoumnTax nepucepuyeckon Kposnu. Hanbonee
BbIPaXeHHbIE U3MEHEHMS YCTAHOBIEHbI Y fieTEN C «PEAKUMU» Ha-
CNneAcTBEHHLIMWU CUHAPOMamMK (3-a rpynna) No CPaBHEHWIO C AeThb-
MW C HacneacTBeHHbIMU ocTeoxoHapoavcnnasusami (1-a rpynna)
n cuHgpomom LLepeliesckoro~TepHepa (2-a rpynnay.

Kak nokasann MHOroYMCNEHHbIE IKCMEPUMEHTLI, OKUCSIEHUe
AHTApHOW KUCNOTbI (CYyKUMHaTa), NO CKOPOCTM aKKYMynsLun 3Hep-
MK MpeBbILLIAET OKUCNEHWE BCEX OCTaSIbHLIX CY6CTpaToB LUKNa
Kpeb6ca BMecTe B3aTbIX. MUTOXOHApMarnbHbiid hepmeHT COI ocy-
LLecTBNAET nepeady 3MeKTPOHOB OT AHTAPHOM KUCMOThI Ha Abixa-
TerbHyH0 Uenb U ABNSETCA OHUM U3 KIo4eBbIX hepMeHToB, obec-
MeYmMBaIoOWNX 3HEPreTUHECKMIA MeTabonMaM 3a CHET aspoOHbIX
npoueccos [15—17]. bonbLuas 3HaYMMOCTb COCTOSAHUA aKTUBHOCTU
COr B natoreHe3e MUTOXOHAPWASBHBLIX HapyLUEHWHA Mno3sonuna
Bbi6paTbk 3TOT (pepMeHT B Ka4eCTBe OCHOBHOrO MokasaTens ans
CPaBHUTENBEHON OLEHKWN BbISBMEHHBIX U3MEHEHUIA B LIUTOXMMUYE-
CKOM cTaTyce numcoLmMTOR Neputhepueckoin Kpoeu. Pasaeneqve
BCeX 6OMbHLIX HA ABe NOArpynnbl B 3aBUCUMOCTU OT UCXOJHOIO
cocTosHuA aktTMBHOCTM COIN N03BONUNO YCTaHOBUTL 6oree Bbipa-
XEeHHbie NPU3HAKN MUTOXOHAPUANBHOM HEQOCTATOYHOCTU Y ieTen
C HU3KUMM nokasaTtensmu aktueHoctu COI (6onee 2 ctaHpgapT-
HbIX OTKJIOHEHWI). Y 6onbHbLIX MNaaLlero Bo3pacra (1—4 roga) ot-
Meyarnock AOCTOBEPHOE cHWxeHue aktuBHocTM -TOOr, FAr m
JIOM no cpaBHeHWo ¢ HOpMalbHbIMM 3HadYeHUsMU (p < 0,05).
B Bospacte oT 5 00 12 ner ana Aeter ¢ HU3KMMKU NoKasaTenamMu
akTMBHocTM CAI™ 6bin xapakTepeH 6onee HU3KUIA YpOBEeHb aKTUB-
Hoctv -TOOr v AN no cpaBHeHUIO ¢ AETbLMU, UMEBLLIMMU HOP-
MaribHble 3HadeHus aktnBHocTn CII (p < 0,05). YV obcrnenosaH-
HbIX HaMu 13 6onbHbIX cTaplie 12 neT aktueHocTe CHIM B numdo-
umTax nepucepryeckor Kposi 6bina B Npeaesnax HopMel.

CpaBHUTENbHBIA aHaNM3 COAepXaHUsi MONMOYHON U MUPOBK-
HOrpaaHoM KUCIIOT B KPOBU U COOTHOLLEHUs! NaKTaT/nupysarT Bbl-
SIBUN NOCTOBEPHO MEHbLLUYIO CTeNeHb nakrar-auuaosa y aetemn,
WMMEeBLLUX HU3KWe nokasarenu aktueHoct CAI B numdcoumTax
nepucepuyeckor kposu {p < 0,05) No cpaBHeHUIO ¢ 60MBHBIMY,
Y KOTOPbIX aKTUBHOCTb AAHHOrO ddepMeHTa He OoTnu{anace oT

HOpPMbI. 3TO YKa3blBaNo Ha TOT (haKT, YTO y HEKOTOPbIX 60Mb-
HbIX, HECMOTPA Ha HEeBbICOKME NoKasaTesv CORep>XKaHus MosoY-
HOW KUCNOTb! B KPOBMW, aKTUBHOCTb MUTOXOHAPWATbHLIX (hep-
MeHTOB B nuMdouMTax nepudepuyeckor KpoBU MoxeT 6biTb
3HAYNTENBHO CHUXEHA.

