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N310KeHbl cOBPeMeHHbIE B3LIsIbI HA SHEPreTHYEeCKHii 0OMEH B JKMBO# KJleTKe, MPeICTABJIEHbI CBEJAEHHsI 0 MEXAHU3MAX €ro pea-
JM3aIUH B HOPMe M mpu narojoruu. [1oapodHO ocBelleHbI CHOCOOBI AMATHOCTHKH HAPYIIEHWiIl BHYTPHKJIETOYHON JHEPreTHKH,
BKJIIOYAIONIME OLEHKY AKTHBHOCTH MHUTOXOHIPHAJIbHBIX (hepMeHTOB B MM(pONMTAX KPOBH, YPOBHSI OOIIEro W CBA3AHHOTO KAPHHM-
THHA C MCTOJIb30BAHUEM METO/I0B (DOTOIJIEKTPOKOIOPUMETPHH M XKUIKOCTHOI TaHIEMHO# XpomMaTomMacc-cnekrpomerpun. Onuca-
HbI OCHOBHbIE KJIMHUYECKHE MPOSBICHHS] MUTOXOHIPHAIBHBIX HAPYUICHHii: NATOJIOTHYECKHE MPOSBIEHHSI CO CTOPOHBI MBIIIEYHOM
W 1IEHTPAJIbHOI HEPBHOI cUCTeM, cepaua, APYIMX COMATHYECKUX OPraHoOB, MOJMCHUCTEMHOCTb MOPAXKEHHIA. ABTOPbI aHAIM3UPY-
10T CBeJeHUS] MeIMIMHCKOI JIMTePATyPhl MOCJIEIHNX JIET 0 COCTOSHUN JHEPreTHIECKOro 00OMeHA NP Pa3HOi MATOJIOTHH Y JeTeii:
NPH MUTOXOHPHAJILHBIX 3200/IEBAHUSX, IATOJIOTHH MUAILEBAPUTEHHOTO TPAKTA, MOUEBbIIEIUTEILHON CUCTEMbI, BEreTOCOCYIUCTOM
nuctonuu u 1p. IlpuBeneHsl 1aHHbIe 0 CIOCO0AX KOPPEKIMH HAPYIIEHUIT JHEPreTHYECKOro 00MeHa ¢ UCIO0JIb30BAHHEM SHEPrOTPON-
HOii Tepanuu. YoeauTe/IbHO MOKA3aHO, YTO MPH MUTOXOHIAPHAJIBHBIX HAPYLIEHUSX HEOOXOAUMbI NMpenaparbl L-KapHUTHHA B BUIE
MOHOTEpANNU WIN B KOMILIEKCE C IPYTHMHU JIeKAPCTBEHHbIMM CPEACTBAMH.

Karoueesvte caosa: demu, MumoxoHopuanvhvle HapyueHus, MUMOXOHOPUANbHbIe 3a001e6aHUS, OUCHAG3US COCOUHUMENbHOU MKAHU,
L-kapnumun, snepeomponnas mepanus.
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The article presents current views on energy metabolism in a living cell, information on the mechanisms of its implementation in norm
and in pathology. The methods of diagnostics of intracellular energy disturbances including the assessment of mitochondrial enzymes
activity in blood lymphocytes, the level of total and bound carnitine using photoelectrocolorimetry and liquid tandem chromatomass
spectrometry methods are discussed in detail. The main clinical manifestations of mitochondrial disorders are described: pathologi-
cal manifestations on the part of the muscular and central nervous systems, the heart, other somatic organs, the polysystemic nature
of lesions. The authors analyze the recent medical publications on the state of energy metabolism in different pathologies in children:
with mitochondrial diseases, pathology of the digestive tract, urinary system, vegetovascular dystonia, etc. Data on the ways of cor-
rection of energy metabolism disorders using the energy-rich therapy are presented. It is convincingly shown that mitochondrial
disorders require L-carnitine preparations in the form of monotherapy or in combination with other drugs.
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3HepreTW{ec1<m7I OOMEH — CJIOKHEWIITNIT KOMIIIEKC
MpOoILIeCCOB, 00ECMeUYnBaOIINI BCE CTOPOHbBI XKM3-
HeAeATeIbHOCTY XKMBOM Matepun. OH BKIIIOYAeT XH-
MU4YecKre u (U3MKO-XMMHUYECKHE peaKlni KaK B Op-
TaHWU3MeE B 1I€JIOM, TaK U Ha YPOBHE OTAEJIbHOU KJIETKU.
B mocnenHee BpeMsi coBpeMeHHasi MEAUIIMHA YyIesieT
Bce OoJiblliee BHUMaHME TpolieccaM, JieKalluM B OCHO-
Be KJIETOYHOTO JHEproodecrieuyeHusI, MPOUCXOISIIINM
B MUTOXOHIpHUsIX. OCHOBHOU (DYHKIIME 3THUX OpraHesu
SIBJISIETCS BBIpAOOTKA SHEPTUU U3 MOCTYMHAIONINX B IIM-
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TOIJIa3My TIPOIYKTOB oOMeHa BellecTB. MMeHHO B HUX
OCYLIECTBIISIETCS] KJIETOUHOE JIbIXaHUE, OKUCIISIIOTCSI Be-
1LIECTBA, MOJYYEHHBIE B Pe3yJIbTaTe aHA9POOHOTO OpoKe-
HUS U BBICBOOOXIAETCST OOJIbIIIOE KOJIMUYECTBO BHEPTUM,
akKKyMyJupyeMoi mpeumyiiectBeHHo B AT®. Hapyie-
HUS TIPOLIECCOB HOPMaJIbHOTO OOMEHa BEIIECTB B MM-
TOXOHJIpUSIX Ha3bIBAIOTCSI MUTOXOHIIPUAJIbHON HelocTa-
TOYHOCTHIO.

