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JlnarnocTudeckoe 3HaueHHe NoKasareist Koousuma Q, B KpoBH y JeTei
¢ MHTOXOH/IPHAJIbHBIMH 3200JI€eBAHUSMHA

E.A. Huxonaesa, M.H. Xapabaoze, U.B. 3oakuna, T.E Kyaaeuna, T.H. Bacuna, C.H. Cmasuyesa,
I1.b. Ihaeosckuii, U.C. Mamedos, 11.B. Hosukos
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MeauumHckmin nHeTuTyT FBOY BIMO «OpnoBckuii rocyaapCTBEHHbIN YyHMBEpCUTeT»; MeamumHckasn nabopatopust OO0
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Diagnostic value of blood coenzyme Q,, levels in children with mitochondrial diseases

E.A. Nikolaeva, M.N. Kharabadze, 1.V. Zolkina, T.E. Kulagina, T.N. Vasina, S.N. Stavtseva,
P.B. Glagovsky, 1.S. Mamedov, P.V. Novikov

“Research Clinical Institute of Pediatrics, N.I. Pirogov Russian National Research Medical University”, Moscow; Medical
Institute, “Orel State University”; OO0 “ChromsystemsLab” Medical Laboratory, Moscow

C 1enbio yCTAHOB/IEHHS IMATHOCTHYECKOMH 3HAYMMOCTH M3MEeHEeHHs NT0Ka3aTe1s KooH3uMa Q, MpoBe/ieHo HeeeJ0BaHIE ero YPOBHS
B KpoBH y 15 1eteii ¢ MUTOXOHApUAIbHbIME 3a00aeBanussvu (1-s1 rpynna). Ipynmny cpaBnenusi cocraBiwm 13 nereii ¢ Heiipozere-
HepaTHBHBIMH 3a00/ieBaHusAMH (2-5 rpynna). B KOHTposbHYI0 Ipynmy BouLiM 29 3110pOBBIX JieTeil aHAIOrHYHoro Bospacra. Cpen-
Huii yposenb Kodn3uma Q, B 1-ii rpynne aereii (0,5610,06 Mkmob/1) He OTIMYAJICS OT 3HAYEHMIA KOHTPOJIbHOM rpynnbl. OnHako
Y 3THX NAIMEHTOB ObLIO 3HAYMTENILHO CHIKEHO OTHOLEeHHe Koon3um Q, /xosectepun (0,10+0,01; p<0,001). Y GobHbIX cTapmei
BO3PACTHOII MOATPYNNbI ONpeNesANcs I0CTOBEPHO Oo/iee HU3KHMI yPOBeHb KO3H3MMa Q,, UTO, MO-BUAMMOMY, OTPAKAET Nporpec-
cHpYIOImMii XapakTep narojorni. OTMeueHa TeHIeHINs K CHIDKEHHIO ¢ BO3PACTOM OTHOLIEHHSA KOdH3uM Q, /XosecTepun. ¥ neTeii
2-ii rpynnbl BISIBIEHO OoJsiee BLICOKOE coepkanue Koonsuma Q B kposu (1,53£0,23 mxmounn/a1; p<0,001), yem B 1-ii rpynmne,
W OBbIIEHHe OTHOIEeHUs Koon3num Q, /xosectepun (0,3110,04 Mkmons/n1; p<0,001). PekomenayeTcs Npoao/IKUTL HCCIEJ0BARUS
VISl YCTAHOBJIEHUS] 000CHOBAHHOCTH MCIOJIb30BAHMS HU3KUX MOKA3aTeseil KOOH3UMA KaK JONOJIHUTEIbHOro Kputepus anddepen-
HUAJIBHOI TUATHOCTHKH MUTOXOHIPUAJILHBIX 00JIE3HEIA.

