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MuToXOHApHAIbHAA JUC(PYHKIIUA Y AeTei
C MeYeHOYHbIMHM (DOPMaMM IIIMKOT€HOBOM 00J1€3HH

1leab uccaedosanus: oyuenums xapaKmep MUMOXoHOPUANbHbIX OUCHYHKYULL Y Demeli ¢ hedeHOUHbIMU Gopmamu eaukoeenogoll 6oaesnu (I'b). Ilayuenmot
u memooot: 6 dunamuie obcaedosano 53 pebenka c I'b, komopole 6 3asucumocmu om muna 3aboneéanus 6viau pacnpedenenst na 3 epynnol: 1-1 — demu
¢ I'b muna I; 2-3 — ¢ I'b muna I11; 3-2 — ¢ I'b muna VI u IX. [pynny cpasnenus cocmasuau 34 ycaoero 300poevix pebenka. AKmueHocmo Hympu-
KAemouHbix Oecudpoeenas: cykuyunamoeeuopozernasvl (CAI), enuuepon-3-gocghamoeeudpoeenaszor (IOAT), nuxomunamuoadenun-H-deeuopocenasv
(HAJH-JI) u aakmamoeeuopocenasvl (JIAI) onpedensiau kKoauuecmeeHHbIM YUMOXUMUHECKUM MEmMOOoM 6 AUMPOUUmMax nepugepuveckoi Kposu.
Pesyabmamut: o6napyxcerno chuxcernue akmuenocmu CHI (p <0,001) u I'QAT (p <0,001) na gone nosvimenus axkmusnocmu HAAH-J] (p <0,05),
a makace crudxncenue unoexca CAT / HAJTH-JI (p <0,001) y eécex nayuenmoe ¢ I'b. Axkmuenocms JIJ[I no omnowenuto Kk epynne cpagrenus 0viia
nosviwena ¢ 1-i (p <0,05) u 3-ii (p <0,01) epynne. Haubonee svipasicennvle usmeHenus akmugHOCMU 6HYMPUKACMOUHbIX 0ecU0pPOeeHAa3 UMeau Mecmo
y demeii ¢ I'b muna I, umo coomeemcmeyem bonee maxcesOMy KAUHUHECKOMY MeHeHUlo OaHHOU (popmbl NAmoaocuu. YcmanoeaeHo, Ymo aKkmugHoCMb
BHYMPUKNEMOUHBIX 0e2U0P0o2erHas AUMPOYUMos CUuIbHO Koppeaupyem ¢ 8vipasiceHHocmoto ecenamomezanuu (R =0,86) u cmenenvio memaboauueckozo
ayudosa (R =0,987). Beieodwi: y demeii c newenounvimu gopmamu I'b o6napyoicervt npusnaku Mumoxonopuanvtoil OUuc@yHKyuu, cmeneHs eblpajiceHHo-
Cmu Komopbix 3asucum om muna 3a06oneeanus. AKMueHocmy (epmenmos AUMPoOUUmos Koppeaupyem ¢ 0OCHOBHbIMU NAPAMEMPAMU OUEHKU MANCeCIU
COCMOAHUSA, HIMO NO3604A€M UCNOAb306aMb 0AHHble NOKA3amenu 8 Kayecmee 0ONOAHUMENbHbIX QuazHoCmuyeckux kpumepues y demeii ¢ I'b.
Karoueevie caosa: demu, mumoxonopuaavnas ouchynkuus, 2aukozenosas 6oae3ns, 6HympuK.iemo4nvle 0ecudpozeHasol.

(Becmnux PAMH. 2014; 7—-8: 78—84)

BBenenne YCJIOBJIEHHBIX HEIOCTaTOYHOCTBIO Pa3IMYHBIX (HEPMEHTOB,

YYacTBYIOIIMX B OOMEHE TIJIMKOTeHa. DH3UMHBbIE Ne(heKTh

IukoreHoBast 6one3Hb (I'b) — obobOmIalolee Ha3Ba- MPUBOIAT K HApYLIEHUSIM €ro CTPYKTYPhl M HU30BITOUHOMY
HUE TpYyNIbl PEAKHUX HACJICACTBEHHBIX 3a60neBaH1/1171, 00- HaAKOIUVICHUIO B pas3/IMYHbIX TKaAHAX U OpraHax. B 3aBucumo-

0.V. Kurbatova!, T.D. Izmailoval, A.N. Surkov!, L.S. Namazova-Baranoval- % 3, S.I. Polyakoval, L.V. Miroshkina’,
G.F. Semyonova!, I.V. Samokhina!, E.Yu. Kapustina!, Z.N. Dukhova, A.S. Potapov!- 2, S.V. Petrichuk!