Tlpouieccsl  3HeprooOecrnevyeHus  YHUBEPCATbHBI
BO BCeX KJIETKaX OpraHm3Ma. DTO TMPUBOIUT K OTPOM-
HOWl BapuMaTMBHOCTU KJIWHWUYECKUX TIPOSIBICHUN MM-
TOXOHJPHAJbHON HEIOCTAaTOYHOCTUM B 3aBUCUMOCTU
OT MPEUMYIIIECTBEHHOTO BOBJICUEHUSI B MATOJIOTMYECKUIA
MpolLecc TOTO WK MHOTO opraHa, TKaHu. KinnHuyeckue
CUMIITOMBI BKJTIOUYAIOT CITIEKTP OT TOBBILICHUS yTOMJIsIe-
MOCTH JIO TSIKEJbIX 3HIedanonaTrii ¥ moJMHeBponaTuii
MpU TIOPaXXeHUM HEPBHOM CHUCTEMBbI, OT YMEPEHHbIX Ha-
pYlLIEHUI pUTMa IO JAWIATAllMOHHBIX KapJHMOMUOIATUI
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B KapAuOJIOTUM, OT HEOOJBbIIONH MBIIIEYHOUN cllabocTh
JI0 TPYOBIX MUOTATUYECKMX W3MEHEHWI B MUOJIOTHHU.
AHAJIOTUYHEBIE TIPOSIBJICHUSI MOXKHO HAWTH U B APYTUX CH-
cTeMax opraHusma. Bo Bcex cirydasx B OCHOBE Mpo0JieM
JIEKUT 3aMeUIeHNe OMOXUMUYECKUX PeakKIuii B MUTO-
XOHIpUSIX. [MTTOKCUST, MHTOKCUKALIMS ellle OOJIbIlle TOp-
MO3IT yKa3aHHbIe Tiporecchl. O6pa3syoinecss B TaKUX
VCJIOBUSIX B TTOBBIIIIEHHOM KOJIMYECTBE CBOOOIHbBIE PaIy-
KaJbl He YCIeBalOT WHAKTUBUPOBATHCS aHTHMOKCUIAHT-
HBIMM CHCTEMaMHM 1 TIOBPEKIAI0T MUTOXOHIPUH, YCYTYO-
JISIST 9HEPTETUYEeCKKe HapYIIeHUsI, IPUBOIS B KOHEYHOM
cyeTe K arforTo3y U HeKpo3y KJIeTOK.

BriepBbie HapylieHUs oOMeHa BeleCTB, BbI3BAHHBIE
IUChYHKIMEH MUTOXOHIPUIA, TOBPEKIAIOIINE TKaHEBOE
JbIXaHue, ObLTA omucaHbl B cepeanHe XX Beka. B Ha-
crosiiiee BpeMsi u3BecTHO yxxe 6onee 200 3aboeBaHUiA,
O00OYCJIOBJIEHHBIX T€HETUYECKUMU, CTPYKTYPHBIMU, OUO-
XUMUYECKUMU Je(DeKTaMK B OpraHesiax, B OCHOBE KOTO-
PBIX B KAaYeCTBE 3THOJOTUYECKUX WY TTATOTEHETUIECKIX
(hakTOPOB JIEKUT MUTOXOHAPHUATbHAS HETOCTATOYHOCTD.
K HUM OTHOCSITCS caxapHBI IWabeT, paxuT, CHHAPOM
XPOHUYECKOUN YCTaIOCTH, TJIMKOT€HO3bI, TeUYeHOYHast
HEJIO0CTATOYHOCTh, TMPOKCUMAabHASI TyOyJOTaTusI, MU-
IpeHb, TAHIUTONEHUs, HACJEICTBEHHbIE HapyIIeHUS
COCTMHUTENIBHOM TKaHW W MHOTHWe Apyrue. Yaiue Bcero
KIMHAYECKUE TIPOSIBJICHUSI B Pa3JIMYHBIX COYETAHUSIX
HaOJTI0IAI0TCS CO CTOPOHBI LIEHTPAIbHOM U Tepudepu-
YeCKOM HEPBHOW CHCTEM, CKEJIETHOM M KapAWalbHOMN
MBIIIEYHOM TKAHW, OPTaHOB YYBCTB, 3KeJie3 BHYTPeHHEH
U BHEIIHEW ceKpeluu. DTO MOTYT OBITh HU3Kas TOJie-
PAHTHOCTh K (PM3MYECKUM HaArpy3kam, ObICTpasi yTOM-
JIIEMOCTh, CIab0CTh, MBIIIEYHAST TUTIOTOHMSI, TUTIOTPO-
(s, MUOTIATUIECKUI CUHAPOM, 3a[iep>KKa YMCTBEHHOTO
pa3BUTHSA, CYIOPOTH, TUTIEPTPOGUIECKas NI TUIaTalv -
OHHasl KapJAWOMUOIATHsI, HapyIIeHUsI CepAeUHOM Mpo-
BOJIMMOCTH, 3peHUS U cliyxa, oOMeHa BelecTs [1, 2].

