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Jlana xapakrepucTHKa 3200J1€BaHHUii, CONPOBOKIAIOMIMXCS HAPYIIEHUSMH KJIETOYHOrO SHEProoOMeHa: MepBUYHBIX M BTOPHYHBIX
MHUTOXOHAPHAJIBHBIX 00Je3Hell. [ToguepKHyTa TPYAHOCTD pasrpaHuYeHust ITUX NATOJIOTHIECKUX COCTOsIHMIA y neTeil. Ha ocHoBaHuu
CBeJIeHHI JINTEPATYPbl M COOCTBEHHDIX JIAHHBIX NMPEICTABJIEHbI COBPEMEHHbIe KPUTEPUN TUATHOCTHKN M JuddepeHuanbHoii aua-

THOCTHKH MUTOXOHAPHAJIbHBIX 3a00.1eBaHuil.

Karouesvte caoea: Oemu, MUmMoxoHopuanbivle 604e3HU, Kpumepuu OUaeHOCMUKU, ouggeperuuarvhas ouazHocmuKd.

The paper characterizes the diseases accompanied by impaired cell energy metabolism, such as primary and secondary mitochond-
rial diseases. It emphasizes difficulties in differentiating these pathological conditions in children. Based on the data available in the
literature and their own findings, the authors present the current criteria for the diagnosis and differential diagnosis of mitochondrial

diseases.
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BHOCJ‘[C)IHI/IC JECATWICTUS] UHTEHCUBHO pa3BHMBa-
eTCcs1 HoBasl 00J1aCTh MEIMIMHBI, 3aHUMAaIOIIAsICS
M3YyYECHMEM TaK Ha3bIBA€MBIX «MMTOXOHIPUAIbHBIX
O0ones3Heli» [1—3]. PazpaboTka U BHeIpeHUE COBpe-
MEHHBIX METOJOB BBISIBIICHUSI PACCTPOMCTB, CBS3aH-
HBIX C HApYLICHWSIMU KJIETOYHOI'O HEProodOMeHa U
TKAHEBOI TUIIOKCUEH, TTOKA3aJIk, YTO 3TU HApyILLIEHUS
He SIBJIIOTCS peakuMu. Ha ocHOBaHMM HAKOILJIEHHO-
IO OIbITa MOXKHO CJI€JIaTh BBIBOJI, YTO CPeIU OOJIBIION
TPYMIIBI ITATOJIOTMYECKMX COCTOSIHUI, COITPOBOXK/IAI0-
LIMXCST PACCTPOMCTBAMU KJIETOYHOM OMO3HEPreTUKU,
clieyeT BbIACSATh «IIePBUYHbIC» MUTOXOHAPUATIbHBIE
3a00J1€BaHus M 00JIE3HU C «BTOPUYHOI» MUTOXOHAPU-
aJIbHOM AUC(YHKIIMEl ; KpoMe TOro, C(hopMYIUPOBAHO
IOHSITHE DHEPTroAe(PUIIMTHOIO AMaTe3a KaK HOpMaJib-
HOT0 KOHCTUTYLIMOHAJIbHOT'O BapUaHTa, XapaKTepusy-
I0ILIETOCSI OTHOCUTEILHO CHUKEHHBIM YPOBHEM IIUTO-
sHepreTuku [4—11].

MepBUYHbIE MUTOXOHAPUANbHbIE 00JIE3HU — YETKO
OYepUYCHHBIN KJIacC MaTOJIOTUYECKUX COCTOSTHUI, 00-
YCIIOBJIEHHBIX T€HETUYECKU AeTePMUHUPOBAHHBIMU
CTPYKTYPHBIMU M (YHKLIMOHAJIbHBIMU JIe(eKTaMu
MUTOXOHIIPUIA, BEAYIIMMU K HEAOCTATOYHOCTU IHEP-
reTMYECKOM MPOAYKIMM KJIETOK. B 3aBHCHMMOCTU OT
KJII0YEeBBIX 0OMEHHBIX pACCTPOMCTB, JIEXKaIIX B OCHO-
Be OMOZHEPTeTUYECKOM HEIOCTATOUHOCTH, CPEI MU~
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TOXOHIPUAJIbHBIX OO0JIE3HEH BBIIEISIOT HapyIICHUS
oOMeHa XXUPHBIX KUCIOT, upyBaTta, nukiaa Kpebdca,
neeKThl 3JIeKTPOHHO-TPAHCIOPTHOM LN MMTO-
XOHAPUIL U OKMCIUTENIBHOTO (ochopuinpoBaHusl.
IMocnenHsisa rpyrmna 0co00 BbIACISIETCST BhIPasKEHHbBIM
KJIMHUYECKUM TOJIMMOPGU3MOM U TeHETUYECKOM re-
TEPOreHHOCTBIO B CBSA3U C TEM, YTO CTPYKTYPHBIC MU-
TOXOHIpHUAJIbHbIE OCIKK U (DepMEHTHbIE KOMILIEKCHI
NbIXaTeJIbHOM 1ENM OTJIMYAIOTCS IBOMHBIM XapaKTe-
POM T€HETUYECKOTO KOIUPOBAHUS — HAXOISITCS ITOM
KOHTpPOJIEM U siiepHOi, © MutoxoHapuanbHoit JJTHK.
IIpogeMoOHCTpUpOBaHA JOOCTaTOYHAsl —paclpocTpa-
HEHHOCTh YKa3aHHBIX 3a00JIeBaHUI, COCTaBJISIOIIAS
1:5000—1:7000 HOBOpOXAEHHBIX. BhIicKazaHbl Mpe-
MOJIOKEHUSI, UTO He MeHee ueM y 15% nmeTeii ¢ HesICHOIA
3a/IePKKOI IICMXOMOTOPHOI'O Pa3BUTUSI I MUOTIATUEIH
maTojorust oOycjoBieHa nedeKTaMUu 3JIEKTPOHHO-
TPAHCIIOPTHOM LIENIH M OKUCIUTEILHOTO (Ppochopuiin-
poBaHus [11—14].

IIpu OGonblioit rpymre 3a0ojeBaHUI KaK 3HI0-
TEHHOr0, TaK M 3K30T€HHOIO IPOMCXOXKICHUS IMC-
(byHKIIMS MUTOXOHAPHUII MMEET BTOPHYHBIA XapakTep,
COITPOBOX/Iasi OCHOBHOM MaTOJOTMYECKUI1 IIPOLIECC.
HaGmonarornuecss mpu 3TOM SHEPreTMYECKHe pac-
CTPOICTBA HE SIBJISIIOTCS HEIOCPEACTBEHHBIM CJICM-
CTBHMEM KJII0UEBOTrO Ae(eKTa, HO, [I0-BUIMMOMY, UTPa-
IOT CYLIECTBEHHYIO pOJib B maTtoreHese. Ilpumepom
MOoAOOHBIX 3a00JieBaHUI CAyXaT LepoOMIIMnodyc-
LIMHO3, TaHIJIMO3UI03bl, MYKOIIOJIMCAXapUA03bl, PSII
CHUCTEMHBIX MO3KEYKOBBIX JeTeHepaluii, rernaToJIeH-
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TUKYJISIpHAs IereHepalnsi, HacaeICTBeHHbIe 00JIe3HU
COEIMHUTEJIbHOM TKaHU, TyOEPO3HbIi CKIIEPO3, HEKO-
TOpbIe HAOKPUHHBIE, ayTOUMMYHHEBIE 3a00JIeBaHMSI,
0oJie3HM KpOBHU, HelipolereHepaTUBHBIC OOJIE3HU U
np. O6palleHo BHUMaHUE, YTO K MUTOXOHAPHUAIbHOMI
JUCOHYHKIUNA MOXKET MNPUBOIUTL MPUEM HEKOTOPBIX
JIEKApCTBEHHBIX CPEACTB (AHTUOMOTHUKOB, LIMTOCTATH~
KOB), A€ACTBME TOKCUHOB U T.II. [6—8, 15].

AHeproaedUUMTHBIN anaTes MpeacTaBisieT coooi
CKPBITYIO (POpMY OTHOCHUTEIIbHON WHIMBUIYaJIbHOM
HEIOCTAaTOYHOCTHU LIUTOPHEPTETUIECKOTO CTaTyca Op-
raHu3Ma, KOTopasi He IIpOosIBJIIETCSI B BUIE CAMOCTOSI-
TEJILHOTO 3a00JIeBaHMSI, HO BIIMSIET Ha TeUCHUE IPYTUX
0oJie3Hei. DTO COCTOSIHUE OTpaXkaeT TeHETUIEeCKU Je-
TePMUHUPOBAHHBINM YPOBEHb aKTUBHOCTU KJIETOUHOTO
SHEProodMeHa M OCOOEHHOCTH ero U3MEHEHMIl B OT-
BET Ha AeiicTByomme gakrops [9, 10].