! Scientific Centre of Children Health, Moscow, Russian Federation
2].M. Sechenov First Moscow State Medical University, Russian Federation
3N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation

Mitochondrial Dysfunction in Children with Hepatic Forms
of Glycogen Storage Disease

Aim: The purpose of the study was to assess mitochondrial dysfunction severity in patients with hepatic forms of glycogen storage disease (GSD).
Patients and methods: We examined 53 children with GSD in the dynamics. Distribution of children by disease types was: I*' group — children
with GSD type I, 2" group — children with GSD type III, 3 group — children with GSD type VI and IX; comparison group consisted of 34
healthy children. Intracellular dehydrogenases activity: succinate dehydrogenase (SDH), glycerol-3-phosphate-dehydrogenase (GPDH),
nicotinamideadenin- H-dehydrogenase (NADH-D) and lactatdehydrogenase (LDH) was measured using the quantitative cytochemical method
in the peripheral lymphocytes. Results: It was revealed decrease of SDH- (p <0.001) and GPDH-activities (p <0.001), along with increase
of the NADH-D activity (p <0.05) in all patients with GSD, (SDH / NADH-D) index was decreased (p <0.001). LDH activity was increased in
groups 1 (p <0.05) and 3 (p <0.01), compared with comparison group. The most pronounced intracellular enzymes activity deviations were observed
in children with GSD type I, that correspond to more severe clinical form of GSD. It was found strong correlation between intracellular enzymes
activity and both hepatomegaly level (R =0.867) and metabolic acidosis severity (R =0.987). Conclusion: Our investigation revealed features
of mitochondrial dysfunction in children with GSD, depending on the GSD type. Activities of lymphocytes enzymes correlates with the main disease
severity parameters and can be used as an additional diagnostic criteria in children with hepatic form of GSD.

Key words: children, mitochondrial dysfunction, glycogen storage disease, intracellular dehydrogenases.

(Vestnik Rossiiskoi Akademii Meditsinskikh Nauk — Annals of the Russian Academy of Medical Sciences. 2014; 7—8: 78—8§4)



AKTYAJIBHBIE BOITPOCBI ITEIVATPI

CTU OT HeIOCTaTKa TOrO WJIM MHOTO (hepMeHTa, a TakKke OT
THIA TIOpaXXaeMOU TKaHU, B HACTOSIILIEE BPEMsI BBIICISIIOT J10
15 Ttunos 3abosnesanus [1]. B naHHOi1 pabore peub moiinet
o Tex turax ['b, KoTopbie MPOTEKAIOT ¢ MPEUMYIIECTBEHHBIM
nopaxenuem reuenu(tun I, 111, VI u IX).

Cpenn BapuaHToB ['b Thma 1 BbImensiioT 2 OCHOBHBIX.
[Tontum la pa3BuBaeTcs B pesyibrate myTanuii reHa G6PC,
KOAMPYIOILETO TJII0K030-6-(hocaTasy, 4To NMPUBOIUT K ee
HEJI0CTaTOYHOCTH B KJIETKAX ITeYeHU, TT0YeK, CITU3UCTOI 000-
JIOUKE KUIIEYHUKA, KeTYHOTO Ty3bIpsi, a TaKXKe B B-KIeTKax
mouKkenynouHoit xenespl. I'b moatuma Ib oGycinoBieHa
MyTtauusmu reHa SLC17A44, Komupyrouero MUKpOCOMallb-
HBII TpaHCTOPTHBIN Oenok T1 (TpaHClOKa3y TJTIOKO30-
6-bocdarasbl), KOTOpble MPUBOAIT K €ro HEIOCTaTOYHO-
CTU B TMEYEHU, TIOYKAX, CIU3UCTON OOOJOYKE KUILECYHUKA.
I'b tuna | xapakrepusyercss Hanbosiee TSDKETBIM TeUEHUEM
B CBSI3M C HAMOOJbIIEH BBIPAXKEHHOCTHIO METa0OIMUYECKUX
HapyieHui [1-5].

I'b tuna III Bo3HuKaeT B pe3ynbTate MyTtauuii reHa AGL,
KOJIMPYIOIIETO TJMKOTEH-/IEBETBIIINN (PEePMEHT, KOTOPBIiA
TIPENCTABICH ABYMSI KaTaTUTUUYECKUMU eIUHUIIAMU: aMUJIO-
1,6-rmoko3umasoil u 4-a-mIokaHoTpancdepasoir [1, 3—5].
Teuenue 3Toil (OpMBI MATONOTUM PA3NTUYHO: UMEIOT MECTO
cydyan TIpOTpeccUpoBaHUs 3a0boyieBaHUS WU, HA000POT,
perpecc CUMNTOMATUKK C BO3PACTOM.