Takum 06pazoM, MOXHO cenaTtb 3aKYeHUe O TOM, HTO LM-
TOXUMUYECKUA aHanua numdoLUTOB nepucepuyeckort Kposu
Hanbornee fOCTOBEPHO OTPaXaeT cTeneHb BbIpaXeHHOCTU MUTO-
XOHAPUWANbHOW HEAOoCTaTO4HOCTV Yy AeTer C HacneacTBeHHbIMU
CMHOPOMaMM, CONPOBOXAAIOLLIMMUNCA 33AEPXKOIN pocTa, MblLLeY-
HOM cnabocTbio U TMNOTOHNEN.

HecMoTps Ha Hannyme KNMHUYECKUX, BUOXUMUYECKUX W LIUTO-
XUMUYECKMX NPU3HAKOB HapyLLeHUs NPoLLeCcCOoB KNETOYHOW 6U0-
3HEPreTUKK, MPUYMHEI Pas3BUTUA MUTOXOHAPUANLHOW HeaocTa-
TOYHOCTU y AETEN C HAcneaCTBEHHbIMA CUHAPOMaMMU, CONMPOBOX-
AaloLLVYMKCH 3afIePXKOM pocTa, OCTaloTCA HEBbIACHEHHbIMU. Oc-
HOBbIBAACb Ha HEMHOrQYUCSIEHHBIX NUTepaTypHbIX CBELEHUSIX
[10—12], MOXHO BbicKa3aTe NPeanoNOXeHUE O TOM, YTO NPU HEKO-
TOPbIX HACNEACTBEHHLIX 3aboneBaHWUAX, CONPOBOXAAMLLMXCA
HW3KUM POCTOM, BaXHOE 3Ha4eHue B pa3BUTUU MUTOXOHAPUATb-
HOW HepOoCTaTO4YHOCTU MOTYT UMETb Takue HapyLUeHUsl, Kak CHU-
XKEHWNE YPOBHA KAPHWTUHA W HAapYLLIEHWE NPOLECCOB -OKUCSIEHNA
XWPHBIX KUCAIOT B MUTOXOHAPUSIX, CHUXEHWE aKTUBHOCTU dhep-
MEHTOB AbIxaTeflbHOW Lenu. B cBOO o4epefb HEJOCTATOMHOCTL
OYHKLUMN MUTOXOHOPUI NO BbIPABOTKE 3HEepruu, no-BMONMOMY,
MOXeT Bbi3bIBaTb TKAHEBYHO IMMNOKCUIO, YTO, YCYrybrisis MUTOXOH-
ApUarnbHyl0 HE[OCTATOYHOCTL, MOXET NPUBOAUTL K hopMUpoBa-
HUIKO NOPOYHOIO Kpyra.

KomnnexkcHoe neuveHne u aHanu3 addekTMBHOCTU Tepa-
NUK AeTel ¢ HacneACcTBeHHbIMU CUHAPOMaMU, CONPOBOXAA-
IOLUMUCA 3a[ePXXKOU pocTa