Karoueswte croea: demu, mumoxonopuanvruvie 60ae3Hu, HelipooeeeHepamueHble 60ae3HU, KooH3uM Q. , Xonecmepur, OUAZHOCIMUKA.
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To establish the diagnostic value of a change in the indicator coenzyme Q,, its blood levels were tested in 15 children with mito-
chondrial diseases (Group 1). A comparison group consisted of 13 children with neurodegenerative diseases (Group 2). A control
group included 29 healthy children of the same age. In Group 1 patients, the mean coenzyme Q, level (0,5610,06 mcmol/1) did not
differ from that in the control group. However, these patients had a considerably lower coenzyme Q, /cholesterol ratio (0,10+0,01;
<0,001). The patients in the older age subgroup were found to have a significantly lower coenzyme Q, level, which seems to reflect
the progressive nature of the abnormality. There was a trend for the coenzyme Q, /cholesterol ratio to decline with age. Group 2 chil-
dren had higher blood coenzyme Q, levels (1,53+0,23; p<0,001) than Group 1 and an increased Q, /cholesterol ratio (0,31£0,04;
p<0,001). It is advisable to continue the investigation to provide a rationale for using low coenzyme values as an additional criterion
for the differential diagnosis of mitochondrial diseases.

Key words: children, mitochondrial diseases, neurodegenerative diseases, coenzyme Q. , cholesterol, diagnosis.
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MI/ITOXOHJIDI/IEU[I)HBIC Oosie3HU — OoJblliasi reTe-
poreHHasl TpyrIa IaTOJOTrMYeCKUX COCTOSIHUIA,
B OCHOBE KOTOPBIX JIeXKaT T'€HETMYECKU IETePMUHUPO-
BaHHBIE PacCTPOMCTBA KJIETOYHOM OMosHepreTuku [1, 2].
3aboneBaHusl, KakK TIPaBUJIO, TPOSIBISIIOTCS TSKEIbIMU
HapylIEeHUSIMU HEPBHOM, MBIIIEYHOM, CEpAECYHO-COCY-
JIUCTOM, DHIAOKPUHHON CHUCTEM, ITOpPaKEHUEM OpraHoB

qyBCTB. JIMarHoctrka 1 quddepeHImanbHas IMarHoCTr-
Ka MUTOXOHIIPHAITbHBIX OOJIe3HE 3aTpyIHEeHa, YTO CBsI3a-
HO C pa3HOOOpa3neM 1 HEIOCTATOUHOM CIeM(UIHOCTHIO
KIMHUYECKUX TIPU3HAKOB, CXOICTBOM HaOJIIOIaeMbIX
CUMIITOMOKOMIUIEKCOB C TIPOSIBIEHUSIMU 3a00JIeBaHUIA
WHOTO TIPOUCXOXICHUST — HelpoaereHepaTUBHBIX, HEPB-
HO-MBIIIEYHBIX, O0OJIe3HE COEOUHUTENIBHONW TKaHMU.

© KonnekTtune aBTopos, 2015

Ros Vestn Perinatol Pediat 2015; 5:71-75
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JInst yryqiieHust AMarHOCTUKY TTPETOKEHO UCITONh30BaTh
JMMAarHOCTUYECKUE KPUTEPHUU, B TOM YKCIIe KIMHUYECKUE,
MeTabOoJNYECKIUE, MOJIEKYJISIPHO-TEHETUYECKHE 1 JIP.

Mertabonuyeckre HapylleHus, HabJogaeMbie y Ta-
IIMEHTOB C MUTOXOHIPHUATbHBIMU  3a00JIeBaHUSIMU,
B OCHOBHOM TIPOSIBJISTIOTCSI TUTIEPJIAKTAT- U THIEPIIUPY-
BaTtalMaeMueit, MeTaboINYeCKUM alua030M, KEeTO30M,
YCWJIMBAIOIIMMCS TIOCJIe MpueMa YIJIeBOJ0B, OpraHuve-
CKOW aluaypueii ¢ MOBBIIIEHHON dKCKpeluein MeTabo-
ymToB ukiaa Kpebca, mnkapOOHOBBIX KMCIIOT, 3-METHJI-
[JIyTaKOHOBOM KMCJIOTHI. B mocienHue roasl oOpalieHo
BHUMaHHWeE, YTO MUTOXOHIpPHAbHBbIE SHIIe(haTOMUOTA-
TUU HEPEIKO COUeTalTCsl C HU3KMM YPOBHEM KOH3MMa
Q,, B KPOBH 1 MBILIEYHO# TKaHU [3].