B To ke BpeMsl TMarHOCTMYECKHUE TEXHOJOIMHU B
9TOIi 00J1aCTH JaJIEKK OT CoBeplieHcTBa. Tak, ¢ OqHOM
CTOPOHBI, BBISIBJICHHE J1a0OPAaTOPHBIX IIPHU3HAKOB
MMTOXOHIPUAJIbHON HEAOCTATOYHOCTU Y OOJIbHBIX C
Pa3IMYHBIMU 3a00JIeBAHUSIMU 3a4aCTYIO0 IMPUBOAUT K
TUIIEPANATHOCTUKE IePBUYHBIX MUTOXOHIPUAIBbHBIX
oosie3Heii. C apyroii CTOpOHBI, HEAOCTaTOYHAsl Ha-
JIEXKHOCTh psila paHee MCIIOJIb30BaBIIMXCS ITMarHo-
CTUYECKUX KPUTEPUEB 4YpeBaTa I'MIIOIMArHOCTUKOIA.
M3BecTHBI cllydad HOPMaJbHOIO YPOBHs JaKTaTa B
KPOBM, HOPMAaJbHOW MOP(MOIOTUYECKON KapTUHbI
MBILIIEYHOrO OMOITAaTa U JaxKe HOPMaJIbHOW aKTHUB-
HOCTH (PEPMEHTOB JIBIXaTeJIbHON LMK Y IallMeHTOB
C MOATBEPXKIACHHBIM IMarHO30M MUTOXOHIPUAILHOTO
3a0oseBanus [13, 16]. Takum 00pa3oM, B MOCIEIHUE
roabl 0CoOYyI0 aKTyaJlbHOCTh MHpuoOpena mpobdiiema
YCTaHOBJICHUSI KPUTEPUEB JUATHOCTUKU ITEPBUYHBIX
MUTOXOHIPUAJIBHBIX 00JIE3HE IbIXaTeJIbHOM LIeTN Y
neteil U auddepeHUnalIbHON IUArHOCTUKU ¢ (PeHO-
TUIIUYECKU CXOIHBIMU COCTOSTHUSIMU.

JI71s1 pereHKst JTaHHBIX BOIIPOCOB OBLIO IIPEIIOXKEe-
HO HCIOJIb30BaTh OCHOBHbIC 1 IONOIHUTE/IbHbIC 1A~
rHoctuyeckue kputepuu [17—19]. Mx 060061IeHHbBII
aHaJu3 npeacTaBieH B Ta0J. 1. [To MHEHUIO aBTOPOB,
JIMAarHO3 IEPBUYHOIO MUTOXOHIPHUAIBHOrO 3a00j1eBa-
HUS IIPU3HAETCS OKOHYATEIbHO YCTAaHOBJIEHHBIM IIpU
BBISIBJICHMU Y peOeHKa JABYX OCHOBHBIX KPUTEPUEB WU
OJIHOTO OCHOBHOTO U IBYX JIOMOJHUTE/IbHBIX. B citydae
orpejiesieHus1 y 60JbHOro OHOI0 OCHOBHOTO M OJHO-
IO JIOIOJHUTEIBHOTO KPUTEPUEB WJIM TPEX JOMOJTHM-
TEJIbHBIX TMaTHO3 CYUTAETCSI BEPOSITHBIM.

KnuHuyeckue Kputepumn oUarHoCTUKU MUTOXOH-
ApvanbHbiX 0one3Heli, 00ycnoBneHHbIX AedekTramm
AbIXaTeNbHOM Lenu

OO61LEeNnpPU3HAHO, YTO IPUOPUTETHOE 3HAUCHHE UMEET
aHaM3 KJIMHUYECKUX AaHHBbIX. ’Kn3HeobecreueHue
pPa3HBIX TKAHEH Y OPraHOB 3aBUCUT OT MUTOXOHAPU-
aJIbHOM aKTUBHOCTH B Pa3IMYHOI cTeneHu. B ux pamy

HACJIE4QCTBEHHbBIE BOJIE3SHU

Ha TepBOM MECTE CTOSIT HepBHbIC 2JIEMEHThI, 3aTeM
ceplevyHasl M CKeJieTHasl MbIllIeyHasl TKaHb, MOYKHU,
SHAOKPUHHBIE XXeJIe3bl U MeueHb. B 3Toil cBs3M ogHOM
U3 HauboJjiee XapaKTepHbIX KIMHUYECKUX OCOOCHHO-
CTeil MUTOXOHAPHUAIbHBIX 3a00/IeBaHUI SIBJISIETCS T10-
JIMICUCTEMHOCTb mopaxeHus. [lpuyem BepOsSITHOCTH
BKJIIOYEHUSI B CUMMOTOMOKOMIUIEKC IPU3HAKOB IIO-
BPEXIECHUS TOM WJIM MHOW CUCTEMBI IIPSIMO KOPPEIu-
pYeT C 3HEePro3aBUCHUMOCTBIO MOCJIEeIHEA.

K OCHOBHBIM KJIMHUYECKMM KPUTEPUSIM OTHECEHBI
(peHOTUIIMYECKYE TIPU3HAKU, YETKO YyKa3bIBalOIIME Ha
OIpeJeIEHHYI0 HO30JI0TMYECKYI0 (pOpMy MUTOXOHAPH-
aJlbHOro 3a00JIeBaHUSI, TAKOTro Kak CUHApPOMbI KepH-
ca—Celiipa, Ilupcona, Helpomnarusi Jlebepa, 0oJie3Hb
Jles u np. K OCHOBHBIM KPUTEPUSIM OTHOCHUTCSI TAKXKe
KOMOMHALIMS KIMHUYECKMX TTPOSIBJICHUI, XapaKTePHbIX
JUTSI MUTOXOHIPUAIbHOM MaTOJI0TUU, IPU HEITPEMEHHOM
YCJIOBUMU VICKJTFOUEHMS IPYTHUX METa0OIUYECKUX U TIPO-
yux 3a0oseBaHuil. K J10MOJTHUTENbHBIM KIMHUYECKUM
KPUTEpUsSIM OTHECEHBI MeHee creluduueckrue CUMITO-
Mbl, BCTpeYamoIluecss U Ipu OO0JIe3HSIX IbIXaTeIbHOMN
LeMu, U IIPU TTaTOJIOTMM MHOTO IIPOUCXOXKICHUSI.

CrnenyeT oOpaTUTh BHUMaHHWE, 4YTO crieuuduue-
CKUIt (PeHOTUII, MO3BOJISIIOIINI OTHOCUTEJILHO JIETKO,
Ha OCHOBAaHMM KJIMHWYECKUX TAHHBIX, AMAarHOCTU-
poBaThb OAMH U3 KJIACCHUYECKUX MUTOXOHAPHUATIbHBIX
CUHIPOMOB BCTpPEYaeTCs HE YacTo — He 0oJiee YyeM y
20% O6onbHbIX. OH XapaKTepusyeTcsl IMOJTUCUCTEM-
HBIM ITOpakeHWeM U JOBOJIbHO MO3AHUM IOSIBICHEM
MEepBOM CUMNTOMATUKKU (OOBIYHO He paHee 3—4-eT-
HEro Bo3pacTa, a yallle — B 0oJiee cTapllieM Bo3pacTe).
B ponocioBHO# y MHOTUX TaKUX IMAalE€HTOB MOXKHO
MPOCAeIUTh MAaTEPUHCKOE HaCJeI0BaHUE MaTOJIOTUM.
OnHako B CYIIECTBEHHOI 4acTU pOAOCIOBHBIX 3a00-
JIeBaHUE BCTPEYaeTCs CIIOpaguyecKH.

Oko710 20% GOJIBHBIX CTPAAAIOT MUTOXOHIPUATBHOM
MUOIIATHUEN, COUETAIOIIENCS C KAPAMOMUOITATUEH.