Ha ocHoBaHWM aHanusa KIMHWYECKMX NpPOosiBIIeHUA 1 O6MeH-
HbIX HaPyLLIEHWIA, O6HAPY>XEHHBIX ¥ AETEN C pa3nNYHbIMA FreHeTU-
HYeCcKW OeTePMMHWPOBAHHEIMM 3A60NEBaHWAMMK, CONPOBOXAAND-
LWMMUCA 3aaepXXKON pocTa, 6bina pa3pabotaHa cxema neveHus,
HanpasneHHas Ha NoBkilleHne 3MMEKTUBHOCTU BUONOMMHECKNX
NPOLIECCOB TKAHEBOrO AbIXaHWUA U okucnuTensHoro coccopunu-
poBaHuA Mo BLICBOOOXKOEHWIO IHEPIUN OpraHnyecKkux coeauHe-
HWIA 1 Npogykumn AT® B opraHnamMe. YuuTeias TPYAHOCTU JOCTH-
XeHusa TepaneBTUYeckoro adhdekTa nNpu HapyLLEeHUAX KIETOYHON
6MO3HEpreTMk1, Mbl UCMONb30BaNU COYETAHHOE HA3HA4YeHWe Me-
OVMKaMEHTOB, BAIMAIOLLUX HA pa3Hble YPOBHU SHEPreTUHeCKoro ob-
MeHa: KOhaKTOPOB 3H3UMHbLIX PEaKUMI SHEpreTUYeckoro obme-
Ha, NpenapaToB, OCYLLECTBALLNX NEPEHOC 3NEKTPOHOB B AbIXa-
TensLHOW Lenu, aHTuokenaaHTos [9, 18, 19].

MpyHUMNBI Ne4ebHON TaKTUKKW BKJTKOYANKW Ha3Ha4eHue npena-
paToB, CMOCO6HbIX OCYLLIECTBUTb aKTUBaLMUIO OBMeHa XMPHbIX
KMCNOT (KapHUTWH); (DYHKLMIO NepeHoca SMEKTPOHOB B AblXa-
TensHOW uenn (KodH3um Qyg, AHTApHAA KMUCOTA); JOMNONHUTENb-
HOe BBefeHne KO(haKTOpPOB, YHACTBYIOLLMX B SH3UMHbIX peakum-
fIX SHepreTMHeckoro obmeHa (HMKOTUHamug, pubodnasuH, Tua-
MUH, NIMNoeBas KMcnota, 6UOTUH); NpenynpexaeHue Kucnopogd-
HO-paauKansHOrO MOBPEXAeHUs MUTOXOHAPUASbHLIX MeM6paH
(BuTamuH E).

Hamu 6bino npeanoxeHo gaa BapuaHTa KOMNNEKCHOM KOppeKLmm
BbIABSIEHHbIX MUTOXOHAPWaSIbHEIX HAPYLLEHUI Y AETEN C HacneacT-
BEHHbIMWA CMHOPOMaMW, COMPOBOXAAIWMMUCH 3a[EPXKOA pocTa.
MepBbIA KOMNNEKC BKMOYAN npenapar KapHWUTUHA, KOSH3UM g,
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Ta6nvua 1. Nepebli KOMNNEKC npenapaToB, UCNOJNIb30BaHHbIX ANA
KOPPEeKUuMM MUTOXOHAPHaNbHON HEAOCTaTOYHOCTH Y AeTEeH C HOp-
ManbHbIMM NoKasaTtenssMu aktueHocTu CAr

PuoconasuH

Butamuu E

pnbodnaBuH, HUIKOTUHaMKA, BUTaMuH E (taén. 1). Bo BTOpom Komri-
nekce AONONMHUTENBHO UCNOSL30BANMCE NpenapaTthl AHTApHON KUC-
NOThI, IUNOEBARA KACMOTA, TUaMWUH U BUOTKH (Taén. 2).

O6Lmnin Kypc neyvenuns coctaensn 2 mec. MNocne 2-Mecsa4Horo
nepepbiBa kypc noeTopanu. OueHka AMHAMUKK KITMHWKO-Nato-
paTopHbIX Nokasartenen nposoguiack Yepe3 6 Mec OT Hadana
Tepanuu.

MepBblIA KOMMNEKC nonyyYanu AeTW, UMEBLUME HOpManbHbIA
noxkasarens aktueHoctu COI B numdouutax nepudepu4eckon
KpoBu. [leTaM, y KOTOPbIX NokasaTenu akTUBHOCTU 3Toro hep-
MeHTa B NIMoLMTax KPOBU BbINN HDKE 2 CTaHJapTHLIX OTKIO-
HEeHWA, a TaKkxke 6oMbHLIM C NPOrPECCUPYIOLLIMM TEHEHUEM OCHOB-
HOro 3aboneBaHus, Ha3Ha4YanCcsa BTOPOWA KOMIEKC meTabornnye-
CKOW Tepanuu.