I'b tumna VI o6ycnoBnena myrauusimu reHa PYGL, xonu-
pytouiero (ochopunazy meueHu, AePULINAT KOTOPOIl BeAET
K M30BITOYHOMY HAKOIUIEHWIO TJIMKOTEHAa B TEMaToIUTaXx.
I'b tuma IX Bo3HMKAeT B pe3yabTaTe pas3IudyHbIX Ie(eKTOB
dochokunazHoit cuctemsl. Y naueHToB ¢ VI u IX tunom I'b
MMEEeT MeCTO Haubosiee JIeTKUil BapuaHT TeueHusl 3a0o0JieBa-
Hus [1, 3-5].

IMockonbKy TepBUYHBIN (DEepMEHTHBIN HedeKT cBsi3aH
C HapyllleHreM 00pa30BaHMs TJIIOKO3bl U3 IJIMKOTeHa, Bely-
MM MeTaboiauyeckuMm cumnToMoM npu I'b sBnsercs rumno-
[JIMKEMUSI, CTENEHb BBIPAXKEHHOCTU KOTOPOIii, COOTBETCTBEH-
HO, U OMpeaensieT COCTOSIHME OOJbHBIX. TakuMm o0pazoMm,
B pe3yJIbTaTe TeHETUYECKUX MyTallnii, BEAYIIMX K BOSHUKHO-
BeHuto I'B, MporcXoasiT 1 UBMEHEHUST pa3TUIHbIX KU3HEHHO-
BaXKHBIX OMOXMMUYECKUX MPOLIECCOB, CBSI3AHHBIX C HapyIle-
HUSIMU YIJIEBOIHOIO OOMeHa. DTO OTPULIATEIbHO OTPaXkaeTcsi
Ha 00pa30BaHUM 3HEPrOEMKMX COCAMHEHMIl, YTO B pamKax
COBPEMEHHBIX MOJICKYJISIPHO-OMOJIOTMYECKUX MCCIIeTOBaHUI
paccMaTpuBaeTCsl KaK MUTOXOHApUaTbHasT TUCHYHKIINS.

Psimom aBTOpOB TMOKa3aHO, YTO MUTOXOHIpPUAIbHAS TUC-
(byHKIIMS JIEKUT B OCHOBE IIMPOKOTO OUara3oHa MaTojio-
TMYECKMX TPOIIECCOB, SIBJISIIONIMXCS OTIPABHON TOYKOIA
IUTS pa3BUTHsI PA3IMUHBIX IATOJOTUIA: HAapYIIECHUsT BPOXK-
NIEHHOTO WMMYHHOTO OTBETa, ayTOBOCTAJIMTEIbHBIX 3a00-
JIEBaHUII, XPOHUYECKUX [ETeHEPaTUBHBIX U OITYXOJIEBBIX
3aboeBanuii [6—11].

HecMoTpst Ha TO, 4TO HamboOJIbllice BHUMaHUE B paM-
KaX MUTOXOHAPUATbHONW MEIUIIMHBI YAESIOT TEePBUYHOIM
(reHeTUYeCKU JIeTePMUHUPOBAHHOIN) MUTOXOHIPUATHHOM
MaToJIOTMW, TeM He MeHee U TEepBUYHBbIC, U BTOPUYHBIC
MUTOXOHJPUAIbHBIE PACCTPOCTBA WMMEIOT aHAJIOTUYHBIC
opmbI peanusanuy Ha KieTouyHoM ypoBHe [10, 11]. Takum
00pa3oM, BBISIBJICHUE XapaKTepa U CTEIIEHU MUTOXOHIPUAITb-
HBIX HapyIIEHUI CTAHOBUTCS aKTyaJbHOI TUArHOCTUYECKOI
MIpOOJIEMOIA.

7151 o1ieHKY (DyHKIIMOHATBHOTO COCTOSTHUSI MUTOXOH/IPY -
TBHOTO armapaTa BO3MOXHO HCIIOTb30BaTh OIpeIeieHIe
AKTUBHOCTU (hePMEHTOB JbIXaTeJIbHON 1IETIH: CYKIIMHATICTU -
nporenasbl (CAI') u HuKoTnHaMuIaaeHUH-H-neruaporeHassl
(HAIH-/1) numdbounToB neprdepudecKoit KpOBH.