Hapsiny ¢ G6enkamu M yriaeBomaMM, OCHOBHBIMU HC-
TOYHMKAMU SHEPTUU B KIIETKE SIBJISIIOTCS KUPBL. OmHOM
13 BaXXHEUIINX CTAIWi TTOJYYeHUST U3 HUX SHEPTUU SIB-
JIIeTCST OKMCIIEHNE KUPHBIX KUCIOT B MUTOXOHIPUSIX C
nocenyomuM cuHTe3oM AT®D. YposeHb cuHTeza ATD
3aBUCHUT OT TTOCTYIUICHUS SKUPHBIX KUCIOT BHYTPb HaH-
HBIX opraHesul. KiToyeBbIM Y9aCTHUKOM 3TOTO TMpoliecca
cuntaeTcsl L-KapHUTHUH, HAXOASIIUICS B TKaHSIX B (op-
Me L-crepeonsomepa. L-KapHUTUH TpeACTaBiIsieT OO0
HU3KOMOJIEKYJISIPHOE COETWHEHME, TTPOU3BOIHOE aMU-
HOMACJISTHOM KUCTIOThI. OH TpaHCMOPTUPYET ITMHHOLE-
MTOYEYHbIe KUPHBIE KUCIOTHI B BUIE CIOXHBIX 3(PUPOB
(aIMIKapHUTUHOB) W3 IUTOILIA3MBI 4epe3 HapyKHYIO
M BHYTPEHHIOI MeMOpaHbl MUTOXOHAPUI B MaTpuUKC.
Tam, B MaTpukce, TpOUCXOIUT UX B-OKUCIEHUE C 00pa-
3oBaHueM areTui-KoA, ciyxaiiero cyocTpatom sl M-
xima Kpebca m mocneayromiero cuHteda AT®, xonmvna
U ero 3(UpOB, M3 KOTOPBIX 00pasyeTcs aleTUIXOJUH
[2, 3]. HokazaHo yuactue L-kapHuTuHa B cuHTe3e T-
" B-mumdonmraMu HeMeTraTopHOTO BHYTPUKIIETOYHOTO
ateTiIxonHa. TlocmemHWii B3aMMOIENMCTBYET C COOT-

OB30PbI JINTEPATYPbI

BETCTBYIOIIIMMH peLIeTITopaMi Ha Makpodarax ceje3eH-
KW, MHTHOUPYS] aKTUBHOCTb BOCTAJIMTEIBHOTO MEIUaTO-
pa (akTopa HeKpo3a OMyXoJihn-anab(a, OTBETCTBEHHOIO
3a pa3BUTHE CUCTEMHOTO BocrajieHus [4]. ALIeTUIXOJINH,
SIBIISISICH MEAMATOPOM KaK CUMITATUYECKOro, TaK M Tia-
pacMIaTUYECKOTO OT/Ie/Ia BEereTaTUBHOM HEPBHOM CH-
CTeMbI, 00ecreYnBaeT TMPUCITOCOOIEHNEe OpraHu3Ma
K BIMSHMIO (DAaKTOpOB BHEIIHEH cpenbl [5]. YcraHoBieHO
GJIaronpusITHOE BIMSIHUE L-KapHUTHHA Ha SHAOTEUI CO-
cynoB. BhIsIBIIeHa eTo ClTOCOOHOCTh BOCCTAaHABIMBATH SH-
JOTETUANTbHYI0 (DYHKIIVIO U TIPEAYTIPEXIaTh peMOIETUPO-
BaHME COCYIOB, OOYCJIOBIEHHOE CHUKEHUEM TIPOIYKIINN
okcua azora [2].

HenocratouHoe MoOCTyIIeHUE KUPHBIX KUCJIOT B MU~
TOXOHAPUM CKa3bIBaeTCsl Ha TIOCIEAYIOIIMX Tpolieccax,
COTTPOBOXAAIOIINXCS BBIPAOOTKON 3HEPTUM; B PE3yJIb-
TaTe aKTMBU3UPYETCS WCIOJb30BaHWE B KauyeCTBE WC-
TOYHUKA DHEPTMU TJII0KO3bl. Ha 3TH peakiuy TpaTutcs
6oJIbIIIe KUCIOPOJA, YTO TTPUBOIUT K TUITOKCUM TKaHEH
¥ BO3HUKHOBEHMIO TTOPOYHOTO Kpyra HapylleHUi 6uo-
XUMHUUYECKUX MPOLEeccoB [3, 6].

B opranusme yenoBeka CUHTE3MpyeTCs TOJbKO 10-
20% HeoOXoaMMOTO KOJIMYECTBA KAaPHUTHUHA B TMIEUYEHHU U
MOYKax U3 MpealIeCTBEHHNKA C y9acCTHeM aMUHOKHUCIIOT
JIN3WHA, METUOHWHA U psina (hepMEHTOB B MIPUCYTCTBUU
ButamMmuHoB C, B, nonos xene3a. OOpa3oBaBIIUiics Kap-
HUTUH TPAHCIIOPTUPYETCST B CKEJIETHBIE MBIIIIIBI U MUO-
Kapll, ero TKaHU-XpaHWJININA, TJe aKTUBHO MPOUCXOAUT
o6meH xupoB. 80-90% HeoOXOAMMOTO KOJMYECTBA Kap-
HUTWHA JOJKHO TTOCTYINaTh U3BHE. B HacTosinee Bpems
MEHIO B3pOCJIOTO 4YesioBeKa obOecreyrBaeT JUIIb TPETh
ero MoTpedHOCTell B KApHUTHHE, B OCHOBHOM 3a CYET
MSICOMOJIOUHBIX M PBIOHBIX MPOAYKTOB (OTCIOA €TO Ha-
3BAHUE OT «KAPHUC» — «MSICO»).