ITprMepHO y MOJTOBUHbBI OOJIbHBIX BBISIBISIETCS] HE-
crneurduueckoe mopaxkeHue MperuMyIleCTBeHHO LIeH-
TpajJbHOI HEPBHOU CHCTEMbl — Hecreuudpuyeckas
(1 HekJaccupUUUPOBAHHASI) MUTOXOHIpUATbHAS
sHI1IedaoMyonaTrsi. OTOT TEPMUH O3HAYaeT COCTOSI -
HUeEe, KOTOPOEe He YKJIaabIBaeTCsl B KIMHUYECKYIO Kap-
TUHY APYIMX KJIACCMYECKUX HO30JI0rMYeckKux opm
MUTOXOHApUaibHOU matosioruu. HecneunduyHocTh
CUMIITOMOKOMILJIEKCA BbI3bIBA€T OOJbIIME ITHArHO-
CTUYECKUE TPYAHOCTHU. JIJIs1 yCTaHOBICHWSI MUTOXOH -
JIpUaIbHOU MPUPOBI 3a001€BaHUS Y TTALIUEHTOB C M0~
TOOHBIMU KJIIMHUYECKHUMU MPOSIBICHUSIMU TpeOyeTcst
HCIIOJIb30BaTh OOJIBIION KOMIUIEKC J1aboOpaTOpPHBIX
METOJIOB. Y AeTeil paHHETro Bo3pacTa JaHHbIM KIMHU-
yecKMit (GeHOTUI MATOJOTUM MOJTYyYMJI HAMMEHOBaHUE
JIETAIbHOTO MH(MAHTUIIBHOTO 3a60j1eBaHus (0K010 7%
BCeX IMalleHTOB ¢ MUTOXOHIPUAIbHON MaTOJIOTHE).
3abojieBaHKME MPOTEKAET OYEHb TSKEJIO U COMTPOBOXK-
naetca 50% neraabHOCThIO [16, 20, 21].
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Tabauya 1. Kpurepnn muarHocTHKA METOXOHIPHATBHBIX 32001eBanmil y feTeii (0606menHbIe JanHbie o [17—19])

Kpurepun OcCHOBHbBIE JloroHuTeIbHbIE
1. Knunuyeckue mpu3HaKu OIPEAeIeHHOM HO30JIOTHYe- C
" . MMIITOMBI, BCTPEYAIOIIUECs Mpu
CKOI1 (popMbI MUTOXOHIPUAJIBHOTO 3a00JIeBaHUS: 00JIE3HU L
9 OOJIE3HSIX  JbIXaTeJIbHOM  IIeTIH,
Jlest, Ampriepca, cunapomoB I[lupcona, Kepuca—Ceiipa, T TN SIS DT
MELAS, MERRF, NARP, MNGIE, ueiiponatuu Jlebepa ’
- CMepTh CHMOCOB B HEOHATaJIbHOM
nepuoae, CHUXKEHUE BHYTPU-
Knunnueckue 2. KomOuHaIus mpu3HaKoOB MYJbTUCUCTEMHOTO MOpaxKe- DHOAC, . p
. " YTPOOHOI IBUTATEIbHO AKTUBHO -
HUSI, MTATOTHOMOHUWYHBIX JIJ1s1 00JI€3HE N AbIXaTeIbHOM LIETTH o
CTH, IBUTATEIbHBIC PACCTPOMCTBA,
+mporpeccupyloiiiee TeueHue ¢ SMU30JaMM dK3aliepedpa-
HapylIeHWe Pa3BUTHUSI, TUTIOTOHUS
1MUY WK YeTKUE YKa3aHUS HAa HAIMYKME MyTallui MUTOXOH -
- VUIY TUTIEPTOHUS B HEOHATAJTbHOM
npuanbHoit IHK y poncTBeHHMKA + MCKITIOUEHHUE APYTUX TepHoxe
3a00JIeBaHUI1 COOTBETCTBYIOIIIMMHU UCCIICAOBAHUSIMU
He6onpmoe xommuectBo RRF
B MBIIIEYHOII TKaHU, cybcap-
. KOJIeMMaJIbHO® HaKoOTUIeHNE
T'ucronornueckrie RRF B MblleuHoi TKaHU >2% ¥
MUTOXOHAPUI WIM  aHOMAJIUK
MUTOXOH/IPUi, BBISIBICHHBIC TPU
3JIEKTPOHHON MUKPOCKOITAN
1. luToxpoMokcuaasa — HeraTUBHbIE BOJIOKHA B MbIIIIEY -
" Huskast akTUBHOCTh KOMILIEKCOB
HOI TKaHU " i
B npixateapHor memu: 20—30% ot
DH3UMaTUIECKIE . HopMmBI B TKanu, 30—40% B xie-
2. CHUXEHHME AaKTUBHOCTU KOMIUIEKCOB [IbIXaTeIbHOM PMbI > %
. o TOYHOU JIMHUU WIM HECKOJIbKUX
nernu: <20% ot HOpMbI B TKaHH, <30% B KIIETOYHOM TUHUI
TKaHSIX
nin <30% B HECKOJIBKUX TKAHSIX
CHuxeHue ypoBHsT cuHTe3a ATD
nopobiaactamMmu Ha 2—3 cTaH-
DyHKIIMOHATb- CHuxeHue ypoBHs1 cuHTe3a AT® (pubpobiaactamu Goee Gy
JIAPTHBIX OTKJIIOHEHUSI WU OTCYT-
HEBIS YyeM Ha 3 CTaHIAPTHBIX OTKJIOHEHMST
cTBUE pocTa prdpPoOIACTOB B Cpe-
JI€ C TaJIaKTO301
AnepHas UM MUTOXOHIPUATbHAS
SnepHas Wi MUTOXOHApUAJIbHAS MyTallvsl, HE BbI3bIBAO-
MonekymsipHbie ” MyTalysi, BO3MOXHO, HMeoIIas
111ast COMHEHUE B IMaTOT€HETUIECKON 3HAUMMOCTH
MaTOreHeTUYECKOe 3HAUYECHUE
BroisgBleHne B OMOJIOrMYECKMX
KMIKOCTSIX OJHOrO WiIK 0oJjiee
MeTtabonuyeckue METa0O0JIMTOB, YKa3bIBAIOIIMX Ha
HapylIeHWe SHEPreTUYecKoro oo-
MeHa
Ipumeuanue. MELAS — wmuTOXOHIpUanbHasl SHIEDATIOMUONATHS, JAKTaT-allMA03, WHCYAbTONono0Hble snu3onsl; MERRF  —

MUOKJIOHYC-3TWJIETICUSI, «PBaHble» KpacHble MblIlIeYHbIi BosiokHa; NARP — Heiiponarusi, arakcus, MUTMEHTHBIA PETUHUT;
MNGIE — muoHneitporactpouHTectTuHaibHas 3H1edanonatust; RRF — «ragged» red fibres, «pBaHbie» KpacHbIE MbIIIIEYHbBIC BOJIOKHA.

Js1 cpaBHUTEJBHOIO aHajiu3a AMarHOCTUYECKMX
XapaKTePUCTUK HecnenupUIeCKUX MUTOXOHIPU-
aJIbHBIX 3HIIE(DAIONATUIl U KJIACCUYECKUX MUTOXOH-
JIpUAJIbHBIX OOJie3HEl HaMu ObLI IPOBEIEH aHaIU3
KJIMHUYECKUX TIPOSIBIEHUI y 64 neTeil, pa3aeeHHbIX
Ha ABe rpynmbl. B 1-10 rpynmy Bouin 29 GOJBHBIX €
cunapoMamu Kepnca—Ceiipa (19 neteii), MELAS (7)
u MERREF (3), Bo 2-10 — 35 60J1bHBIX ¢ HeKJIacCUupu-
LIMPOBAaHHOI MUTOXOHAPHAIBHON 3HIIe(paIOMHUOINA-
Ttueil. TsSoKecTh OTACNIBHBIX KIMHUYECKUX ITPU3HAKOB
oueHuBaau B O6autax (ot 1 mo 4). Kak nmokasanu pe-
3yJIbTaThl aHaIu3a, Y JeTeil ¢ MUTOXOHAPHAIbHBIMU

CUHAPOMAaMM TSIKECTb COCTOSIHUS ONpPeIeisijiach BbI-
PaXKEHHOCThIO CHIKEHUSI TOJIEPAHTHOCTH K (pu3mye-
CKOI Harpy3ke, MMOIATUYECKOTO CHUHApPOMA, JHIIC-
¢anonatuu, opTasbMOIIETUH, TOpaxkKeHus cepana. B
3HAYUTEIbHOM CTEIEHU ObLIM BhIPaXKeHbI HU3KOPOC-
JIOCTb, SHIOKPUHHBIE Y KOOPAMHATOPHBIE PacCTPO-
ctBa U Ap. (puc. 1, a). Ilpuyem Obl1a ycTaHOBJIEHA 10-
CTOBEPHAsi KOPPEJSLIMS CTEIICHU TSKECTHU ITOPaXKEHMS
pPa3HBIX CUCTEM, a TaKXKe KIMHUYICCKUX U JIabopaTop-
HbIX JaHHBIX (= 0,8; p < 0,05).