KosHsum Q,, — GUOIOTMYECKM aKTUBHOE COEMHEHUE
U3 TPYIIITH YOUXMHOHOB, BXOIUT B COCTAB OMOJIOTMYECKUX
MeMOpaH, CYIIECTBYEeT B OKMCIEHHON (YOMXWHOH) U BOC-
CTaHOBJIEHHO! (youxuHon) dopmax [4, 5]. Kosnsum Q,
CITY>KUT OJHUM M3 OCHOBHBIX KOMITOHEHTOB 3JIEKTPOHHO-
TPaHCTIOPTHOI 1IeTT MUTOXOHIPHIA; B (popMe YOMXMHOHA
BBITIOJTHSIET POJIb TIEPEHOCUYMKA 3JIEKTPOHOB OT KOMILIEKCa
I (HAIH-xo3H3uM Q-0oKcupopenykrasa) 1 OT KOMILUIeKca
IT (cykumnataeruaporeHasa) k komrekey [ (koaH3uM-
Q-1uroxpoM c-okcumopenykrasa). [Ipu 3tom mpowucxo-
AT 0Opa30BaHUE BOCCTAHOBJIEHHOU (hOpMbI — YOUXUHO-
n1a [5, 6], KOTOpBIiA, SIBJISISICH MOLIIHBIM aHTUOKCUIAHTOM,
OKa3bIBaeT MPOTEKTMBHOE [EWCTBME Ha OMOJIOTMYECKHe
MeMOpaHBI, PeryJupyeT X MPOHUIIAeMOCTh, MHTUOUPYET
MEePOKCUIALINIO JIMTIOTIPOTEUIOB TIJIa3Mbl KPOBU, 00ecte-
YMBaeT BOCCTAHOBJIEHNE aKTUBHOCTH ToKodepoda [7, 8].

B opranusme mileKONMUTAIOIIMX HauOOJIbIlIee KOJM-
4ECTBO KOH3UMa Q) COIEPKUTCS B CEPAEUHOM U CKe-
JIETHOM MbIax. Byayuyn mumoduibHBIM, B KPOBSTHOM
pyciie KO3H3uM Q, HaXOAMUTCA B COEAMHEHUU C JIUIO-
MPOTEMHAMU U XOJIECTEPUHOM. Y 3I0pPOBBIX JIUIL B ChI-
BOpOTKE/TUIa3Me KPOBU U B MBIIILAX COlepKaHue yOou-
XMHOHA IMPOKO BapbuUpyeT. Y B3pOCIBIX €ro YpOBEHb
B KpoBu cocTasisier 0,5—1,7 mkMoib/i1. OTHOCUTETBHO
neTeil — cBeIeHUs IIPOTUBOPEYNBHI |5, 8, 9].

Kak nmokaszanu uccienoBaHusi, HU3KWI ypOBEHb KO3H-
3uMa Q,; B TUTa3Me M TKaHAX OMPENENAETCS MPK MpHeEMe
psina JTeKapCTBEHHBIX MperapaToB (HalpuMep, CTaTUHOB),
a TakKe MIPU HEKOTOPBIX 3a00JIeBaHUSIX, B OCHOBHOM Y JIUI]
cTapIero Bospacra — 6ose3nsx [lapkuHcoHa 1 Aybireii-
Mepa, aTepockiepose, OO0JIe3HSIX CepAeuHO-COCYIUCTOM
CHUCTeMBbl, caxapHoM nuabete u aAp. [1pu HacIeACTBEHHBIX
3a00JIeBaHUSIX y JeTeil BbIAEICHBI (POPMBI MTEPBUYHOTO
neduumra KosH3uMa Q,), OOYC/IOBIEHHbIE AedeKTaMu
ero ouocuHTe3a (Myrauuu reHoB PDSSI, PDSS2, CoQ2,
CoQ6, CoQ9, ADCK3). D1 3a601€BaHUST BXOIAT B IPYITITY
MUTOXOHJIpUAIbHOM marosoruu. Kpome Toro, Hemocra-
TOYHOCTb KO9H3MMa Q,, IPU3HAHHAs BTOPUYHOIA, BBISB-
JIeHa y TIallMeHTOB ¢ MeBaJIOHOBOM attuaemueii (reH MVK),
rayTapoBoii auuaemueii 2-ro tuna (ren ETFDH), arak-
CHEe-OKYJIOMOTOpHOI arnpakcueid 1-ro Tuna (reH ARTX),
CEPIEYHO-KOXHO-JTMLIEBBIM CUHAPOMOM (reH BRAF),
atakcueir @puapeiixa (reH FXN), muomuctpodueit JIio-