CIAI' — ocHoBHOIT depmeHT mukiaa Kpebca m srama
Il ngpIxaTeabHOM IIeMM MUTOXOHAPHU. BDTO (JIaBOIPO-

TEWJ, MPOYHO CBSI3AHHBI C BHYTpeHHEH MeMOpaHOl MM-
ToXoHApUil. B 1umkie tpukapboHoBbix Kucior CAI kara-
JIU3UPYET OKUCJIEHUE SIHTAPHOUW KHUCIOThI B (yMapoBylO
U TIO3BOJISIETC BBICOKOW CTEMEHBIO MOCTOBEPHOCTH CYAUTh
0 (PyHKIIMOHAIBHOCTH BCETO MUTOXOHAPUATILHOTO arapara.
HAH-I — KoMmIUieKC HUKOTMHaAMUIAAEHWH-3aBUCUMbIX
neruaporeHas (HAH-uuroxpom C-pemykTasa, JTUTTOWIIC-
TUIporeHasa, XMHOHPEIyKTa3a), KOTOPbIe KaTaIU3UPYIOT T1e-
penoc Bomopona ¢ HAJIH Ha ¢h1aBUHMOHOHYKJIEOTHA. DTOT
KOMIUIEKC — OJINH W3 HAYaJbHBIX KOMITOHEHTOB JIbIXaTeIb-
HOI 1IeTIH, TI0 KOTOPOU OCYIIECTBIISIETCS TIEPEXOJI IIEKTPOHOB
OT cyOcTpaTa K KUCIOPOIY, M KOTopasi Hepa3pbIBHO (DYHKIIU-
OHAJBHO CBsi3aHa ¢ paboroil 1ukia Kpebca. OmnpeneneHue
aktuBHoctT HAJIH-nerunporeHassl maer IpejicTaBlieHUE
00 MHTEHCUBHOCTU PabOTHI 3Tarna | apIxaTtesbHON Lenu MU-
TOXOHAPUIA.

[oxa3zaHo, 4TOo Hambosiee paHHUM OTBETOM Ha THMIIOK-
CUYECKOe BO3MICICTBUE SIBISIETCS YCWJIEHWE WHTEHCUBHO-
cru HAJIH-3aBuCMMOro TyTH OKHMCJIEHUS W €ro BKJaja
B obO1iee abixaHue. AktuBanus HAJI-3aBUCUMOTO OKMCIICHUS
COMPOBOXIAETCSI, KaK TMPaBWJIO, TMOBBIIIEHMEM WHTCHCUB-
Hoctu obpaszoBaHust AT®. D1y cragnio paccMaTpuBaIOT Kak
TIEPBUYHYIO CPOUYHYIO HEeCTICIIM(DUUECKYI0 KOMIIEHCATOPHYIO
pPeaKIMIo SHEPTEeTUYECKOTO arapara Ha CHIKEHUE T0CTaB-
K1 KHUCIIOpOJa K KJIETKe, B OCHOBE KOTOPOI JiexkaT Takue ke
M3MEHEHUS, KaK U Tpu pabodueil TMIMOKCUU WM TUITOKCUM
HarpspkeHus [12]. B HEKOTOPBIX MccieT0BaHUSIX, TTOCBSIIICH -
HBIX TEUEHUIO aJIepIrMYecKUX 3a00JieBaHUIi, BOCTIAIIUTENb-
HBIX 3200JIeBaHUI KUILIEYHUKA, TIEPUTOHUTA U JIP., TTOKa3aHa
MHGOOPMATUBHOCTh LIUTOXMMUYECKOTO MHAEKCA — COOTHO-
wenue CAI' / HAOAH-[ [13—15].

MHTEeHCUBHOCTh TMPOLECCOB TIIMKOIU3a MPUHSITO OLle-
HUBaThb IO aKTUBHOCTM JakKtataeruaporeHassl (JIAI) —
¢depMeHTa, KaTaJIM3UPYIOIIET0 00paTHUMOE BOCCTAaHOBJEHUE
MHUPOBUHOTPAAHOMN KMCIOTHI 1O MOJOYHOI B MPOLIECCE aHAd-
POOHOTrO IIMKOIMU3A.