Ha coHe neyenus Habnionanuce 52 pebeHka ¢ HacnencTBeH-
HbIMA CUHOPOMaMM, COMPOBOXAAIOLWMMUCA 3aAEPXKON pocTa.
MepBbit koMnekc nony4anun 37 geten: 11 60MNbHBLIX C OCTEOXOH-
Apoaucnnasuamu, 9 neter ¢ cuHapoMom LllepetueBckoro—TepHe-
pa n 17 60nbHbIX C «PeAKUMU» HACNEACTBEHHBIMWU CUHAPOMAMMU.
Bropoit koMnnekc MetabonMyecknx npenapartoB Gbifl Ha3Ha4YeH
16 60nbHbIM (2 AeTei U3 1-W rpynnel U 14 — u3 3-i).

B npouecce guHamnyeckoro HabnwogeHvs 3a AeTeMu Gbinn OT-
paboTaHbl KnuHU4eckue, GUOXMMUYECKME U UUTOXUMUYECKUE
KpUtepumn ahheKTUBHOCTU NIeUYEHUs.

KNUHUYECKUMU KPUTEPUAMU CIYXXUIN YNy4LIEeHWe nokasare-
nei pocTa, ynyyieHue nepeHocMMocTn (n3nYecKnx Harpy3sok,
CHWXEHWE YTOMIIAEMOCTH, yMeHbLUeHUe (DYHKLMOHANBHbIX W3-
MEHEHWI CO CTOPOHBI LIEHTPanbHOW HEPBHOW CUCTEMBI (MCHE3HO-
BEHWEe rofioBHON 60MN, YNyydlleHUe HACTPOEHUSsl, KOHLIEHTPaLMK
BHUMaHWS, NaMATK, LLKOSIBHOW paboTOCNOCOBHOCTU U ObLLero
CaMOuYyBCTBUA), yNy4illeHWe nokasaTtesied NCMXopeyeBoro pas-
BUTUA. BUOXMMUYECKUMU N LUTOXMMUYECKUMU KpUTEPUAMK AD-
heKTUBHOCTU Tepanuu CyXWIN CHVUXEHWE YPOBHS MOMIOYHON M
NAPOBUHOrpagHON KUCNOT B KPOBW, UCYE3HOBEHWE OpraHuye-
CKOM aumaypum, Hopmanuaaums nokasartenen UMTOXMMNYeCKoro
cratyca nuM@oLUTOB NeputepUyeckon KpoBMu.

Konu4yecTBeHHbIM aHaNN3 KIMHUYECKMX NPOSIBNEHWI Nokasar,
YTO Yepesd 6 Mec nocne Havana KOMMNIEKCHOW Tepanumn QoCcToBep-

Ta6bnvua 2. BTopon Komnnekc npenaparos, MCNOMb30BaHHbIX ANA
KOPpPeKUuMM MWUTOXOHAPManbHOW HeAOoCTAaTOMHOCTM Y pAeTel CO
CHWXEeHHbIMM NoKasaTensaMu akTusHoctu CAr

20 mr/eyt

1 mrfeyt

Hoe (p < 0,05) CHMXEeHWe BbIpaXeHHOCTU BCEX KIMHNYECKUX NoKa-
3aTenew, BbiBpaHHbIX B KadecTBe KputepueB 3MMEeKTUBHOCTU
(MMonaTuyeckoro cMHApPoMa, HeNepPeHOCUMOCTU (PUINHECKUX Ha-
rPY30K, MYHKUMOHASIbHBIX M3MEHEHWUIA CO CTOPOHBI LIEHTPanbHOM
HEpBHOW CUCTEMEI), NPOU3OLWWINO y deTer 1-# rpynnbl (p < 0,05).
B 3-1 rpynne GOMbHbIX UMENO MECTO AOCTOBEPHOE yMEHbLUEHNe
BbIPAXXEHHOCTU MMOMATUYECKOro cMHAPOMa U OYHKUMOHANBHBIX
W3MEHEHWA CO CTOPOHbI LIEHTPaNbHON HEPBHOWM cUCTEMbI. Y AeBo-
YeK ¢ cuHapomoM LlepeuleBckoro—TepHepa Ha )OHE KOMMNNEeKC-
HOM Tepanuu NpoM3oLLNo JocTosepHoe (p < 0,05) ymeHbLeHWe B
CPaBHEHUWU C UCXOAHBIMU JAHHEIMK (DYHKUMOHASIbHLIX HapyLue-
HWUIA CO CTOPOHb! LIEHTPANbHON HEPBHOW CUCTEMBI.