B HacTosiiee BpeMsl B TIOMYJISILIMKU paciipoCTpaHeH
BTOPUYHBIN Je(UIIUT JaHHOTO OWOJIOTMYECKU aKTHB-
HOTO BellecTBa. [IpUYMHBI KPOIOTCS KaK B HapyIIeHU-
SIX €r0 DHIOTEHHOTO CHHTE3a, YCBOCHUS M3 TPOIYKTOB
MUTaHUsI, OOMEHa B OpraHW3Me, HeIOCTaTOUHOM ITO-
CTYIJICHUM C TIWIIEW, TaK U B YCWUJIIEHHOM BBIBEICHUU
yepe3 MOYKU WM MUIIeBAapUTEbHBINA TpakT. B HopMme
KapHUTWH TIPaKTUYECKU TOJHOCThIO peabcopOupyeTcst
B MouKaX. BeIBeleHMe ero M3 OopraHM3Ma yCUJIMBAeTCs
MPU CTPECCOBBIX CUTYALIUSIX, MH(PEKIIMOHHBIX 3a00J1eBa-
HUSIX, HApyIIeHUU (HYHKIIUW TTOYeYHBIX KaHaJIbIIEeB, Ta-
TOJIOTUM TIEYeHU, KUIIIeUHUKa [7].

MuTtoxoHApHUaTbHBIE HapYIIeHUST MOXHO IHarHO-
CTUPOBaTh C TIOMOIIBI0 OMOXMMMUYECKUX M TEeHEeTHYe-
CKHX METOIOB. broxmmuyeckas IMarHOCTHKa TIPOIIe,
JeleBie M, KaK MpaBWIO, YyBcTBUTeNbHee. Hambosee
YacTO MWCTIOJb3yeMble UCCIeI0BaTeIbCKE METOIM-
KW B HacTosiliee BpeMs — (POTORIEKTPOKOIOPUMETPUS
1 GoJiee TOYHAS KUAKOCTHAsT TaHIEMHAasl XpOMaToOMacc-
cnektpometrpusi. B Poccun paspaboraH CKpMHUHT Me-
TOJI BBISIBJICHHWST HAPYIIEHU KJIETOUHOTO SHEProooMeHa
10 aKTUBHOCTH MUTOXOHAPUATLHBIX (PEPMEHTOB B JIMM-
dormrax KpoBu. B 0OCHOBE JICKUT TIpeICTABIEHNE O TOM,
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YTO OHU OTpaXkaroT TOJUCUCTEMHbIE U3MEHEHUSI BCETO
opranusmMa. OLeHuBaeTCsl aKTUBHOCTh (DEPMEHTOB CYK-
muHataeruaporeHassl (CIIN), anbda-rnunepodocdar-
nerunporeHassl  (o-T'DIAl), mIyramataeruaporeHassl,
pa3Mepbl UX TpaHyJ, ONTHYECKasl MJIOTHOCThb, YPOBEHb
KjactooOpa3oBanud [1, 3, 8].

O HapyllleHUH MPOLIECCOB KJIETOYHOTO HEProodMeHa
KOCBEHHO WJIU TIPSIMO CBUJIETEILCTBYIOT META0OIMYECKUIA
aluI03, TIOBBIIIEHE B KPOBU COJEPXKAHUSI JlaKTarta, Mu-
pyBaTa HaToIIaK W TIOCJIe Harpy3KW TJIIOKO30M, U3MEHe-
HUE COOTHOUIEHMS JJaKTaT/MMpyBaT, akKTUBALIMS TIePeKMUC-
HOTO OKMCJICHUS JIMTIUIOB, YBEJIMYEHNE IKCKPELIMU psiia
OpPraHMYeCKUX KHUCJIOT, CHUKEHME COJEpXKaHUs OOIlero
kapHuThHA. OO KApHUTUH KPOBU COCTABJISIET CYMMY
cBobomHoro (70—80%) u cBsizanHoro BuaoB (20—30%).
B HOpMe ypoBeHb CBOOOTHOTO KapHUTHMHA B KPOBU CO-
craisger 20—60 Mkmomb/a. Ero mokaszarenmu oTpaxkaroT
0CBOOOX/IEHUE TAHHOTO BENIECTBA U3 SHAOTEHHOTO IyJa.
CBsI3aHHBIN KapHUTUH TIPEACTaBIeH allMUIKapHUTHHAMMU,
B OCHOBHOM aueTuikapuutuaom C, (85%). Mndopma-
TUBHO M3y4YeHWE OTHOIIEHUSI CBSI3aHHOTO M CBOOOIHOTO
KapHUTHMHA — KapHUTWHOBBIN KOA(POULIMEHT, OOBIYHO
oH He mipesbiraet 0,6. Ero yBenmyeHre pu COXpaHeHUN
B npezesiax pehepeHTHBIX 3HAUSHU I YPOBHS 00111eT0 Kap-
HUTHUHA TOBOPUT 00 OTHOCHUTEIBbHOW HEIOCTaTOYHOCTHU
CBOOOIHOTO KapHUTHHA [2].

ITpuBeneHHbIE BbIIIe JAaHHBIE O Pa3IUYHBIX OTKJIO-
HEHMSIX He SIBJISTIOTCS CIelu(pUIecKUMU, OTIUYAIOTCS
BapUaTUBHOCTBIO M MOTYT BCTPEYaThCs KaK MPU MUTO-
XOHIPUATHHON HETOCTATOYHOCTU, TaK W TIPU APYIUX
3aboneBaHusx. B miemom 15—20% meteit UMEIOT yMepeH-
HbIE HapyIIeHUs] KJIeTOYHOU 3HepreTuku. OHM MOTyT
He MPOSIBJIITHCSI B BUAE CAMOCTOSITETbHBIX 3a00JI€eBaHUI,
OJTHAKO CKa3bIBAIOTCSl HA XapaKTepe TeYeHUs Ipyrux 00-
Je3Hei [2].