V nereii 2-i1 rpynnbl JOMUHUPOBAIU OoJjiee Y3KO
OYepUYCHHBIC IIPU3HAKKM IIOPaXKEHUsI LICHTPaJIbHOM
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Hu3kas nepeHocumocTb
hun3nyeckon Harpysku

MwonaTtuyeckun cuHopom
SHuedanonatms

103, odhbTanbmonnerus
MopaxeHue ceppua
Hwuskopocnoctb
OHAOKPUHHBIE HapYyLLEHMUS
HapyleHuns 3peHuns
KoopavHaTopHble HapyLueHust
Oedunumnt maccol
CHmXeHue cnyxa
Cypnoporu

MopaxeHue nevexHn
Mpuctynbl pBOTHI

[edopmaunm ckeneta

1 1,5 2 2,5 3
Bannbl

MuvonaTuyeckuin cuHapom
OHuedanonatus

Cypnoporu

KoopanHaTopHble HapyLleHus

MopaeHwve cepaua

Huskas nepeHocMocTb
huanyeckol Harpysku

Hwuskopocnoctb
OHAOKPUHHbBIE HapYyLLUEHUS
Oecdnumut maccbl
HapyweHus 3peHus
MpucTynel pBOTHI
[edopmauwnm ckeneta
MopaxeHue neveHn

103, opTanbmonnerus

CHmXeHue cnyxa

o
o
3

1 1,5 2 2,5 3
Bannbl

Puc. 1. BoipakeHHOCTb KIMHHYECKHUX IPU3HAKOB (B 6AJ11aX) Y JeTeil ¢ MUTOXOHIPHAIBHBIMU CHHAPOMAMH (a) U HeKJ1accH(HIUpo-

BaHHBIMH MUTOXOH/IPUAJIbHBIMH 3HIIe(hatoMUOnaTUAMH (0).

HEPBHOW M HEPBHO-MBIIIEYHONM CHUCTEM: MUOIIATH-
YeCKUil CHHAPOM, 3HIedasonaTusi, Cyaoporu, Ko-
OpIMHATOPHBIC HapylleHUsI. TsKeCTb IPYruX IIpo-
SIBJIGHUI ObLla CyILIECTBEHHO MeHblueil (puc. 1, 0).
CpaBHeHME KIMHUYECKMX JaHHBIX II0Ka3aJ10, YTO IETU
C MUTOXOHAPHUAIbHBIMU CHUHIPOMAMM OBLIM JTOCTO-
BepHo crapiie (13,3+0,5 roga nporus 8,4%0,6 rona;
2<0,001). ¥V Hux ObUIM 3HAUUTEIHHO OOJiee BbIpaxKe-
HbI TaKKe€ MPOSIBJICHUSI, KaK HU3Kasl IIEPeHOCUMOCTh
u3rMyecKoil Harpy3ku, IITO3, HapylleHue ciayxa U

3peHUs], SHAOKPUHHBIE paccTpoiicTBa (Tadi. 2), T.e.
0oJiee OTYETIIMBO OIpeAeIIsIach MOJMOPIraHHOCTD 110~
paxeHus. Takum o6pa3oM, HeKJacCUPUIIUPOBAHHbIE
3H1Ee(aTOMUOIIATUM IPEACTABIISIIOT CO00I1 HECKOJIBKO
WHOM, MeHee crielMdUIecKuii BApUaHT KIIMHUYECKO-
ro ¢geHorumna, no-BUAMMOMY, Oojiee paHO MaHUe-
CTUPYIOILIUIA U C MPEUMYILECTBEHHbIM BOBJICYCHUEM
HEPBHOM M MBIIIEUHON cucTeM. JIMarHoCcTUKa TaKuX
(bopM MUTOXOHIPHUATILHOM IATOJIOIMU BBI3BIBACT 3a-
TPYAHEHHUE.
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BbisBneHue npn3HakoB MUTOXOHOPUAJbHOM
HEe[0CTAaTOYHOCTU B PA3JINYHbIX TKAHAX

Tucmonoeuueckue u yumonoeuueckue Kpumepuu oua-
CHOCMUKU MUMOXOHOPUAAbHBIX O0Ae3Hell, 00YCA06ACHHbIX
Oegpexmamu ObixamenvHoll yeni.

OoHUM M3 OCHOBAaHUI IOSIBACHUS MOHSITUSI «MUTO-
XOHJIpUaJibHble 00JIE3HU» ObLIU YCIexu UX Mopdoao-
TMYECKOU AMAarHOCTUKU, B IEPBYIO OYEPEab ONMMCaHUE
B 1963 r. (T.e. crycTsI rof MOCJE MEPBOrO OMUCAHUS
MUTOXOHJIpUAIbHOTO 3a00eBaHus) [22—24] peHoMe-
Ha RRF («ragged» red fibers, «pBaHbIX» WU «1IEPOXO-
BaTbIX» KPAaCHBIX BOJJOKOH) — MO3aM4YHO pa30pocaH-
HBIX CKEJIETHO-MBbIIIIEYHBIX BOJIOKOH C aHOMaJIbHBIMU
CKOIUICHUSIMA MUTOXOHAPMI TIOJ CapKOJEMMON U
Mexay Muopuopuiamu. Beisiienue atoro peHoOMe-
Ha CYMTAETCsI OMHUM M3 OCHOBHBIX JUAarHOCTUYECKUX
JI0Ka3aTeIbCTB HAJTUUMSI IEPBUYHBIX MUTOXOHIPUATb-
HBIX CUHAPOMOB. JIaHHBIE CBETOBOW MUKPOCKOMUU
MOIKPEIUISIIOTCST  3JIEKTPOHHO-MUKPOCKOMUYECKUMU
OINMMCAaHUSIMU UBMEHEHUI KOJIMYECTBA U YIbTPACTPYK-
Typbl MUTOXOHAPUM, U MOPEHOJOrMYECKUEe METObI
3aHUMAIOT OAHO M3 BEAYLIMX MECT B IMAarHOCTUKE
MUTOXOHJIPUATbHBIX Oosie3Hel. MIX 3HAaUMMOCTh TeM
0oJsiee BBICOKA, UTO BBISIBJIEHUE MUTOXOHAPUATbHBIX
M3MEHEHMI B CKEJIETHOI MBIIIILIE BOBCE HE 00s13aTeb-
HO CBUIETEIbCTBYET O HAIMYMU TOJIbKO MUTOXOHAPU-
aJIbHOIt MUOMATUM, a SIBJIIETCS TECTOM Ha CYILECTBO-
BaHME OOIIEeH MOJUCUCTEMHONH MUTOXOHIPUATbHOMU
MaTOJIOTUM.

B 90-e roapr XX Beka 3HaUeHUE MOP(POIOTUUECKOM
JMArHOCTUKM, Ka3aJl0Ch, Ha4aJlo CHUXKATHCS B CBSI3U C
pacnpocTpaHEHUEM METOIOB MOJICKYJISIPHO-TEHETH -
YeCKOM MUAarHOCTMKU MUTOXOHIPHATbHBIX CUHAPO-
MOB. BO3HUK BOMpOC: HEe U3XKWJIA JIU ce0sl CBSI3aHHAas
C OTHOCHUTEJILHO TpaBMaTUYHOI OMOMNCUITHON MpoLie-
JIypoil Mopdosiornyeckasi IMarHoCTUKa MUTOXOHIPU -
aJlbHbBIX 00Jie3Hei? HeManyio poJib B HEKOTOPOM CHU-
XKEHMU MHTepeca K MOpP(OoJIoruuyecKoil 1uarHoCTUKe
ChIrpaJio BBICKa3bIBA€MOE MHOTMMU UCCIEA0BATEISIMU
MHeHue 0 ToM, YTo RRF sSIBsII0TCS TPSIMBIM CJIEICTBU -
eM myTtaumii MutoxoHapuanbHoit JIHK [23, 25-27].
Torna HemocpeaACTBEHHOMY BbISIBICHUIO TaKUX MYyTa-
LM MOJIEKYJSIPHBIMU METOAaMU, KOHEYHO, AOJIKHO
ObLTIO OBITH OTAAHO MpearnouyTeHue. TemM He MeHee B
HacTosIee BpeMsi OYeBMIHA OTHOCHUTEIbHO HU3Kas
JMArHOCTUYECKasi YYBCTBUTEIbHOCTh MOJIEKYJISIPHO-
TeHEeTUYEeCKUX MeToAoB. Ilpu 3TOM OTpuLIATEIbHBIN
OTBET MpPU MOMCKE TeX WJIM MHBIX MyTallUii BOBCE He
0O3HayaeT OTCYTCTBUE APYTUX BapUaHTOB MyTalLlMii re-
HOB MMTOXOHIpPHAJIbHBIX OCJIKOB, Aa M M3BECTHA Ha
CEeTrOMHSIIIHUKA JeHb JIMIIb MaJjlasl YacTh TaKWUX FE€HOB.
C npyroit CTOpOHbI, MHOTME JTaHHbIC CBUIETEIbCTBY-
0T, 4TO mposudepalvss MUTOXOHAPUIA, Jexalas
B ocHoBe oOpazoBaHust RRF, orpaxkaer B Oosblieii
CTeNeHU KOMIIEHCATOPHYIO peakliuio B OTBET Ha IO-

JIMCUCTEMHYIO M TE€TEPOTreHHYI0 MUTOXOHIPHUAIbHYIO
HEIOCTAaTOYHOCTh. bojiee Toro, sra mposmdepanus
MOXXET IPEACTaBIATh COO0M YHMUBEPCAIbHBIA MeXa-
HU3M ajanTalydy TKaHel K (yHKIHMOHAJIbHON HeI0-
cratouHocTu [28]. Torna Hanuune RRF nokHo ObITH
HE paBHO3HAYHO MPUCYTCTBUIO MyTAHTHOM MUTOXOH-
npuanbHoit IHK, a ciny>kut 6ojiee MPOKUM OTHOCU -
TEJbHO OXBaTa KIIMHUYECKUX COCTOSIHUI TECTOBBIM
MOKa3aTeJIeM.