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

meHHa (reH DMD) v MUTOXOHIPUAIbHBIMU OOJIE3HSIMU,
TreHe3 KOTOPBIX He CBSI3aH C HapylIeHUsMU OMOCUHTE3a
kosH3muMa [10—14]. Tak, o CHIDKEHMU TTOKa3aTesIsT KODH-
3umMa Q,; B KPOBU M MBIIILIAX Y YACTH GOTBHBIX C MUTOXOH-
JIpYAIbHOM TIaTOJIOTHEH, aCCOLIMMPOBAHHOM C MyTalIUSIMU
u neneuueit muroxonapuanbHoii JIHK coobmmnu S. Zierz
u coaBT. (1989) [26], T. Matsuoka u coasrt. (1991) [15, 16]
W psif Apyrux aBTopos [17—20].

Jlnst BbIsiBleHUs AepuLUTa KO3H3UMa Q,  MCIOJib-
3YIOT OTpe/e/IeHUEe ero YpoBHS B OMOJIOTUYECKUX KU~
KOCTSIX (TUTa3Me WJIM ChIBOPOTKE KpOBM), (prbpobdacTax
U MblllIeyHON TKaHU. OIHAKO Ha cofepKaHUe TOro Be-
11IeCTBAa B KPOBU BJIMSIET MOCTYIIJIEHUE JIMTIUIIOB C MUIIEN
U CBIBOPOTOYHBIN YPOBEHb XOJECTEPUHA, B CBSI3U C 9TUM
MPEeIOKEHO OTIPeNe/ITh OTHOIIIEHUE TToKa3aTesl KO3H-
3uma Q,; K YpOBHIO xojiectepuHa [8, 10].

Llenb viccaenoBaHus: ornpeesieHne COfepKaHUs KO-
oH3nuMa Q) B KPOBM y [IETEH C MUTOXOHIPUATHLHBIMU 3a-
0oJIeBaHUSIMU M YCTAHOBJIEHUE TMArHOCTUYECKON 3HAUM -
MOCTH JAaHHOTO TTOKa3aTesl.

XapakTtepucTtuka petei u MeToAbl UCCNeAoBaHUS

B cnenmanm3aupoBaHHOM TEHETUYECKOM OTAEICHUN
HUWKMH nenuatpun mpoBeneHO KOMIUIEKCHOE 00cenoBa-
Hue 15 mereit (1-s1 Tpymma) B Bo3pacte oT 1 roma mo 16 jer
(cpennuit Bo3pact 8,5+1,4 roma) ¢ MUTOXOHAPUATBHBIMU
3a0oseBaHusIMUA. COOTHOIIIEHUE MaJTbYMKU: JEBOYKU —
2:13. 'V 9 nereit 3a00eBaHMsI OB OOYCJIOBJIEHbBI Aejie-
LUSIMA VUM TOYKOBBIMU MYTallUSIMU MUTOXOHAPUAITb-
Hoit [IHK: y 3 mamueHTOB AMarHOCTUPOBAH CUHAPOM
Kepnca—Ceiipa (kpyrHas aeneiysi MUTOXOHIpUaTbHOMN
NAHK), y 2 — MuToxoHapuanbHasi 3HLEe(haTOMUONaTUs
¢ THMpPaMUIHO-3KCTPANTUPAMUIHBIM CUHIPOMOM (TeH
NDI), y 2 — MuTOXOHIpuaibHas 3HUedaToMUona-
™M1 ¢ Kapauomuonatuein (reH MTTK), y 1 — cunapom
MELAS (reu MTTLI),y 1 — cunapom JIu (reH ND3). Y 6
JeTeil TMarHOCTUPOBaHBI MUTOXOHIPHUATbHBIE OOJIE3HU
SIIEPHOTO TIPOUCXOXIEHUS: Y 3 — JIeliKoaHI1IehaionaTust
¢ TopaXeHWeM CTBOJIa MO3ra, CITMHHOTO MO3Tra W T0-
BBIIIEHHBIM YPOBHEM JIaKTaTa B MO3TOBOM TKaHW (TeH
DARS2), y 2 — cunnpom Jlu (ren SURFI), y 1 — muto-
XOHIpUasibHasl 3H1Ie(haTOMUONATHSI C Pe3KOH 3a1epKKOM
¢usnueckoro pazsutus (reH NDUFBY).