B nutepaType MOXHO BCTPETUTh pe3yJabTaThl MHO-
TOYMCIIEHHBIX MCCJIEIOBAaHUI Yy JIeTeil pa3HOTO BO3pacTa
U TIpY pa3HoM maTtoyioruu. Tak, MokasaHo, YTO Y HOBO-
POXIEHHBIX 1 0COOEHHO HEJIOHOIIIEHHBIX JIeTeil MeeTC st
dusmoIornyeckass HeIOCTaTOYHOCTh KapHUTHHA [9, 10].
Ilo manHbIM paboThl, IpoBeaeHHON B HWUW nenuarpumn
U nerckoi xupypruu . Mockssel, u3 100 mereit, mocty-
MUBIIUX B TEHETUYECKYI0 KIMHUKY C HenuddepeHIn-
POBaHHBIMU HaApYIIEHUSIMU (PU3UIECKOTO U HEPBHO-
TICUXUYECKOTO pPa3BUTHSI, Y 49 BBISBICHBI HapyIICHUS
KJIETOYHOTO 3HeprooomeHa [11]. DHepreTuyeckuii nepu-
UT Ha (poHEe OOMEHHBIX HapyIIeHUH, TMCHYHKIIUU KOPbI
HaJMOYEYHNKOB BBISBIIEH Y TTALIMEHTOB U C TUTIOTPOUEI,
u ¢ oxkupeHueM. [1pu runorpouu 1—2-ii crerneHu y nerei
BBIsIBJIcHO cHWKeHUe aktuBHOCTH CJI, o-T'®T, moBbI-
IIeHUEe aKTUBHOCTU Kucoit hocdarassi [3]. [1o cytu cxo-
xue usMeHeHus (cHuxkeHne aktusHoctd CAT  o-TOT)
y nereit ¢ oxupeHuem [12]. BbIsiBlIeHHbIE W3MEHEHUs
MpU TUMOTPOGUU aBTOPBI PaCLICHWBAIOT KaK MPOSIBJICHUE
CHUXEHUSI OKUCIUTEbHO-BOCCTAHOBUTENIBHBIX TPOIIEC-
COB B JIMM(OLUTAX, HAPYIIEHUSI COCTOSTHUSI KIETOYHBIX
MeMOpaH 1 yCUJIEHUS MTPOIIECCOB KaTaboJIM3Ma B KJIETKaXx.

Ilo maHHBIM Jpyroro MccienoBaHUs, y JAETeil C Bere-
TaTUBHBIMU PacCTPOMCTBAMU OTMEYaJOCh CHUXEHUE
aKTUBHOCTM MUTOXOHApUaibHbIX ¢epMmeHToB CT,
a-T'®AT, nakratneruaporenassr (JIAT) [13].

Tlpn HacienCcTBEHHBIX OOJIE3HSIX COENMHUTEIbHOMN
TKaHU, TP MUTOXOHIPUAJIbHBIX 3a00JIeBaHUSIX BCTpE-
yaeTrcsl yMEpPeHHOE CHMXEHUE colepKaHus oOIlero
1 CBOOOJHOTO KapHUTUHA B KPOBHM, HAKOIUIEHUE alluI-
KapHUTHWHOB, BBICOKWII YPOBEHb JIaKTaTa, MOBBIILIEHHOE
OTHONIEHNE JIAKTAT/MIUPYBAT MOCJIEe HAPY3KU TJII0OKO301
[14, 15]. Y nmereii ¢ aucruia3ueil COEAMHUTENbHON TKAaHU
BBISIBJIEHBI 3HAUMTEJIbHbIE HapyIIeHUs B 3HepreTuye-
CKOM OOMeHe, BTOPWUYHBIN 3HEProaeULMT, MPU3HAKU
OKHUCJIMTENIbHOTO cTpecca u rumnokcum [15—20]. V Hux
OTMEUYEHO TIOBBIIIEHWE YPOBHS JIakTaTa (HepeaKo C pas-
BUTHEM JakTaT-anumosa), JIAI, cHuXeHUe aKTUBHO-
ctu CAT numdormros [21]. PazBuTre OKUCAUTETBLHOTO
cTpecca Mpy AUCTUIa3UU COETUHUTEIbHOU TKaHU Y IeTeN
MOATBEPKIAETCSI CHDKEHUEM PEe3MCTEHTHOCTH MeMOpaH
SPUTPOLIMTOB, YBEIMYEHUEM COACPKAHUS TIPOAYKTOB,
pearupymommnx ¢ TMo0apOUTypOBOil KHUCIOTON B CBIBO-
pOTKE KPOBM, YTO CBUICTEIBCTBYET OO0 aKTHBU3ALIMU
MEePeKUCHOTO OKUCAeHUsT TunuaoB [22]. U3meHeHus ra-
30TPAHCIIOPTHOMN (PYHKIINM TIPOSIBIISIIOTCS B YBEJTUUEHUU
ypoBHS 2,3-nudochorauiepara, 4TO CBUIAETETLCTBYET
0 HemocTaTouyHoi okcureHanmu. Kpome Toro, y merei
C JAUCIUIa3ueil COeMMHUTETbHON TKaHU BBISBJICHO CHM-
JKeHWEe YPOBHSI MUPOBUHOTPAJIHON KUCJIOTHI, YTO OTpa-
JKaeT CPbIB alanTallMOHHBIX BO3MOXKHOCTE 3pUTPOLIM-
TOB B OOECIIEYeHUM TKaHEeW aJeKBaTHBIM CO/ep>KaHUEM
kuciopona [6, 17]. Bece aT0 crmoco6CTBYET TPOrpeccupo-
BaHMIO OCHOBHOI CHUMIITOMATHMKM, CO3/aBasi HeOyaro-
MPUSTHBIN (DOH.