[MpyuHOUIIMAIBHO OTMETUTH CJemyollee: B 0O0JIb-
IIMHCTBE MCTOYHUKOB COOTBETCTBYIOLIEH JIUTEpaTy-
PBbI, XOTs Y IPU3HAETCS HEOOXOAMMOCTD OIpeae/ICHUS
oTHocuTeIbHOro KomuectBa RRF cpenu MbllIeuyHbIX
BOJIOKOH, KaXJI0€ TaKOE€ <«ILIEPOXOBATOE» BOJIOKHO
OIHO3HAYHO BOCIPMHMMAETCS KaK KayeCTBEHHBIA
(beHOMEH. A Bellb BBIPAXKEHHOCTh CKOIUICHUM MUTO-
XOHJIPUI1 B KaXKJIOM TaKOM O0Opa30BaHUM MOXKET OBITh
COBEPIICHHO pa3HOi. MbI yXe JaBHO IIpUMEHSIEM
4-0aJJIbHYIO OLIEHKY CTEIIeHU BBIPAXKEHHOCTH OTAC/Ib-
HbIXx RRF (1 6a1 — ToJIbKO yMepeHHbIE CyOCcapKOoIeM-
MaJIbHbIe CKOIUICHUSI METKU; 2 Oajlyla — YMEpPEHHbBIC
cybcapKoJieMMallbHbIE M YMEPEeHHbIe MHTePMHUODU-
OpUMJLISIPHBIE CKOIUJIEHUSI MeTKHU; 3 Oajuia — rpyoble
cybcapKoJieMMallbHbIE M yMEPEeHHbIe MHTePMUODU-
OpUJLISIpHBIE CKOIUJIEHUsI MeTKU; 4 Oa/uia — rpyoble
cybcapkoJieMMalibHble U TpyOble MHTEPMUODUOPUII-
JIsipHbIe cKoruteHust MeTku) [29]. Kpome Toro, mist
000011IEHHOM OLIEHKU MOP(hOJOrMYeCKUX IpOosIBIIe-
HU MUTOXOHIAPHUAJIbHBIX HApPYLIEHU HaMW IIpe.-
JIOXEH IMOKa3aTe/Ib — «MUTOXOHAPHUAIbHBIIA MHICKCY,
BKJIIOUAIOIIMI KA4eCTBEHHYI0 M KOJUYECTBEHHYIO
oueHKy RRF, a Takxke xapakTepuCcTUKY TUCTOXMMUYE-
CKOIl aKTUBHOCTM MUTOXOHAPHUAIbHBIX (DEPMEHTOB B
Mmbiie. Bee 3To oka3anock cylecTBeHHBIM It AU -
(bepeHLIMANBHOM AUATHOCTUKUA MUTOXOHIPUATbHBIX
HapyueHuit (cMm. Taba. 2). CiaeayeT 3aMeTUTh, UYTO B
3apyOeKHBIX paboTaxX TaKKe MOCTEIIEHHO MPUXOIIT K
Heo0XoauMocTu bosee nuddepeHIUPOBAHHOTO MO/ -
xona k Mopdonorun RRF. Tak, yacto mociaegHeMy
MOHSITUIO TIPOTUBOIIOCTABISIETCS TEPMUH «CyOCapKoO-
JIEeMMaJIbHbIE CKOIUICHMSI MUTOXOHAPUIA», KOTOPBIil
COOTBETCTBYET HalleMy npeactaBiaecHuio 00 RRF Bbi-
paxXeHHOCThIo B 1—2 Oana.

[ToMyuMO TIpsIMOIi OLIEHKM MUTOXOHAPUATbHBIX
(byHKIIMIT C MOMOIIBLIO THCTOXUMUYECCKOTO BBISIBIIC-
HUs aKTMBHOCTM MUTOXOHAPUAIbHBIX (PEPMEHTOB B
MBIIIIIE, TPUMEHEHUE IPYIMX BO3MOXHOCTEM T'MCTO-
JIOTMYECKOI'O MCCJICIOBaHUS IIO3BOJISIET OLICHUTb U
KOCBEHHBIE IMPOSBICHUSI MUTOXOHAPUAJIBHON HEI0-
ctaToyHOCTH. K TOCIeIHUM OTHOCSTCSI, B 4acCTHO-
CTU, HaKoIIeHUs (0COOEHHO CyOcapKoJeMMasbHbIC)
JIMKOTeHA U JIMIIMAOB — CYyOCTPAaTOB HEProoOMeHa,
a TakKKe MUKPOKOHIJIOMEPATOB COJICH KaJbLIMsI, OT-
JIOXKEHHUE KOTOPBIX CBUIETEILCTBYET O MUTOXOHIPH-
aJIbHOM HEIOCTATOUYHOCTH (oaHa U3 (PYHKIUI MUTO-
XOHJIpUII — IepepacipeeieHe U3IUIIKOB KalbIys
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HACJIE4QCTBEHHbBIE BOJIE3SHU

Tabauya 2. Cpasnenne BIPasKeHHOCTH KIMHHYECKHX MPOSIBJICHHIT M MOP(OTOrHIecKHX HApYIennii (B 6a11aX) y AeTeii ¢ MUTOXOH-
JIPUATBHBIMH CHHIPOMAMH M HEKJIACCH()MIMPOBAHHBIMY JHIE(HATOMUONATHIMIA

MuToxoHApUATbHbIE

HexknaccuduiimpoBaHHbIE

IToka3zarenb MUTOXOHJIPHUAJIbHBIC D
CUHIPOMBI
9HIIe(aToMruonIaTUI

Huskas nepeHOCMMOCTh (hU3UUECKOI HArpy3KU 2,7 1,5 <0,003
IlTo3 2,3 0,4 <0,001
CHUXeHUe ciayxa 1,3 0,3 <0,005
HapyiieHnue 3peHust 1,9 1,0 <0,02
DHIOKPUHHbIE HAPYIICHUS 1,9 1,2 <0,05
Bripaxxennocts RRF B MbImieuHo# TkKaHI 2,2 1,1 <0,004
KOHrJI(zMepaTH KaJIbIIUsl, TIMKOTeHA, IUTTUI0B B Mbl- 1,5 0.8 <0,05
IIEYHOM TKaH!

YIIbTPacTPYKTypHbIE W3MEHEHUsSI MUTOXOHAPUIN B 2.1 13 0,05

MBIIIIEYHOM TKaHU

B KJieTKe). HakoHel, upe3Bbl4yaiiHO MHPOPMATHUBHBIM
SIBJIIETCSL M3YyYEHUE YJIBTPACTPYKTYPHBIX Ie(peKTOB
MUTOXOHAPUIA C IIOMOLIBIO 3JIEKTPOHHOIO MMKPOCKOIIA.

Bo3sBpaiiasich K IByM BBILICIIPUBEICHHBIM TPYII-
maMm oOcCJIeIOBaHHBIX HAMU JAETEii, CIeayeT OTMETUTh
3HAYeHUE MOPMOJOIMYECKOM OLICHKHA MBIIIEUHBIX
ouornraToB B AuddepeHIIMaibHONM TUMarHOCTUKE MU-
TOXOHIpPHUAJIbHBIX 3a00sieBaHMil. Tak, 0Ka3ajaoch, 4TO
y OOJBHBIX C MHTOXOHIPUAIBLHBIMM CUHIPOMAaMM
onpeaensercs 6oaee Boicokuii poueHT RRF, yem B
rpynme ¢ HeauddepeHIIMPOBAHHBIMU MUTOXOHAPU-
allbHBIMU BHLEeanomuonatusamu (24,0+2,4 npotus
10,5%2,1; p<0,02), 6osiee BbIpa>keHbI APYrUe rMcTO0-
rM4YecKre MPU3HAKU MUTOXOHAPHAIBHON MUCGHYHK-
uu (cM. Tabja. 2), 4TO MOAYEPKUBAET pa3iMuue JaH-
HBIX KJIMHUYECKMX (PEHOTUIIOB.