Ipynny cpaBHeHust (2-s1 rpynmna) cocraBuiu 13 gerei
B Bo3pacTte oT | roma mo 15 et (cpenHuii Bo3pacT 6,4+1,3
rojia) ¢ HelipoJereHepaTUBHLIMU 3a00JIeBAHUSIMU, B TOM
YHUCJie ¢ HeMPOHAIbHBIM LIEPOMIITUITO(PYCIIMHO30M, CHa-
JIUI030M, JIMUJENCHUE, TPOTPECCUPYIONIEN aTaKCUe.
CooTHoNIeHUE MaJbuuKU: AeBOYKU — 4:9. B KOHTpOJIb-
Hyto rpynny (3-s1 rpymnmna) Bouuiu 29 300pOBbIX AeTel
B Bo3pacTte oT | roma fo 16 et (cpennuii Bo3pact 7,4+0,8
roja), TpOXOAUBIINX MJIaHOBOE obcienoBanue B LieHTpe
310poBbs [leTcKoii 001acTHO KIMHNYECKON OOJIbHUIIBI
um. 3.1. Kpyrnoii . Opna (rmonyyeHo nHGOpMUpPOBaH-
Hoe cortacue poauteseit). COOTHOIIEHUE MaJlbuUKU:
neBoukn — 16:13. CpeaHuii Bo3pacT JAeTeil Tpex TPy
CTATUCTUYECKH JOCTOBEPHO HE Pa3INIaCs.
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Hukonaesa E.A. u coasm. HI/IaI’HOCTI/I'-ICCKOC 3HAYCHME ITOKa3aTEIsdd KOOGH3UMa QIO B KpOBHU ylleTCfI C MUTOXOHIPHUATbHBIMH 3a00J1€BaHUSIMU

O06cnenoBaHue OOJBHBIX TIEPBBIX ABYX TPYITII BKIIO-
JaJio0 KOMIUIEKC KIMHUYECKUX (aHaJTu3 POMOCIOBHOM,
HEBPOJIOTMYECKOE, KapAWOJIOTUIecKoe 00OcienoBa-
HUE U Ap.) U OMOXMMUYECKUX METOMOB. Y BCex NeTeit
OTIpeNeNsTM YPOBEHb KOSH3MMa QB IIa3Me KPOBM
METOJIOM BBICOKOA((HEKTUBHOM XUIAKOCTHOW XpoMa-
Torpacum ¢ JAeTeKTupoBaHueM B Y®-nmamasoHe (Xpo-
matorpad Shimadzu Nexera LC-30) u conepxkaHue
XOJecTepuHa B KPOBU (POTOMETPUYECKUM METOIOM
(anammzarop Konelab Prime 60i) ¢ mocnenyrommnm BbI-
YUCIEHWEM OTHOLIEHMS KO3H3MM Q, /XOJecTepuH.
JAHK-nuarHoctuka 3abojieBaHuii ObliIa IPOBeIeHA B Jla-
Ooparopuu Oose3Helr oOMeHa BelecTB (pyK. — I.M.H.,
npod. E.FO. 3axaposa) MI'HL[ PAMH.