CornpsixkeHHOCTh MMKoau3a u 1ukiaa Kpebca ompe-
NEJISIOT 0 aKTUBHOCTM MUTOXOHIPUATbHOW TJIMIIEPOJI-
3-docdarnernaporenassl (IOAI) — depmeHTa, oTpaxkaro-
mero paboty mmuepodocdaTHOro YeJHOYHOrO MexaHu3Ma
MO TPAHCIOPTY dJIEKTPOH-SKBUBAJEHTOB U3 IMTOIJIAa3Mbl
B MUTOXOHAPUHU, a TaKKe 0OMeH Hochonunuaos.

B HacTosiiiee BpeMsi OLIEHKa MUTOXOHIPUATbHBIX TUC-
(GYHKIMIA IMPOKO MCIOIB3YeTCsST TIPU Pa3IMYHBIX MATOJO-
ruyeckux coctosiHusix [16—19], onHako ucciaenoBaHusl 3TOI
npo6iaemsl ipu I'b orpaHnynBaOTCs eAMHUYHBIMU 3apyOex-
HbIMU nyonukauusimu [20, 21]. B g1ocTynHoit oTeuecTBEHHOI
JIUTEpaType CBeJEHUIA IO JAaHHOMY BOIIPOCY HAMU OOHapyxke-
HO He ObUTO.

C yuetom Toro, urto npu I'b y mamumeHTa mcxomHo cy-
IIECTBYET MeTaOONIMUeCKUil ae(eKT, SBISIOMUNICS TPOBO-
HUpyomuM GakTOpoM Ul Pa3BUTUS MUTOXOHAPUATHHOMN
IUC(YHKIIMU, KOTOPasi, B CBOIO O4epellb, YCYryOIsieT TSKeCTh
COCTOSIHUSI OOJBHOTO, CTAHOBUTCS OYEBUIHOUW HEOOXOMU-
MOCTb UCTIOTb30BaHUS CIIEU(DUISCKUX METOIOB TUAarHOCTHU -
KU, TIO3BOJISTIOIINX OLIEHUTh XapaKTep W CTENEHb BBIPAKEH-
HOCTU BEPOSITHBIX MUTOXOHIPUAIIBHBIX HAPYIIIEHUH.

Ilenp uccienoBanus: M3y4nTh XapakKTep MUTOXOHIPUAITb-
HBIX HapyILIEHUIA y NeTell C Me4YeHOUYHbIMU (hOpMaMU TJIUKO-
TEeHOBOW OOJIE3HU.

ITaimeHTbI M METOADBI
Yuacmuuru uccaedosanusn

B mmnamuke obGciemoBaHo 53 pebeHka (33 MaibpunMKa
u 20 neBouek) ¢ I'b, KoTopsle cocTaBMIM OCHOBHYIO TPYIIITY.
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Taﬁnuua 1. ITokazaTenu akKTUBHOCTH CYKIIMHaT- " HUKOTUHaAMUWIaICHWH - H—I[CFI/IZ[pOFCHa?;bI JT]/IM(l)OLU/ITOB M UX COOTHOIICHME Y IMMall€HTOB 1 -1,

2-i1 1 3-it MOATPYIIIBI TIO OTHOLIEHHUIO K TPYIITe CPAaBHEHMSI

IToka3sarens Ipynna cpasuenusi (n =107) 1-s noarpynna (n =44) 2-s1 noarpynna (n =25) 3-s noxarpynna (n =38)
car 987 [931-1043] 811* [649-1002] 821* [779-982] 927* [772-1027]
HAIH-J 738 [690-818] 775%* [554-999] 778** [699-911] 788**[620-1019]
CAT / HAJH-I 1,35[1,20-1,42] 1,01*0,86-1,35] 1,04%[0,97-1,24] 1,12%10,96-1,34]

IIpumenanue. * — p <0,001; ** — p <0,05.

Bo3spact manmeHToB Kojebaics ot 13 mec mo 17 jtet; MeauaHa
Bo3pacTa cocraBmia 7,6 [4,1; 10,8] net.

B 3aBucumoctu oT THIa 3a0oJjieBaHUs, B COCTaBE OC-
HOBHOW TPYIIIBI ObUTO BBIICICHO 3 MOATPYIIBL: 1-s — netu
¢ I'b nma I (nIlETEi/i =19’ noGCﬂeﬂosaHm& :44)’ 2-1 — netu
¢ I'b tuma III, (nﬂerei/x =15, M osenenonanii =25); 3-9 — metu
¢ I'b una VI u IX (nﬂeTei/k =19, Mo6enenopanuit =38). Ipyn-
Iy CpaBHEHUS COCTaBWJIM 34 YCIIOBHO 3IOPOBBIX peOeHKa
(noﬁm}m%w‘.V.I =107), comocTtaBUMBIC TIO IIOJYy M BO3pacTy
C OCHOBHOI I'PYTITION.