Pesynbtatel uccnegoBaHua KO3MMUUMEHTA NCUXUHECKOTO
pasBWTHA NOCIe NeYeHns nokasasnm, 4To AocToeepHoe (p < 0,05)
ynyHLEeHne JaHHOro napameTpa Habnmioganock y 60MbHbIX Kak ¢
NIETKOW, TaK C YMEPEHHON U BbIPaXXEHHOW CTEMNeHbIo HapyLUeHNs
ncuxopedesoro passutud. MonoxurensHas auHamuka otmeda-
nacbk B Takux cchepax Kak yny4lleHue KoHTakTa pebeHka C OKpy-
XKaloLWMMK, NPUOBPETEHNE HABLIKOB CaMOOBCITyXUBaHWSA, Ynyy-
LUeHWe peYveBOro PasBUTUSA, NPOUECCOB 3anoMUHaHUs, YpPOBHS
0606LEeHNIA, CEHCOPHOIO BOCMPUATUSA, KOHCTPYKTUBHOW JesiTelb-
HOCTH, a Takxke B 3MOLMOHaNLHO-BONEBON chepe.

AnHamunka nokasatenen pocta npy nocTynnieHMn B CTaumoHap -
W Yepe3 6 Mec nocre npuemMa KoMmnekca sHeproTpornHbIX npena-
paToB 6bina oueHeHa y 52 geteit. B ceA3n ¢ MansiMu cpokamm Ha-
6NI0AEHNA Mbl COYMTM HEKOPPEKTHbIM MpOBEeAeHWe CTatucTuye-
CKOW OUEHKU AMHAMUKK pocTa Ha thoHe NPOBEAEHHOMN Tepanuu, a
OFpaHU4YUIUCL BbISBNIEHWEM TEHOEHUMIA napaMeTpoB pocTa ae-
Ten. Kak nokasanu pesynsrarbl UCCNeaoBaHusi, MakcumarbsHas
CKOpOCTL pocTa Haénopanace y aeten 3-m rpynnbl («peakue» Ha-
CneAcTBeHHbIE CUHAPOMBI), B CPpeaHEM AAHHLIN nokasaTenb Co-
ctasun 3,71 £+ 0,14 cM B TeyeHne 6 Mec. 3HauUTenbHas NomoXu-
TenbHas guHaMMKa TEMMOB POCTa oTMeYanach Takxe Y AeBodek
¢ cvHgpomom Llepelnesckoro—TepHepa (2-1 rpynna), cpenHee
3Ha4YeHWe JaHHOrO nokasarens coctaBuno 3,06 + 0,28 ¢cm 3a
6 mec HabnioaeHnn. Y neTel ¢ HacneaACTBEHHLIMU OCTEOXOHAPO-
AMCNIa3usaMK TEMINbI pocTa Ha (PoHe NPOBOANMOIA KOMITIEKCHOMN
Tepanun 0CcTaBaMCb HU3KUMU U CYLLIECTBEHHO HE OTNIMYanuch OT
WCXOAHBIX; CpenHee 3HaYeHue AAHHOro MnokasaTens PaBHSANOCh
1,71 + 0,14 cM 4epes 6 mec nocne Havana Tepanuu.

AHanu3 quHaAMHUKKU BMOXMMUYECKUX MOKa3aTesnein ycTaHoBunM,
YTO MPUMEHEHUE KOMMNEKCHOMo NeYeHUsl 3HEProTPONHbIMU Npe-
naparamu rnos3Bonuno Ao6UTLCH QOCTOBEPHOIO (p < 0,05) CHUXe-
HUS rvnepnakrTaTauMgeMmum y 60NbLUIMHCTBA AeTew ¢ OCTEOXOHA-
poaucnnasuamm (c 2,4 = 0,15 po 1,69 + 0,11 MMONbL/N) N «peaku-
MUW» HacneacTBEHHbIMM cuHapoMamu (¢ 2,24 + 0,09 no 1,97 +
+ 0,08 mmone/n), a y 60MbHbIX C OCTEOXOHAPOAMCNIA3USAMU A0C-
TOBEPHO CHWU3WIICA TaKxe YpOBEeHb NMUPOBUHOrPaAHOM KUCIOThI B
kpoBu (¢ 0,19 = 0,02 po 0,11 + 0,01 MMonb/n).