WccnenoBaHnue cuUCTeMbl aHTMOKCUAAHTHI—ITPOOK-
CUJIaHTHI TOKAa3aj10, YTO TMPU AUCIUIA3UU COEAUHUTEb-
HOW TKaHW OTMedYaeTcsl akTuBalvsi (hepMEeHTOB TEPBOM
JIMHUM 3alUThl — CYIMEPOKCHUUIMCMYTa3bl M KaTajla3bl
B BpPUTPOLIMTAX M LIEepyJOIJa3MUHA, 4YTO, OUYEBUIHO,
SIBJISIETCSl peaiu3alveil NelCTBUSI MEXaHU3MOB JOJTO-
BPEMEHHON afanTtaluyd CUCTEM aHTUOKCHUIAHTHON 3a-
IIUTHI KPOBU B YCJIIOBUSIX TUTTOKCUM U OKUCIUTETHLHOTO
crpecca. OueHKa criekTpa JUIONPOTeMHOB YKa3blBaeT
Ha rJIyOOKMe HapylleHUsl TpaHCMopTa JUMUI0B: YBEJIU-
YyeHUe OKHUCIUTESbHON MOoAu(UKAIIUKU JTUTTOTIPOTEMHOB
U CHUXXEHUE coiepxkaHust B-dppakuuu. M3meHeHus ak-
TUBHOCTH JIEMKOLIMTAPHOM dyacTasel, 0,-MaKporiooy-
JINHA, CYMMapHOW aKTMBHOCTU CEPUHOBBIX MPOTEMHA3
U aHTUMPOTEOJTUTUYECKOTO TIOTEHIMajla KPOBU HECYT
nHGOPMAILIMI0 O HAJIMYUU TIOBPEXIEHUsSI U MOTYT pac-
CMaTpUBAThCSl KaK AMArHOCTUYECKHME MapKephl JuCTIa-
31U COCAMHUTEIbHOM TKaHu [23].

B numeBapuTebHOM TpaKTe OOJIBIINX 3aTpaT TPeOy-
eT COKpaTuTelbHasi (DYHKIIUsSI, TIO3TOMY JIOTUYHO OXM-
JaTh ee HapylleHui Ha ()OHEe MUTOXOHIPUAJIbHON Hello-
cratroyHocTu [24]. Tpyrina aBTOpoB cpaBHUJIA COCTOSTHUE
rnokasarejieii 3HEepreTMYecKoro oOMeHa y TOAPOCTKOB
C DHAOCKOMWYECKW TMO3UTUBHOM TacTpoasodareaib-
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HoIi pedrroKcHOI 00Jie3HbI0 1 0e3 Hee [25]. Oka3anocs,
YTO CpelHMe TMOoKa3aTeu JlaKTaTa, MmupyBaTa U KapHU-
TUHA HAXOIWJWCh B Mpeaesiax HOPMBI y JeTell 00eunx
IpyMm. DTO CBHIACTENBCTBYET OO0 OTCYTCTBMHM TPYOBIX
pPAcCTPOMCTB TKAHEBOM SHEPTETUKU, HO TIPU TacTpO330-
(areanbHOI pedIIIOKCHOI 00JIE3HU B 11€JI0M BCe TTOKa3a-
TeJn ObLIM Bbillle. AOCOJIIOTHBIE 3HAUYEHUSI CBOOOTHOTO
KapHUTHWHA TIPeBBIIIAIN HOpMY Y 41% neTeit OCHOBHOM
rpymmbl. CBSI3aHHBIA KapHUTUH W KapHUTWUHOBBINA KO-
5(GGULIMEHT He BBIXOAWIM 3a Tpeaebl HOPMbI BO BCEX
rpymmax, HO OBLIM BbIIIE y IeTell ¢ 330darutamu. OT-
HOIIIEHWE JIAKTAT/TIMPyBaT B HECKOJIBKO pa3 MPEBBIIIATIO
HOPMY B OCHOBHOI TPYTITIe CO 3HAYMTEJbHOW pa3HULIEH
OTHOCUTEJIBHO KOHTPOJISI. ABTOPHI JIeIat0OT BBIBOJ, O TOM,
YTO HapyIIEHWS] MOTOPUKHU THIIEeBAPUTEILHOTO TpaKTa
SIBJITIOTCSI  TIOKA3aHUEM JIJIST BBISIBICHUST SHepromedu-
LIUTHOTO AuaTe3a y NeTe.

Ipn maTojaorMM €O CTOPOHBI MOYEBBIACTUTETLHOM
CHUCTEMBI, 3 UMEHHO TP OOCTPYKTUBHBIX He(pOTIaTHSIX,
ITy3bIPHO-MOYETOUHUKOBOM  pedIIioKce,  aHOMATHUsSIX
pPa3BUTHUSA U JIp., OOJBITMHCTBO aBTOPOB OOHAPYKUBAIOT
CHMKeHUue akTuBHOCTH ¢depmenTa o-I'DT, orpaxaro-
mee JaedekT aHa’pOOHBIX IHEPTETUUYECKUX TMPOIIECCOB
B ueyioM [11, 26].

B ¢Bsi3u ¢ BBICOKOI pacrpoCTpaHEHHOCThIO Hapyle-
HUI DHEPreTUYeCKOro 0OMeHa SHEPTrOTPOITHAST Tepartust
roKa3aHa Tpy IIMPOKOM KPYre COCTOSTHUI — TIPU MUTO-
XOHIPHUATBHBIX 3200JIEBAaHUSIX, «BTOPUYHBIX» MHUTOXOH-
JNIPUATBHBIX HapylleHUsIX Ha ¢oHe APYroil MmaToJoruu,
a Takke Ul MPOMWIAKTUKYA BO3MOXKHBIX OCJIOXHEHUIA
y TTALIMEHTOB € BHEProAeUIIUTHBIM TUATE30M. DHEPro-
TPOTTHBIMU CUYMTAIOTCS MpErapaThl, KOTOPbIe AECTBYIOT
Ha BHYTPUKJIETOYHbIE OKMCIIUTEbHBIE TTPOIIECCHI, B TIEP-
BYIO ouepeib B MUTOXOHIPUsX. JloKa3aHO, YTO MOJIEKYJTbI
JIEKapCTB, Oyarofapsi CJI0XKHOMY KOMILIEKCY TPaHCTIOPT-
HBIX CHCTEM JAHHBIX OpraHellI, CITOCOOHBI MPOHUKATh
BHYTPb MUTOXOHIPUIA [4].