Memooot uccaedosanus

Bcem nmetsiM ObLIO MPOBEIEHO OMpeAeieHUEe aKTUBHO-
CTU BHYTPMKJIETOUHBIX AerumporeHas jumornuro (CAT,
HAJH-A, JIAL, T®OAI) MeromoM KOJIMYECTBEHHOTO LIMTO-
XMMHUYECKOTO aHallM3a, BKJIIOYAIOIIEr0 CBETOBYI0 MUKPOCKO-
MU0 ¥ IUTOMOP(MOIEHCUTOMETPHUIO.

AxktuBHOCTb ['D/IT" onpenensii KOMMYECTBEHHBIM IIUTO-
XMMHUYECKUM METOI0M, OCHOBAaHHOM Ha CITOCOOHOCTH Tapa-
HUTPOTETPA30/usi (PUOJETOBOrO B mpolecce (hepMEeHTATUB-
HO peakiiu 00pa30BbIBATh HE PACTBOPUMBIE B BOJIE KPYIJIbIe
rpaHyibl hopMasaHa B JefKOIMTax U TpOoMOoIUTaxX nepude-
puueckoit KpoBu [22]. AKTUBHOCTb (hepMeHTa MpU CBETOBOM
MMKPOCKOIMU OLIEHUBAJIM B YUCICOOPa30BaHHBIX TPaHy
Ha KJIeTKY (Ip./KIL.).

AxtuHocts CII, HAJIH-A wu JIJAI' oueHuBanu Liu-
TOMOP(MOAEHCUTOMETPUYESCKUM METOIOM, KOTOPBIA MPOBO-
UM C TIOMOIIBIO ammnapaTHO-TPOrPaMMHOIO KOMILIeKca

Cpeanee; Otpesku: 0,925*Pa3max 6e3 BbIOP.
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Puc. 1. AKTUBHOCTb CYKUMHAT- M HMKOTMHamMuIaaeHWH-H-
JIeTUIPOTeHa3bl IMMGOLUTOB Y TTALIMEHTOB 1-i, 2-if u 3-if moxarpyr-
ITBI 0 OTHOILNEHUIO K IPYIITE CPaBHEHUS.

IIpumenanue. 3nech u Ha puc. 2, 3. * — p <0,001, ** — p <0,05.

BU3yalIu3alluM MOpPGhOJOrHYeCKHUX TIpernaparoB, aHaau3a
M PETUCTPAIIMKU ONITUYECKUX U MOP(DOIOTUYECKUX MOKa3aTe-
neit «BuneoTect» u mporpammer «Mopdoorus 5.2» (Poccust)
[23]. LluroMopdomaeHCUTOMETPUIECCKUI aHalIu3, TOMUMO
yucjaa TpaHyJ B KJIETKe, MO3BOJSIET OLEHUTh UX IUIOIIAIb
W ONTHUYECKYIO TIOTHOCTh. OlleHKA aKTUBHOCTH (hepMeHTa
TIPY TIOMOIIIM JAHHOTO METO/Ia UCCIeIOBAHMS YUUTHIBACT BCE
9TU XapaKTePUCTUKU U TIPEACTaBIeHa B BUJE MHTErPaTbHOMN
ONTUYECKOI MIOTHOCTH, U3MEPEHHOI B YCJIOBHBIX €IMHMIIAX
(ycm.em.).

Cmamucmuueckas oopabomxa 0annvix

CTaTHCTUYECKUI aHaTU3 TIOJYYeHHBIX PE3yJIbTaTOB MPO-
BOIMJICS C MCITOIb30BaHMeM makeTa mporpamm STATISTICA
v. 6.0 (StatSoft Inc, CIIIA). [laHHbIe ITPEACTABIECHBI B BUIE
MelMaHbl U [HYXXHeH—BepxHei| kBapTuin. 10CTOBEPHOCTD
OTJIMYMII OLIEHWBAJIM TPU TOMOIIM HermapaMeTpuuecKoro
kputepusi KonmoropoBa—CmupHoBa. KoppenasiunoHHbII
aHaJIM3 MPOBOAMIM METOIOM TOIIAroBoii perpeccuu. Pasnu-
YYs CYNTATN CTATUCTUIECKU 3HAaUMMbIMU 1ipu p <0,05.