CyliecTBeHHOe ynyuilleHue 6bi10 OTMEYEHO NpU Uccrenosa-
HWUW CTeneHwn opranudeckon aumaypwi. Y 9 us 10 getew, vimes-
LLUKX MOBbILLEHNE NO4E4YHON SKCKPeLUUN OpraHNH4eCKnx KUCHOT, Ha
hoHe NpoBeneHHOW KOMMIeKCHON Tepanuu npousoLuna HopMa-
nn3aums faHHOro 6UOXMMUYECKOrO NokKasarensi.

OueHka guHaAMWMKM NapameTpoB LMTOXMMMYECKOro cTaTyca
NMMMPOUUTOB NEPUDEPUHECKON KPOBU Ha (DOHE KOMIIIEeKCHOW
MeTaboNMYECKON Tepanuu nokasana, Yto /ie4eHne croco6CTBo-
BaO AOCTOBEPHOMY CHUXEHUIO BbICOKOM akTusHocTu JIAI y ne-
Tew B Bo3pacTte 1—4 net 1 ctapuwe 15 net (p < 0,05), nony4aBLumx
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NepBbIN KOMMNJEKC NeYeHus], a y npobanaoB 5—12 neT gocrtosep-
HO yBenuumBanace aktmeHocTb -TOAN nFAl {p < 0,05). B rpyn-
ne 60nbHbIX, NoNy4aBLLUMX BTOPOA KOMNSIEKC MeTabonnyecKon Te-
panun, Menoch JOCTOBEPHOE MOBLILLIEHUE UCXOAHO HU3KOW aK-
meHoctn CAIN, -FOAOr n NAr y geten B Bo3dpacte oT 1 roga ao
12 net {p < 0,05).

TakuMm 06pa3om, NpUMeHeHne andhepeHLMPOBaHHOIO KOMN-
NEKCHOI O fleYEeHVs MUTOXOHAPUANbHBIX HAPYLLIEHWI 3HeproTpon-
HbIMU CPeACcTBaMu OKasasno NOSNOXUTENbHOE BIIUAHWE Ha paf
KNUHUYECKUX NapaMeTPoB: YYHLLWIO NCUXOPEHEeBoe pas3BuUTUe,
€Cnoco6CTBOBANO YMEHBLUEHUIO MBILIEYHON MMMNOTOHWU U MOBbI-
WEHWIO TONTIEPAHTHOCTU K (PU3NYECKUM Harpyskam, YnyyLleHUo
WKOSLHOM YCNeBaeMOoCTH, YMEHbLUEHWUIO ronoBHON 60U y AeTen
€ HacnefcTBeHHbIMW CUHOPOMamMM, CONPOBOXAAKLLMMUCA 3a-
PEPXKOW pocTa; CNoco6CTBOBANO YIYHLLEHUIO TEMNOB pocTa y
PETEV C «pegKUMKU» HAcneACTBEHHBIMU CUHOPOMAMKU U CUHAPO-
oM LllepeweBckoro—-TepHepa. Ha toHe npuema KoMmMnekcHoM
Tepanuu, HanpaBneHHOW Ha KOPPeKLMIo MUTOXOHAPWUANEHON He-
ROCTATOYHOCTN, OTMEYEHO ynyyLleHUe BUOXUMUHECKUX noKasa-
TeNen: YMEHbLUMIIOCh COiePXXaHNe MOMOYHON KUCNOTbI B KPOBK
y fetet 1-i u 3-1 rpynn HaénogeHus, y 605bHbIX C HACNeaCTBEH-
HLIMU OCTEOXOHAPOAUCNINA3UAMU CHUBMIICA YPOBEHb MUPOBUHO-
rpagHo KWCNOTbI; 3HA4YUTENbHO YMEHbLIWIACH MOBbILEHHAS
3IKCKPELMA OPraHVYEeCcKUX KUCIOT Y AETEN C HACNeACTBEHHbIMU
CHMHAPOMaMMU, CONPOBOXAAOLLIMMUCA 3afepXKoi pocTa. MNpume-
HeHne guddepeHUMPOBaHHBIX KOMMIIEKCOB 3HEProTPOrNHOW Te-
panvu 61aronpuATHO OTPA3WUINOCh Ha U3MEHEHUU LUUTOXUMUYe-
CXMX Nokasartenen.