HcToprmyecku MpeanprUHUMAINCh TTOMBITKA UCITOTb-
30BaHus B JIEYCHUU TAIIMEHTOB MperapaToB KapHUTUHA
B pa3HbIX popMax. Okazanoch, 4To aueTus- L-kKapHuTIH
(adupHas popma L-kapHUTHMHA, K KOTOpOMY jJ00aBiie-
Ha aleTWIbHAs TPYIIa), TOCTATOYHO JIETKO MPOHUKAET
yepe3 remaTosHledannyeckuii 6apbep, IO3TOMY €ero
HCTOJb30BaHUE MOXET OBITH OINpaBIaHO TPH TOpaxke-
Huu HHC (Gone3Hnp Adgblreiimepa, BSHIehaNONaTUs
pa3IMYHOM MPUPOIBI, OTCTaBaHUE TICUXUYECKOTO pa3BU-
TUS y JeTeil, MOBBIIIEHHAsT YMCTBEHHAs! YTOMJISIEMOCTD).
B T10 Xe Bpewmsi maHHasi popma KapHUTHMHA B 2—4 pasa
ObIcTpee, YeM L-KapHWTHH, BBIBOAMTCS Yepe3 IOYKH.
IToaToMy Tpr HEOOXOAUMOCTH CUCTEMHOTO BO3JIEHCTBUS
Ha OpraHu3M TIPeIIOYTeHUe ClIeayeT OTIaTh Iperapa-
TaM L-KapHUTWHA, KOTOpbIE TTO3BOJISTIOT MOIIEPXKUBAThH
00N KapHUTUH B TJIa3Me Ha 0ojiee BHICOKOM YpOBHE
U JUIUTEJIbHEe TI0 CPaBHEHUIO C alleTWII- L-KapHUTUHOM.

L-kapHUTHUH WUCIOIBb3yeTCs y HeTeil Tpu 3aboseBa-
HUSIX Cepalia, TUMOTPOGUM, CHIKEHUU MBIIIEUHOTO
TOHYCa U MHOTHMX APYTMX COCTOSHMSX. [IpuBenemM HeKo-
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TOpbIe MPUMEPHI Pe3yIbTaTOB UccaeaoBaHMii. Tak, y HO-
BOPOXAEHHBIX, TMEePEHECIINX ILepeOpaTbHyI0 HUIIEMUIO,
nocyie 2—3 KypcoB L-KapHUTHHA YIydIIMJIMCH TTOKa3a-
TeJIM BapuabeJIbHOCTH cepaeyHoro putMa [27, 28]. Y He-
JIOHOIIEHHBIX JIeTeil ¢ TurmoTpodueit Ha (GoHe TeueHus
VYBEJIMUMJINCH CPEIHECYTOUHBIE TIPUOABKM MacChl Tela,
HOPMAaJIM30BaJICh MOKa3aTean (U3NYECKOTO W TICUXO-
MoTopHoro pazsutusi [9, 10].

YV cniopTcMeHOB, UCTTBITHIBAIOIINX TTOBBIIIIEHHBIE (h1-
3UYecKre Harpy3ku, nmpueM L-KapHUTHHA CITOCOOCTBO-
BaJl YMEHBIIIEHUIO pa3MepOB JIEBOTO XeIyaouKa cepaia
W BOCCTAHOBJICHUIO MCXOIHO HAPYIIEHHON CUCTOJIMYE-
ckoit pyHkuuu (ppakuuu Beidopoca) [29]. lokazaHa ag-
(PEeKTUBHOCTb DHEPTOTPOITHON Tepanuu y AeTeil ¢ Mpo-
JIaTIcoM MUTpabHOTO KiaraHa [30].

Hepenko mpenapatsl L-KapHUTMHA Ha3HA4YalOTCS
MPU BEreTaTUBHBIX PACCTPOMCTBAX y JETeH M MOIPOCT-
KoB. [Ipy TOMMHUPOBAHUM OTHOTO M3 OTIEJIOB BereTa-
TUBHOIM HEPBHOM CUCTEMBI 3aMETHO TTOBBIIIAIOTCS SHEP-
reTMYecKue TMOTPeOHOCTH OpraHmM3Ma, YTO TPUBOAUT
K pa3BUTHIO TUTIOKCUM TKaHEW, BHYTPUKIIETOYHOMY allv-
o3y U dHepreTrueckomy neduunty [6]. T.H. HakocteH-
KO M COaBT. BKJIIOUWJIM B CBOe HccienoBaHue 50 yacTto
Ooseronux neteii B Bozpacte 5—10 JeT ¢ pa3HbIMU Bapu-
aHTaMM BereTococynucToil auctonuu [13]. B neuenun
Hcmoib3oBajiach KoMouHanmst 20% sibKapa M MaHTOTa-
Ma B OOIIETIPUHSTHIX 103axX B TeueHue | mec. B pesynbra-
Te Tepanuy OTMEYEHO YIIydllieHre KOTHUTUBHBIX U DMO-
LIMOHANBHBIX (PYHKLMI, TapaMeTpOB BereTaTUBHOTO
roMeocTasa, rmokasarejieil aKTUBHOCTA MUTOXOHIPUAITb-
HBIX (DepMEHTOB. ABTOPHI J€IAIOT BBIBOJ, YTO B LIEJIOM
MaHHBIA KOMILIEKC JieKapcTB 3ddekTuBeH. Hambonee
BBIpaXXeHHBIE TTOJIOKUTEIbHbIE TEHACHIIMU TTOJTYIEeHBI Y
JeTell ¢ HOPMOTOHMYECKON BETETATMBHOW PEaKTUBHO-
crbio [5]. IIpu acuMNaTUKOTOHUYECKOM BapMaHTE, KO-
raa HaOJodaINCh MeHee BBhIpaKeHHBIE MOJTOKUTETbHBIC
CABUTH B pe3yibTaTe JICUeHUsI, pe3epBHbIE BO3MOXHOCTH
opraHM3Ma OIIEHMBAIOTCST KaK OoJiee HU3KWE U BO MHO-
roM ucueprianusie [13].