CraTuctrueckyro o0pabOTKY TOJYYeHHBIX KOJIMYe-
CTBCHHBIX NAHHBIX OCYIIECTBIISTM Ha TEePCOHATHLHOM
KOMIThIOTEpE C TIPUMEHEHUEM METOIOB BapHaIlMOHHOMN
CTaTUCTUKU W KOPPEISIIMOHHOTO aHam3a. Mcronp3oBa-
JIV CTAaHIAapPTHBIE MTAKeThl CTATUCTIUYECKUX TIpOrpamMm Sta-
tistica, Excel 7,0. OnpenesleHne CTaTUCTUIECKON 3HAUM -
MOCTH TIPOBOIVIIH TIO #-KpuTepuio CTHIOACHTA, Pa3TUIUSI
CYUTAJIA CTATUCTUYECKU 3HAUMMBIMU T1pH p<0,05.

Pe3ynbratbl

Conepxanue kosH3MMa Q,, B KpOBU y neTeid 1-i
TPYIIIIBI, CTPagABIINX MUTOXOHIPUATBLHBIMU OOJIE3HIMU,
coctaBuio 0,563+0,06 MKMOJIB/JT U HE OTJIMYAIOCH OT TTO-
KazaTessT B KOHTPOJIBHOM TPYTITe, HO OBUIO JOCTOBEPHO
Huke (p<0,01), yem y neteii 2-ii rpynIibl C HEWpoaAeTeHe -
paTuBHbIMU 3a00JeBaHUsIMU (Tab. 1). ¥ neteit 2-it rpymn-
bl TaHHBIM TokazaTtenb (1,53+0,23 mMkmonb/a) cyiie-
CTBEHHO TpeBbIIIAJl TAKOBOU y 3M0poBhIX AeTeit (p<0,01).

YpoBeHb XoJiecTeprHa B KPOBU Y OOJBHBIX 1-i1 1 2-ii
TPYII OBbLIT TOCTOBEPHO BbILIE, YeM y 310poBbIX (p<0,01).
OtHolleHne KOSH3UM Q, /XONIECTEPUH ObLIO PE3KO Ha-
PYILIEHO IO CPaBHEHWIO C TAKOBBIM Y 3IOPOBBIX HeTeit
(cm. T1a6m. 1). Ilpu MUTOXOHAPUATHHBIX 3a00JIEBAHMSIX
BBISIBJICHO 3HAUYMMOE CHIDKEHUE YKa3aHHOTO Ilapamerpa
(0,10+0,01; p<0,001), mpu HelpoaereHepaTUBHBIX 3a-
OoneBaHusIX — cymiectBeHHoe rmoBbieHue (0,31+0,04;
2<0,002).

st TIpoBeleHUST aHA/IM3a WCCIIEMyeMBIX TIOKa3aTe-
JIeil y neteid pa3HOTO Bo3pacTa B KaXIoW Tpyrie Obuiu
BBIIIEJICHBI TIOATPYIIIIHI IeTel B Bo3pacte 1—5 n 6—16 et
(Tabn. 2). Y 3nopoBbix aereii (3-s1 rpymnmna) CBSI3aHHbBIX
C BO3PACTOM pas3IM4Mii BBISIBJICHO HE ObLIO.

VY GoNbHBIX CTapllliero Bo3pacTa, CTpaJaBIIUX MUTO-

XOHIPUATBHBIMU 3a00JIEBAHUSIMU, COEPXKaHNEe KOIH3U-
Ma Q,; B KpOBH OBUIO IOCTOBEPHO HIKE, YEM B MJIaIIEH
noarpymnre (p<0,05), 1 TOCTOBEPHO OTIMYAIOCH OT €ro
YPOBHS y AeTeil Toro xe Bospacta 2-il (p<0,001) u 3-it
(p<0,05) rpynm. Kpome Toro, otMeyeHa TeHAeHII1s K 060-
Jlee HU3KOMY YPOBHIO XOJieCTepMHa U 0ojiee HU3KOMY
OTHOIIEHUIO KOSH3MM Q, /XONeCTePUH y OONBHBIX CTap-
mero Bo3pacta. MccinenoBanue KOppesssiiIMOHHBIX B3au-
MOCBSI3eil TTOKa3aJio OTPHIATENIEHYIO KOPPEIALMOHHYIO
3aBUCUMOCTh COIEPXaHUs B KPOBM KOSH3MMa Q| 1 XO-
JlecTeprHa OT Bo3pacTa y jaereil aroii rpymnmbl (r=—0,52
un r=—0,45 cooTBeTcTBeHHO; p<0,05).