AHaJIOTMYHBIE CTPYKTYPHO-(PYHKIIMOHAJIBHBIE N3~
MEHEHMSI, B YaCTHOCTU TI'eTepOreHHbIe aHOMaJIbHbIC
CKOILJICHUSI MUTOXOHAPHUAIbHBIX KOHIJIOMEPATOB, BbI-
SIBJICHBI HAMU 1 B IPYI'MX CUCTEMax opraHu3ma (riaji-
KU MBIIIIIIbI, [IOYKHU), YTO ITO3BOJISIET pacCMaTPUBaTh
MX KaK OOBEKT MPUKIATHOM TMAaTHOCTUKM U KaK BO3-
MOXKHYIO MOJIEJIb JUIsl OMOJIOrMYEeCKMX MCCIIeI0BaHUIA
KJIeTouHoM sHepreTuku [30, 31].

CpaBHUTENIbHAS IPOCTOTA W Majiasi TpaBMaTU4-
HOCTb B3SITUSI U 00pabOTKU KPOBU OOBSICHSIET MHTEPEC
K LIMTOXMMHWYECKOMY aHaJn3y aKTUBHOCTY MUTOXOH-
JIpUaIbHBIX (PEPMEHTOB JIMM@OLUTOB /I TMAarHOCTU -
KU MOJIMCHUCTEMHBIX MUTOXOHAPUAIbHBIX HAPYIICHMUIA.
Panee B coBmectHoM ¢ rpynmnoii P.I1. Hapuuccona
MCCJICIOBAHMM 3TUX IIOKa3aresieil y OOJbHBIX C pa3-
HbIMM (POpPMaMM MUTOXOHAPHUAILHONM HEZOCTaTOYHO-
CTU HaMU ObUIA BBISIBJICHA JOCTOBEPHAsT KOPPEJISLIMSI

mapaMeTpoB JUMGOLUUTAPHBIX TPaHy/I 1 IOKa3aTe/Ieit
MUTOXOHAPUAJILHONM HEAOCTaTOYHOCTH B CKEJICTHOM
mbiie [32]. Takum oOpa3zoM, y MHOTMX OOJIbHBIX C
MOJMCHUCTEMHOM MUTOXOHAPUAIBLHOM HEAOCTaTOYHOC-
THIO AMArHOCTUYECKAsh OMOIICHUSI MBIIIL MOXET OBITh
3aMEHEHAa LIMTOXUMUYECKUM aHAJIM30M KJIETOK IepH-
(beprueckoit kpoBu. CHIUDKEHUE KOJWYECTBA I'PaHYII,
Kak IPaBUJIO, COOTBETCTBYET OTHOCUTEIBLHO TSIKEIbIM
MOJMCUCTEMHBIM MUTOXOHAPUAIbHBIM HapyLIEHUSIM,
a TIOBBIIIIEHUE — 00JIee JIETKUM (BEPOSITHO, COITPOBOXK-
JAETCSI KOMIICHCATOPHBIM YBEJIMYCHUEM KOJIMYECTBA
MUTOXOHAPUIA).

KonnuecTBO rpaHyn SIBISICTCSI OPUEHTUPOBOY-
HbIM, HO HE [IOCTaTOYHbIM mapamerpoMm. Iloyda-
eMble HaMHM JaHHbIE CBUICTEIBCTBYIOT O KJIMHM-
YECKOM 3HAYMMOCTU KaK IIPOCTOTO BU3YaJbHOIO
MoJcYeTa TpaHys, TaK M KOMIIbIOTEPHOIO MOpQO-
METPUYECKOI0 aHajiu3a MX pa3IMYHbIX MapaMeTpOB
(puc. 2). Ilpu 3TOM Haubosee TUATHOCTUYECKU LIEH-
HBIMU SIBJISTIOTCSI IIpeTiapaThl C BBISIBJICHHBIMU I'PaHy-
JIaMU CYKUMHATIAErMApOreHasbl, o-riaulepodocdar-
JeruaporeHasbl, JakTaTaeruaporeHasnl. s Oojee
ToYHOI nuddepeHIrnaIbHON TUarHOCTUKA HAMM CO-
BMECTHO ¢ HalmuuMu coTpyaHukamu H.B. KneitmeHo-
Boii, T.B. Bunorpangosoii, E.B. Toznusn u E.M. Illa-
OeJIbHUKOBOI pa3paboTaHbl METOAbI MOP(POMETPUU
LIUTOXMMMYECKUX IIPEIapaToB, IO3BOJISIONINE OT-
JINYaTh, BO-TEPBBIX, MPOSBICHMUS IOJMCUCTEMHOTO
sHeproneuUIuTa OT HeCcrelu(pUIecKoil peakKTUBHO-
CTU MUTOXOHAPUI B JTUM(MOLUTAX MPU UMMYHOCTH-
MYJISILMHM, U, BO-BTOPBIX, IMPHU3HAKU <«II€PBUYHBIX»
MUTOXOHIPUATbHBIX 00J€3HEH OT «BTOPUYHBIX» ITO-
JIMCUCTEMHBIX U3MEHEHUI SHEPrOOOMEHa.
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Puc. 2. AkruBnocts cykummnataernaporenass (CAT), o-rmmuepodocarnernnporenassl (IO u nakrataernaporenass (JIAT) B
JuMoMTax y 1eTeif ¢ MUTOXOHAPHAIBHBIMHE 3200/IeBAHMAMU H CHHAPOMOM DJiepca—/lanio (IMTOXUMUYECKHIA METOT).

KoMrteKCHbBIN HTUTOXUMUUYECKUI aHATU3 SIBJISIETCS
LIEHHBIM JMAarHOCTUYECKUM WHCTPYMEHTOM IpU IO/~
6ope MeIMKAMEHTO3HOTO JIEYEHUSI U MPU OLIEHKE I-
HAMMKU MUTOXOHIPUAILHON HEAOCTATOUHOCTH B IIPO-
Lecce Tepanuu. YyBCTBUTEIBHOCTD BhIILIEYITOMSIHYTBIX
rokasarejieil MO3BOJISIET YK€ BCKOpE MOCje MePBOTo
Ha3HAYeHMs Iperapara cieiarh BhIBOA O ero addex-
TUBHOCTU U ITPOTHO3UPOBATh Pe3y/IbTart jeueHust. Oue-
BUIHO, 4TO MOpP(OMETpUYECKasl OLIEHKA MU3ydaecMbIX
rpaHy/l TpU Pa3INYHBIX (POPMaX MUTOXOHAPUATBHOM
HEJI0CTATOUHOCTH TAKXKE MOXKET UMETh HE TOJBKO MPH-
KJIaJIHOE, HO U OOIIETEOPETUUECKOE 3HAUEHUE [UTST 13-
YUYEHUST HTUTODU3NOIOTUU KIETOYHON SHEPTreTUKU.

Inzumamuyeckue Kpumepuu duaeHoCmMuKU
MUMOXOHOPUANbHBIX O0Ae3Hell, 00YCA06AEHHbIX
Oepexmamu ObixamenvHoll yenu

Crenyloiast rpynmna JIUarHOCTUYECKMX KPUTEPUEB
BKJIIOYAET I10KAa3aTeIyd aKTUBHOCTU OTICIbHBIX 3H-
3UMHBIX KOMILJIEKCOB U 3JIEKTPOHHO-TPAHCIIOPTHOM
LIeNY B 1ieJIOM. BbIsIBIIeHHE 3HAUMTENIbHBIX Hapylle-
HUIi, 6€3yCJIOBHO, BXOIUT B YMCJIO OCHOBHBIX KPUTE-
pUeB AMArHOCTUKU MUTOXOHAPHAIBHBIX 3a00jeBa-
Huii. Torma KaKk yMepeHHOEe CHIKEHME IToKa3aTesieid
OTHOCSIT K IOTOJHUTEIbHBIM KPUTEPUSIM (CM. TabJI. 1).
WccnenoBaHue mpoBOAsAT B Mblllax, ¢pudopodaacrax,
TKaHU TICYCHMU.