ITo muenuto E.B. Heynaxuna, mpemapatbl L-kap-
HUTWHA, 00JIafalole U SHEPTOTPOITHOMI, 1 TPO(hOoTpoT-
HOI aKTMBHOCTBIO, OKa3aJIMCh TEMU YHUKATbHBIMU Jie-
KapCTBEHHBIMU CPEICTBAMM, TPUMEHEHNE KOTOPHIX 00-
OCHOBAHO TPH aJIBTEPHATUBHBIX COCTOSTHUSIX, HATIPUMED
MPU BETETATUBHBIX TUC(HYHKIUAX KaK MO0 CUMITATUKOTO-
HUYECKOMY, TaK U IO BAaTOTOHMYECKOMY THUIIaM, a TaKXe
MPU XPOHUYECKUX PACCTPOMCTBAX MUTAHUS Y AETEi, CO-
MPOBOXIAIOIINXCS KaK HEIOCTATOYHOM, TaK 1 M30BITOU-
Hoilt Maccoit Tena. [Ipu 3ToM onTUMU3UPYETCS] COOTHO-
IIeHWe aHAOOJIMYECKMX M KaTabOJMYeCKHX TPOIIECCOB,
MOBBIIIAETCSI CTPECCOYCTOMYMBOCTh OpraHu3ma [5].

Hepenko B Tepanmuu MCIONB3YyeTCs COUYETaHME
L-kapHutHa ¢ KosHszuMoM Q. TlokazaH moOJOXK-
TeJbHBIN 3(deKT maHHOro KOMIUIeKca IpernapaToB
MPU TaCTPOMHTECTUHAIBHBIX 3a00JIeBaHUAX (LIeTMaKUSI,
MYKOBHCIIUIO3, CUHIPOM pa3IpakeHHOTO KHUIIeUHU-
Ka), aHEeMUsIX, paxuTe, MaToJOrMu ToYeK (TyOepO3HbIi
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Heanosa U.U. u coaem. KmiHndeckue mposiBIeHUS HAPYIIEHU T KIIETOYHOTO SHEProoOMeHa IPU COMATHIECKUX 3a00JIeBAaHUSX Y eTeil

CKJIepo3, THUAPOHe(hPO3, TUIIEPAKTUBHBIM MOUYEBOW TTy-
3BIpb), cepaua (MUOKapAMOIUCTPOGUH, KapAMOMHUOTIa-
THSI, HapyLIEHUsT CEPAECYHOTO PUTMAa), B KOMILIEKCHOM
Tepanuy KOXHBIX 3a0osieBaHuii u ap. [25, 31-36]. Taxk,
Yy HU3KOPOCHBIX AeTeil C HEIHIOKPUHHBIMM HaCJe/I-
CTBEHHBIMU 3a00JIEBAHUSMU TTIOCJIe TPOBEACHUS He-
CKOJIBKUX KYPCOB YKa3aHHOIM KOMILIEKCHOM Teparnu OT-
MEeYeHO yBeJIMYeHNE IJTMHBI TeJla Ha 6—7 ¢M B TO/I.

L-xapHUTHH 00JagaeT <«CUTHAJBbHBIM» 3(deKTOM,
T.e. UISl OKa3aHMsI JIeYeOHOro AeiCTBUS MOJIeKyJIa Belle-
CTBa He JIOJDKHA MOMaaaTh B KaXKIyi0 KJIETKY U MUTOXOH-
nputo. JIIsi aKTUBM3alMM JHEPTeTUYECKUX IPOIIECCOB
B OpraHu3Me, JUKBHIALMKU MX ArcOaTaHca JOCTATOYHO
MOCTYTUICHUST (PU3NONTOTUYECKUX 103 KapHUTUHA [2].

Heo6xonnMo MOMHUTB, YTO IEWCTBHE TAHHOTO BEllle-
CTBa 3aBHUCHUT W OT OUMOJOTMYECKUX PUTMOB OpraHu3Ma.
Tak, mpy Ha3HaYEeHWU TperapaToB L-KapHUTHHA B yT-
pPEeHHME Yachl OHM YCWJIMBAIOT SHEPTOTPOITHBIE, B TIEPBYIO
ouepeb KataboanyecKre Mpolecchl B OpraHU3Me, B Be-
yepHue — TpodoTporHbie, aHabosnueckue [3]. [Toatomy
MpY U3OBITOYHOM Macce Tesla JaHHbIe TperapaThl PeKO-
MEHJIyeTCs Ha3HayaTh B TEPBOI MOJOBUHE JHS, TTO BO3-
MOXHOCTH codeTass MX ¢ (DM3NYECKUMU Harpy3Kamu;
MPU HEAOCTATOYHOI Macce — B BeUepHUE Yackhl.

TakuM 00pa3oM, aHaJIu3 JaHHBIX JUTEPATYphl IO-
Ka3bIBaeT, UYTO KJIETOYHBINA DHEPTOAeMUILINT SIBISETCS
JIOBOJIBHO YaCTO BCTPEYAIOIIMMCS COCTOSTHUEM Y JIETEH.
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