B rpynme neteit ¢ HelipomereHepaTUBHBIMU 3a00-
JIeBaHUSIMU HaOJTI0AaIach TPOTUBOIIOJIOXHAS TEHICH-
1y K Goiee BBICOKMM TTOKA3aTessM KOdH3uMa Q, , Xo-
JleCTeprHAa U MX COOTHOIIEHMS y TAIlMEeHTOB cTapliei
noAarpynmsl (cM. Tabs. 2). DT BO3pacTHBIE pa3IMYUsI
HEOCTOBEPHBI, MO-BUAMMOMY, B CBSI3M C HEOOJBIINM
KOJIMYECTBOM OOCJICIOBAHHBIX. YCTaHOBJIEHA TTOJIOXKM-
TeNbHas KOPPENALNA YPOBHA KOoH3MMa Q) M XonecTe-
puHa B kpoBu (r=0,66; p<0,05), Kpome TOro, yKa3aHHbIE
TapaMeTphbl TTOJIOKUTEIEHO KOPPETUPOBAIH C BO3PACTOM
6osbHBIX (=0,37 1 r=0,41 coorBeTcTBeHHO; p<0,05).

CpaBHeHMe M3YUYEHHBIX TTOKas3aTesiell y JeTeil ¢ Mu-
TOXOHIPUATBLHBIMU 3a00JI€BAaHUSIMUA, OOYCIOBICHHBIMU
MyTaLUSIMU MUTOXOHIPUATBHOM (n=9) 1 simepHOli (n=6)
JHK, He BoIsiBUIIO pa3nuuuii. [To Bo3pacty 3Ty moarpyr-
IThI TOCTOBEPHO HE pa3InyaiuCh.

OO0cyxaeHue

Kaxk mokazanu npoBeneHHbIE MCCIENOBAaHUS, CPEl-
HUii ypOBEHb KO3H3UMa Q| B IPYIMIIE AETEA ¢ MUTOXOH-
NpYajibHBIMU 3a00JIEBAHUSIMU HE OTJIMYAJICS OT 3HAYCHU I
KOHTpOJbHOM Tpynmbl. OMHAKO 3TUM TaireHTaM ObLIo
CBOMCTBEHHO 0o0Jiee BHICOKOE CO/iep>KaHUe XOJecTepruHa
M, KaK CJIEJICTBUE, ObLJIO 3HAYMTEIbHO CHUXEHO OTHO-
LIEHHEe KOSH3UM Q, /XonecTepuH. Y GOJMbHBIX CTapuiei
BO3PaCTHOI MOATPYTIIIBI OTIPEAEIISICS TOCTOBEPHO OoJiee
HU3BKWIi ypOBEHb KOSH3MMa Q,, UTO, Ha Halll B3IJIsA, OT-
paXkaeT TIporpeccupylolnii xapakrep rnarojaoruu. OTMme-
yeHa TeHJIeHMs (0e3 JOCTOBEPHOTO pa3inyus) K CHUXe-
HUIO C BO3PACTOM OTHOLIEHUS KOSH3UM Q) /XONIECTEPHH.

V nereit ¢ HelipoaereHepaTUBHBIMU 3a00JIEBAHUSIMUA,
HE CBSI3aHHBIMU C TIEPBUYHON MUTOXOHIPUAIBHOM THC-
¢dyHK1IMEH, ypoBeHb XoJjiecTeprHa (Kak U B 1-ii rpymrie)
MpeBbIIaN MokKasaTean y 3M0pOBBIX JeTeid. PesynbraThl
OCTaJIbHBIX MCCIENOBAaHUI pPe3KO OTJIMYAIUCh OT Ta-