ITo mannbiM D. Thornburn, moytu y MHOJOBUHBI
MMallMEHTOB C MMTOXOHIPHUAJIbHBIMU OOJIE3HIMU B
TKaHSIX OOHAPYXMBAeTCSl M30JUPOBAHHBINA AeUIIUT
1-ro KoMmIuIeKca AbIXaTeIbHOM LIEMH, TPUOIN3UTEIIb-
HO y '/, — KOMOMHUPOBaHHLIN Je(PULUT HECKOIBKUX
KOMIUIEKCOB, Y '/, — M30IMpPOBaHHbIHA neduuur 4-ro
KOMILIEKCa ObIXaTeJIbHOU Lienu. M3oimpoBaHHas He-
JIOCTaTOYHOCTD 3-Ir0 KOMILJIEKCa U OCOOEHHO 2-T0 KOM-
TUIeKca abIXaTeJbHO LIeTM BcTpevyaeTcs: peako [33].

Heunsazusnas duacnocmuxa

CrpemiieHHE K COBEPIICHCTBOBAHUIO MCCJICIOBAaHMUI
(GYHKIMOHAJIBLHOTO CTaTyca MUTOXOHAPHWIA 3acTaB-
JIIET paccMaTpuUBaTh MHOTME HOBBIE, B TOM YHCJIE
HEWHBa3MBHBIE CIIOCOOBI IMAarHOCTUMKU. B KauecTBe
YCIICIIHOTO IpUMEpa MOXHO IIPUBECTU METOJbI
TpaHCKyTaHHOTO MoHuTopupoBaHus pO, u pCO,.
CooTHOIIEHUE 3TUX MoKa3aTeell XOPOIlo XapaKTe-
pU3yeT MUTOXOHIAPHUAJIbHYIO aKTMBHOCTh B pa3jiny-
HBIX TKaHEBBIX KOMIIOHEHTaX KOXHW U IOIKOXHOTO
JKMPOBOTO ¢Jiost. HaMu moJrydeHbl JaHHBIE O BO3MOX-
HOCTH 3G (HEKTUBHOIO CJIEKEHUS 32 COCTOSIHUEM 10~
JINICUCTEMHOI'0 CTaTyca TKaHEBOro 3HEproooMeHa
C TIOMOIIBIO TPAHCKYTaHHBIX MOHUTOPOB ((upma
«Paguometp», Hanust). [Ipu 3TOM MOXHO OLIEHUBATh
CTeNeHb MOJIMCUCTEMHOM MUTOXOHAPUATbLHOM HEI0-
CTaTOYHOCTH, BBISIBJISATh AETEH ¢ 9HEProae(PUILIUMTHBIM
IaTe30M, OLEHUBAaTh 3(P(PEKT dHEPTOTPOMHBIX Jie-
KapCTBEHHBIX MpernapaToB IIPYU UX MHAWBUAYATIbHOM
noxbope B TIporiecce JeueHusd [9].

MonekynsipHO-reHeTU4eckmue KpuTepum
OVNarHoCTUKU MUTOXOHAPUaNbHbIX 6051Ie3HeN,
00ycnoBneHHbIX agedeKkTaMmu abixaTesibHOW Lenu

OOHapyXeHMe B TKaHsSIX OOJIbHOTO MYyTaUUU sep-
HoW nnu mutoxoHapuanbHoit JJHK, Bemyiiein Kk Ha-
PYLIEHUIO CIIOCOOHOCTM MMTOXOHIPHUIL Ipeodpa3o-
BbIBaThb U aKKyMYJIMPOBaThb SHEPTUI0 OPraHUYECKMUX
COCAMHEHUI, SBISETCS BECKMM JI0Ka3aTeJIbCTBOM
MUTOXOHIPUAJIBHOTO TIeHe3a IlaToyJioruu. BrepBbie
MyTauuu MutoxoHapuaabHoi JIHK Oblv BhISIBIEHbI
B TKaHSIX OOJbHBIX MUTOXOHAPHAIBHBIMU 3HIIE(DaI0-
MuornatusMu u Heiiponatueii Jleoepa B 1988 r. C Tex
MOp CTaJli U3BECTHHI CBbIIIE 250 TOUKOBBIX MYyTalLMii
MUTOXOHIPUAJIBHBIX ITOJIUIIPOTEUIOB, pUOOCOMAIb-
HbIx U TpaHcropTHbix PHK u 6osnee 90 BapuaHTOB
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OJUHOYHBIX Aeaeuuii MutoxoHapuaabHoit JTHK [34].
OpxHako, I10 JaHHBIM psiia aBTOPOB, MUTOXOHIPHUAIb-
HYIO MYTalMIO yaaeTcsl MACHTU(UIIMPOBATD JIMIIbL Y
HEOOJIBIIOTO ITPOLIEHTA JIeTei ¢ O0JIE3HSIMMU IbIXaTeIb-
HOI1 1ienu — He 6ostee yeM y 4—11% [13, 16]. I1puuem
OOJIBILIMHCTBO MYTallMil BCTpedyaeTcsl peaKko, B orpa-
HUYEHHOM uMciie cemeil. MckiioueHHe COCTaBIISIET
ToukoBas MyTauusi A3243G (3aMeHa aJeHMHA Ha rya-
HUH B HYKJICOTUAHOM Mo3unu 3243 MUTOXOHIpUAJIb-
Hoit IHK). DTa MyTauusi cpeau B3pocaoro HaceaeHuUs
Ounnananu umeet yacrory 1:6000; y nereil, no-Bu-
JMMOMY, 4acTOTa CyLIeCTBEHHO HMXKe [35].

OOpaiaeT BHMMaHUE, 4YTO TTOAaBJsIONIEe OOJIb-
HKMHCTBO (Tprban3uTenbHO 800) MUTOXOHAPUATBHBIX
0eJIKOB, B TOM 4ucie oKoyio 80 MOJUIENTUIOB JbIXa-
TeJbHOM Lenu Koaupytorces saepHoit JJHK. Onu cun-
TE3UPYIOTCS B pUOOCOMAaX SHAOILIA3MAaTUUECKOI CETH 1
IOCTYIAIOT BHYTPh MUTOXOHIPUIA C TTIOMOIIBIO TPAHC-
JIOKAlIMOHHOM CHUCTeMbl, (DEpMEHTHbIE KOMILICKCHI
KOTOPOIi TaK3Ke KOAUPYIOTCS B sipe. YCTaHOBIIEHO, YTO
MPOLECCHl PEIUIMKALIMM W TPAHCKPUIILIUKU MUTOXOH-
npuanbHoit JIHK HaxonsTcs Mo KOHTPOJIEM SIAEPHBIX
daxTopoB. bosee Toro, sxcnpeccueit 60JbIIMHCTBA I'e-
HOB MUTOXOHJIPUIA YIIPABJISIOT SIACPHbBIC TCHBI.

K smepHO-KOIMpPYeMbIM MMTOXOHIPUAIbHBIM 3a-
0oJIeBaHUSIM OTHOCSITCSI OOJILIIMHCTBO Clly4aeB 00-
ne3nu Jles, Oone3Hb Aubriepca, cuHapoM bapra,
MMOHENMPOracCTpOMHTECTUHAIbHASL  SHIIedaonaTusi,
OOJIBILIMHCTBO CJIy4aeB JIETAJbHOro WH(pAHTUIHHO-
ro 3aboyieBaHUsI, OOYCIOBJIEHHBIX Ac(PeKTaMu KOM-
IUIEKCOB JbIXaTeJbHOM Lenu [36—39]. Mexay TeM
uaeHtuukanuss myrauuii saepHoii JIHK sasnsercs
JIOPOTOCTOSIIIMM W TPYAOEMKUM HCCIICAOBAaHUEM.
Tak, momo3peHHe Ha ayTOCOMHO-PELECCUBHYIO HeE-
JIOCTATOYHOCTh 1-TO KOMILJIEKCA IbIXaTeJIbHOM LIenu

TpeOyeT aHajIn3a 1o KpaitHei Mepe 36 siiepHbIX TEHOB,
KOIMPYIOLINUX OTHAC/IbHBIE CYOBEAMHUIBI JTaHHOTO
KoMIuIekca. K HacTosiieMy BpeMeHM Bepu(uUIIpoBa-
HbI MyTauuu 10 Takux reHoB. HecMOTps1 Ha CyllleCTBY-
IOLLEE MPENINOJIOXEHUE, YTO HE MEHEE 3/, MALIMEHTOB
C MUTOXOHJIPHUAJIbHOM MTAaTOJIOTUEN CTPAJAIOT SIAEPHO-
KOAMpPYeMbIMU 3a00JIeBaHUSIMU, J10Ka3aTh HaJIMYUe
MyTalWU yaaeTcs iuiib y 2,5—12% (B 3aBUCUMOCTH OT
00CJIeIOBAHHOTO KOHTUHIeHTa) |13, 16].