PesyabraTsr

Bbuto 06HapyXXeHO TOCTOBEpHOE CHUKEHUE aKTMBHOCTU
CJTI npu Bcex Tunax I'b 1o oTHOLIEHMIO K TPyTITe CpaBHEHUS
(Taba., puc. 1). [1pu aTOM HanbosIee BoIpakeHHOE CHUXEHUE
aktuBHocTu CII (p <0,001) otmMeyeHo B 1-it moarpyrrme na-
LIMEHTOB, YTO COOTHOCUTCS € 00JIee TSIXKEIbIM KIMHUYECKUM
teueHueM I'b tuna 1y nereit. Bo 2-it moarpynmne (I'b tuna
IIT) cHuxenue aktTuBHOCcTM C/I' OBLIO MeHee BbIpakKeHO
(p <0,001). HaumeHblliee OTKIOHEHWE ITOrO MOKaszaTesisl OT
TaKOBOTO B IPYIIIE CpaBHEHUSI HAOIOMaIM B 3-i1 MOArpyIie
(I'b tuna VI) (p <0,05). [pu 3TOM NOCTOBEPHBIX pazIUYUil
B aktuBHOCTM CJIII' MexXny Tpemsl MOArpynmnaMu MalueHTOB
BBISIBJIEHO HE OBLIO.

Hanpotus, aktuBHoctb HAJIH-II y neteit ocHOBHOU
TPYIIBI ObUIA TOCTOBEPHO BHIIIIE TAKOBOI B TPYIIE CpaBHE-
Hus (p <0,05). Ee mokazaTenu MexXIy TOATPYIIIaMU TaKKe He
paznnyanuch (cM. Tadi., puc. 1).

Kak BugHo u3 Tabis. 1, y mauuentos ¢ I'b umeno mecto
HapymeHue cootHomeHust mexny CAI m HAOH-I. Tak,
ecau B rpyrre cpaBHeHus: aktuBHocTh C/I cyiecTBeHHO
npesbliiaya TakoByro HAJIH-/I, 1 MmeauaHa uHaeKca X COOT-
HotreHus coctasisiia 1,35 [1,20—1,42], To Bo BceX MOATPYII-
max neteit ¢ ['b HabGmomanmM 1OCTOBEpHOE CHUKEHUE ITOTO
uHnekca (p <0,001). Mexmy rpynmnamMu JaHHBIN TTOKa3aTehb
HE pa3jinyaics.

OnHOBPEMEHHO HaMU ObIJIO OOHAPYKEHO 3HAUUTEIBHOE
(p <0,001) cHuxenue akruBHocT DT Bo Beex moArpyrinax
neteii, crpagatommx ['b (puc. 2), 4to oTpaxkaer HU3KYIO CO-
TPsKEHHOCTH nkiia Kpebca 1 rmkonm3a y 3TUX malrueHTOoB.

Kak BumHO W3 TIpeACTaBIeHHBIX JaHHBIX, aKTUBHOCTb
I'®/IT Bo Bcex moArpyrnax oblia CHIDKEHA B cpeaHeM Ha 48 %
10 CPaBHEHUIO C TPYIION CPaBHEHUS, OIHAKO CTaTUCTUYe-
CKU JOCTOBEPHBIX PA3IMUNil MEXIy aKTUBHOCTBIO (hepMeHTa
B Pa3HbBIX MOATPYTITaX 3aPETMCTPUPOBAHO HE OBLIO.
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AktusHocTb FOLN, rp/Nd
(=)

1-5 2-9 3-9
noarpynna noarpynna NOATPynna CpaBHEHUs

[pynna

Puc. 2. AKTUBHOCTb ruiieposi-3-docdaraernaporeHassl y namueH-
TOB 1-i1, 2-i1 ¥ 3-i1 MOATPYIIIBI IO OTHOIIEHHUIO K TPYIIIE CPABHEHMSI.

B 10 ke Bpemsa aktuBHOCTb JI/II' Oblia moOBBINIEHA
B 1-1i u 3-it moarpymnre (p <0,05 u p <0,001, cooTBeTCTBEH-
HO) TI0 OTHOILIEHUIO K IpyIe cpaBHeHUs (puc. 3). JlaHHBIN
GaKT MOXET CBUIAETEIbCTBOBATH OO0 aKTUBAIIMM aHA’POO-
HOTo TJMKoju3a y mauueHToB ¢ I'b Ha doHe mempeccum
OKMCIUTENbHOTO (ochopunupoBanus. [1pu aTom y nereit
2-11 MOATPYIIbI JOCTOBEPHBIX OTIMYMIA OT IPYIIIbI CPaBHE-
HUSI HE BBISIBUIIN.