Tabauya 1. Tlokasarenn kosnzuma Q) u xosectepuna (M=m) B KpoBu y 00C/I1€I0BAHHBIX J€Tei

XomecTeprH, MMOJb/JT Kosnsum Q, /xonecrepun

Tpynma nereit Kosnsum Q,, MKMOJIB/IT
1-s rpymma, n=15 0,5610,06
2-g rpymma, n=13 1,53£0,23
3-g rpymma, n=29 0,67£0,04
P, <0,001
P _
D, <0,001

5,8+0,38 0,10£0,01

4,8+0,31 0,31£0,04

3,5£0,12 0,19+£0,01
— <0,001
<0,001 <0,001
<0,001 <0,002
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Tabauya 2. Tlokasarenn kosusuma Q, u xosecrepuna (M=m) B KpOBH y /ieTeii pa3HbIX BO3PACTHBIX IPYNN

Ipynna nereit Kosnzum Q,;, MKMOJIb/JT XoJsecTepuH, MMOJIb/JT Kosnzum Q, /xonecrepun

1-g rpynna, n=15
Bospacr 1-5 ner, n=5 6,51+0,86 0,1240,02
P, 0,74£0,14* <0,05 <0,001
P, <0,001 <0,05

_ 0,47+0,04 5,5+0,38 0,09%0,01
Bospact 616 er, n=10p, , <0.001 <0,001
Py <0,05 <0,001 <0,001
2-q rpynma, n=13
Bospacr 1-5 ner, n=7 1,18%+0,26 4,4+0,44 0,2610,03
25 <0,001 <0,05 <0,05
Bospact 6—16 1et, n=6 1,93+0,37 5,3%0,38 0,37x0,07
Dy 4 <0,001 <0,001 <0,05
3-g rpynna, n=33
Bospacr 1-5 ser, n=17 0,64%0,04 3,5+0,16 0,1940,02
Bospacr 6—16 er, n=16 0,69+0,07 3,6+0,18 0,2010,02

Ilpumeuanue. * — JlocTOBepHOE OTJIMYME OT CTaplieil Bo3pacTHOi rpyrrbl (p<0,05).

KOBBIX Y OOJIbHBIX C MHUTOXOHIPHAJILHON IaTOJOTHUEH.
BrisiBieHO Gosiee BBICOKOE cofepxkaHue KosH3uma Q)
B KPOBU W MOBbILIEHUE OTHOLIEHMS KOSH3UM Q, /xore-
CTepUWH, IPUYEM C BO3PACTOM T M3MEHEHMST HapacTau.

IMosmyyeHHbIe JaHHBIE MBI paccCMaTpUBaeM Kak TIpeji-
BapuTEIbHBIE B CBS3M C HEOOJBIINM KOJUYECTBOM 00-
CJIeOBaHHBIX IMMallMeHTOB. TeM He MeHee pe3yJbTaThl
VKa3bIBAIOT Ha HENOCTaTOYHOCTh KOdH3MMa Qv JeTei
C MATOXOHIPHUATLHOU ITaTOJIOTUEN W MOTYEPKUBAIOT pa3-
JIN9KMe 3BEHBbEB IMaToreHe3a MepBUYHBIX MUTOXOHIPUAIIb-
HBIX OOJIe3HEell M HelpomerecHepaTHMBHBLIX 3a00JieBaHMIA,
MMEIOIINX WHOe TpoucxoxaeHne. KimHudeckme Ipo-
SIBJICHUSI 3TUX 3a00JIeBaHMII MMEIOT OOJIBIIIOE CXOJICTBO,
YTO OOYCJIOBIIUBACT TPYAHOCTH TIpu auddepeHINaTbHON
nurarHoctuke. OKOHYATebHbIN MUarHo3 (hOpMYIUPYIOT
Ha OCHOBAaHWHU PE3yJIbTaTOB MOJIEKY/ISIPHO-TEHETUYECKOTO
aHaym3a, IS 1ieJIeHaTrpaBIeHHOTO MPOBEACHNSI KOTOPOTO
TpeOyeTcsl yCTaHOBJIEHWE TIPEIBAPUTEILHOIO JMarHo3a.
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