TakuM o0pa3oM, TOJABISIONIEMY OOJBIIMHCTBY
0O0JIbHBIX KIMHULUCTAM TIPUXOAUTCS (DOPMYIMPOBATh
JIMarHO3 MUTOXOHIPHUAILHOIO 3a00JIeBaHNsI, HE UMest
MOJIEKYJISIPHO-TEHETUIECKOTO ITOATBEPKACHUSL.

MeTabonunyeckue KpUTEPUN ANArHOCTUKMN
MUTOXOHAPUANbHbIX 60N1e3He, 00yC/IOBIEHHBIX
nedekTamum abixatenbHOM Lenu

MeTaboMmyeckKnuM KPUTEPUSIM AIWATHOCTUKKA TPH-
JIaBaJIOCh OOJIBIIIOE 3HAYEHKE HAa HaYaJIbHBIX dTarax
W3ydeHWsT MUTOXOHIPHAJIBbHOM TaTtojornu. Briocien-
CTBMM OKa3aJloCh, YTO OMOXMMHUYECKUE TTOKa3aTelH,
CBUIETEIBCTBYIONIME O HApYIIEHUH MPOIECCOB KJle-
TOYHOTO 3HEproooMeHa (MeTabOJUYEeCKUd alumaos,
yBeJIMUEHUE COIEePKaHNSI B KPOBHM JlaKTaTa, MAPyBaTa
HaTOIIAK U MOCJIe HAarPy3KU TIII0OKO301, CHIDKEHHE CO-
JIep>KaHUs OOIIEero KapHUTUHA, aKTUBALIUS TTEPEKUC-
HOTO OKWCJICHUS JIMITUAOB, YBEJINYEHUE DKCKPEIUU
psila OpraHMYECKUX KUCIIOT), K COXKaJICHUIO, MOTYT
CITY>KUTD JINIIB TOTOJTHUTEIbHBIMU KPUTEPUSIMU THa -
THOoCTUKU. MIX M3MeHeHHe He OTJIIMYaeTCs] CTaOMIIb-
HOCTBIO, He 00JaJaeT BBICOKON CHelM(MPUIHOCTHIO,
MOXET BCTPEUaThCsT IIPY Pa3TNIHBIX 3a00JIEBAHUSX.
Hamnpumep, BBICOKMIT YpOBEHB JIAKTaTa B KPOBH,
MOBBIIIEHHOE COOTHOILIEHUE JIAKTAT/IIMPyBaT IOCIIe
Harpy3KM TIIOKO30M XapaKTepHBI UIST AETei C MUTO-

3,5

3

MMOnb/n

HaTtowak

Yepe3 14

Yepes 3 4

- MuToxoHapuanbHble
6onesHu

|:| CuHgpom

KoHTponb

Onepca—[aHno

Puc. 3. Yposens nakrara B Kposn Ha (hoHe HATPY3KH TIOK030ii Y JieTeil ¢ MUTOXOHIPHATBLHBIMH 32001eBaHnAMH (1=35) 1 CHHIPO-

mMom Daepca—/lanio (n=33).
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XoHIpuadbHbIMU Oosie3HsiMU [40]. OnHaKoO Ha OCHO-
BaHUU 3TUX JaHHBIX HEBO3MOXHO T GepeHIPOBaTh
MepBUYHBIE MMTOXOHAPUAIbHBIC 3a00JIeBaHUSI OT CO-
IyTCTBYIOIIE MUTOXOHIPHAIBHOM HEIOCTATOYHOCTU
IIPY HACJIEICTBEHHBIX OOJIE3HSIX COSAMHUTEIbHOI TKa-
HU (puc. 3). B To e BpeMsI ciaenyeT yduThIBaTh UHDOP-
MaTHBHOCTb OTIEIbHBIX META00IMYECKIMX [TOKA3aTeIei.
B yacTHOCTH, HE BBI3BIBAET COMHEHMST ITATOTHOMOHMY -
HOCTb MAaCCHMBHOM 3-METWUJIIJIyTAKOHOBOM allIypuu
151 X-CLETUIEHHOT0 MUTOXOHAPHUAJIBHOIO CHHApOMA
Bapra. I[lokazaHa yacrass BCTpe4aeMOCTb BBICOKOI I10-
YEUHOI 3KCKpEeUUn TaKUX MeTabonuToB Lukiaa Kpeo-
ca, Kak s10j104Hast ¥ (hyMapoBasi KUCJIOTHI Y TTalIMEHTOB
C MUTOXOHIpUATbLHBIMU 3a00JieBaHUSIMU [41].
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Hccnenopanne KOHIEHTPAIMH IIA3MEHHOr0 (PMOPHHOrEHA Y JAeTeil, MOJyYalonMX SJIMMUHAIMOHHYIO TUETY,
OCHOBAHHYIO HA COEBBIX 0eJIKaxX M THAPOJIM3aTe Ka3enHa

Plasma fibrinogen concentration in pediatric patients treated with an elimination diet
based on soy proteins and casein hydrolyzate

B. Mikoluc, R. Motkowski, J. Piotrowska-Jastrzebska, J.K. Koput, J. Wysocka

Adv Med Sci 2006; 51: 214-218

Lless uccienoBaHus cOCTOsUIa B TOM, YTOOBI OLIEHUTh B3aMMOCBS3b KOHIEHTpaIMK (hpuOpuHOreHa (0JHOro M3 Hau-
0oJiee 0OCyXIaeMbIX HOBbIX (haKTOPOB pUCKa aTePOCKIIEPO3a) U KIACCUUYECKUX MapKepOB PUCKA aTepOCKIepo3a B
IpyIIie AeTei B Bo3pacTe OT 2 10 6 JIeT U3 CeMel C HaTMYMEM WM OTCYTCTBUEM Y POICTBEHHUKOB PAHO MaHU(bECTH-
PYIOLIMX HIMPKYISTOPHBIX 3200J€BaHM (10 cTaHIapTaM AMEPUMKaHCKOM akaaeMuu rneauaTpoB). Takke yUUThIBAIOCh
BJIMSTHUE TUETUYECKOTO JICUeHHS MTUIEBOI aJlJIepTMK Ha YPOBEHb aT€POCKIEPOTUIECKUX MAPKEPOB, B YaCTHOCTHU (hU-
OpHHOreHa.

B Hacrosiiee nccienoBaHue BKIOYeHbl 134 pebeHka. AHaIU3 JaHHBIX, KacalOIIMXCsl TaK Ha3bIBAEMbIX KJIaCCU-
YeCKUX OMOXMMUYECKUX (DAaKTOPOB pHCKa aTepocKiiepo3a (00Ul X0JIeCTeprH, JUMOTIPOTEUIbI BHICOKOW 1 HU3KOM
TUTOTHOCTHU, TPUTJIMIIEPUIBI, TIIOKO3a), He MOKa3al HUKAKUX pa3Induii Mexxay rpyrnmnaMu. OKa3anoch, YTo B TPYIIIIE C
HaJIMYMEM B CEMEMHOM aHaMHe3e LIMPKYJISATOPHBIX 32001 BaHUI KOHIIEHTpalus huOpruHOreHa Obuia CTaTUCTUYECKU
BBIIIIE, YeM B TPYIINE C HEOTSTOIIEHHBIM aHAMHE30M. BBISIBJIEHO, UYTO SJIMMUHALIMOHHAS IMeTa He OKa3bIBajla HUKAa-
KOTO BJIMSIHUSI HA KOHIIEHTpaLuio (GUOPUHOTEHA Y IETei ¢ OTATOIIEHHBIM CEMEIHBIM aHaMHe30M. B rpyrme neTeii ¢
HEOTSTOIIEHHBIM aHAMHE30M cofiepxkaHue (hUOpPUHOreHa B KPOBU ObUIO CTATUCTUYECKU HUXKE Y MAllMEHTOB, MOJY-
YaBIIMX TUAPOIU3AT Ka3eMHa, YeM y JIeTeil, MOJyJaBIINX COEBOE IETCKOE MUTAHUE.

CrenaH BbIBOJI, YTO MPU MEPBUIHOM COOpE aHAMHE3a M OCMOTPE TIeIUaTPhI TOJKHBI 0OpaliaTh BHUMaHWe Ha Ha-
JINYMe aTepocKiepo3a y poACTBEHHUKOB pebeHKa. B ciyyae OTSrolieHHOro ceMeifHOro aHaMmHe3a He00X0IMMO TPOo-
BEPUTb YPOBEHb (DUOPUHOTEHA KaK OHOTO U3 (DaKTOPOB PHCKa aTePOCKIEPO3a.
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