Buisoabl

1. MNpn HacneacTBEHHBLIX CUHAPOMAX, COMPOBOXAAIOLLIMXCA 3a-
REPXKOWM poCcTa, BbISBAIOTCA BbIPXEHHBIE HAPYLLIEHUS (OYHKLUMN
MUTOXOHZAPUI. KNnMHUYeCcKMMM NpUsHakamm STUX HapyLLEeHWA AB-
NAOTCA MblLLEYHan cnabocTb M TMMNOTOHUS, CHUXEHWE NePeHoCH-
MOCTU (DM3NHECKMX Harpy3oK, (OyHKLMOHASIbHBIE U3MEHEHWUA CO
CTOPOHbI LEEHTPANBHOW HEPBHOW CUCTEMbI.

2.V petel ¢ HAaCNEACTBEHHbIMU CUHAPOMaMU 3afEpPXKN poc-
Ta, CONPOBOXAAIOLLIMMUCA MbILLEHHOW CraboCTbIO U FUNOTOHUER,
BbISIBMATCA GUOXUMUHECKWUE NPU3HAKUM MUTOXOHAPWASBHBIX Ha-
PYLUEHWH: runepnaktat- M runepnvpysataungeMus, npuadHaki
8KTMBALUMKU NEPEKUCHOIO OKUCTIEHWUA JTMMNMAOB, NOBbILLEHWE 3KC-
KpeLumn opraHuyecKux KUCNOT C MOYOR, U3MEHEHUA LIMTOXUMUYE-
CKOro cTaTtyca nmdounToB neprudepruyeckoin KpoBu (CHUXEHUE
aktmeHoctv CAI, -ToAr, rAr, noBbiweHne aktueHoctn JIAN).

3. KnuHunueckne n 6MoxXumMmnyeckme NpusHakm MUToxXoHapuass-
HbIX HApYLUEHWI Hanbonee BbIPAXEHb! Y AeTel, HU3KOPOCOCTb
KOTOPbIX 06YCNoBMeHa HacneacTBEeHHbIMKU OCTeOXoHOpoAucnna-
3MAMU, MOHOI€HHbIMW CUHAPOMAaMM WU, B MEHbLUEN CTEeMNeHW, CUH-
Apomom Llepeluesckoro—TepHepa.

4. Kputepuamu puddepeHUMpOBaHHOW MeaVKaMeHTO3HOM
KOPPEKLMWN BbIABEHHbIX HapyLUeHWA OYHKUMU MUTOXOHAPUA Y
OeTen ¢ HacneaCcTBEHHLIMU CUHAPOMAMU, COMPOBOXJANLLMMUCS
330epXKOW POCTa, MOFYT CIyXWUTb CTEMEeHb CHUXEHWUS aKTUBHO-
ctn CAI B numcboupmTax nepuepr-ecKoin KpoBU 1 NPorpeccupy-
IOLLIMIA XapaKTep Te4YEHUA OCHOBHOMO 3a60rieBaHuns.

5. OudbchbepeHumpoBaHHas KoMnnekcHas MeTabonuyeckas Te-
panus NO3BONUNA YIYULLIMTL TEMIbI pOCTa AETENA C MOHOMEHHbIMM
3a6oneBaHuaAMM M cuHapomom Lllepewesckoro-TepHepa u He

oKagana BSfMAHUA Ha AaHHbIA NapaMeTp y 60MbHbIX C OCTEOXOHA-
poavcrnasnaMm.

6. MNog BNNAHWEM KOMMNTEKCHON SHEProTponHon Tepanun y fe-
Ten BCex rpynn He3aBUCUMO OT HO30MOrNYeckon hopMbi 3abone-
BaHUA yCTAHOBMNEHO YnyylleHue (YHKUMOHANBHOrO COCTOSIHWA
LeHTpanbHOM HEepPBHON CUCTEMbI, MONOXMTENbHas AMHaMUKa B
NCHUXUYECKOM Pa3BUTUM U YMEHBLLEHWNE MbILLEYHON FTMNOTOHUM.
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