Hamu ObuT MpoBeaeH KOPPEISILIMOHHBIM aHaJIM3 C 1ie-
JIBIO OTPE/EICHUsT B3aMMOCBSI3EN MEXIy TPaaMLIMOHHBIMU
KJIMHUKO-T1a00paTOPHBIMU TMapaMeTpaMu, TMO3BOJISIOIIMMU
OLICHUTD TSDKECTb COCTOsIHMS mauueHToB ¢ I'b, u akTuBHO-
CTbIO MCCJICIOBAaHHBIX BHYTPUKJIETOYHBIX (DEPMEHTOB JIMM-
douuToB.

OHUM M3 OCHOBHBIX KJIMHUYECKUX KPUTEPUEB OLIEHKU
TSDKECTH COCTOstHUS atueHTa ¢ ['b siBisiercst BoIpaskeHHOCTb
rernatomeraauu. BeienctBue HapylieHMsI TIPOLIECCOB MeTa-
0oM3Ma B MEYEHU Y TaKUX MAlMeHTOB MPOMCXOAMT HAKO-
TUIEHWE PA3IMYHbIX MPOIYKTOB OOMEHa: YIJIeBOAOB (B OCHOB-
HOM, TJIMKOTEHa), KMPOB, Xeje3a U T.IT., KOTOPbIe TTPUBOJIST
K ee yBelmueHuo. B pesynabrate mucTpoduu U BOCTIAIUTE b~
HBIX WM3MEHEHUI TPOMCXOIUT pas3pylieHWE TenaTolMTOB,
Ha MeCTe KOTOPBIX (POPMUpPYETCSl COEAMHUTENIbHAsI TKaHb,
YTO TIPUBOIUT K (hUOPO3y, M, B KOHEUHOM UTOTe, K LIMPPO3Y
nevenu [1, 5].

JlaGopaTopHBIM KpUTEpHEM OIIEHKH CTETeHU TSKECTH
COCTOSIHUMSI TMalMeHToB ¢ ['b MoXeT MmociyXuTh aeduiuT
oydepHbix ocHoBaHuii (Base-Excess, BE): oTkiioHeHUe KOH-
LIeHTpaluu OyhepHbIX OCHOBAHUI OT HOPMAJIBHOTO YPOBHSI.
B nopme mokaszatens BE paBen 0 MMob/i1, a AOITyCTUMBIE
TIpe/iesTbl ero KosiebaHuii cocTaBnsior + 2,3 mmoib/n. Benu-
yuHa BE siBisiercst Haubosiee MH(GOPMAaTUBHBIM MTOKa3aTeIeM
MeTabOoIMYECKUX HApYyLIEHU KHUCIOTHO-OCHOBHOTO COCTO-
siHusl. JleUUUT OCHOBaHUN CBUAETEILCTBYET O HAJIUYMK
MeTaboIMYECKOTO allkao3a.

Y natmenToB ¢ I'b Ha dhoHe TOBBIIIEHNST CBIBOPOTOYHOTO
YPOBHSI JlaKTaTta, SIBJSIONIETOCS] OPraHM4YeCKOi KHUCIOTOM,
BO3HMKAeT allMAEeMUsI, U Pa3BUBAETCS XPOHUYECKHUIl MeTa-
0OJIMYECKUI allM03, B PE3y/IbTaTe Yero MPOMCXOIUT MOCTe-
MeHHOe UCTolleHue OyhepHbIX cucTeM (B MEPBYIO Ouepelb,
TUIPOKApOOHATHOM) M (PUBMOJOTMUECKUX MEXaHU3MOB Hell-
TpaJIM3alliy U BbIBEICHUST M30bITKA HEJIETYIMX KMCIIOT U3 Op-

800
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650

600

550

500

AxtusHocTb J1OT, yen. ea.

1-5 2-9 3-1
noarpynna MoArpynna NoOArpynna CpaBHeHWs

pynna

Puc. 3. AKTUBHOCTb JIAKTaTACTUAPOreHa3bl TUMMOLIMTOB y MallUeH-
TOB |-, 2-i1 1 3-i1 MOATPYNIIBI MO OTHOLIEHUIO K TPYIINe CPAaBHEHMUS.

ranusma. [1pu nporpeccupoBanuu I'b, conpoBoxnatomiemcst
JUTATEJIbHBIM CHYDKeHUeM pH KpoBU M MCTOLICHUEM HATpUii-
OuKapOboHaTHOI Oy(epHOll cCUCTeMbI, HAYMHAET 3aAeiCTBO-
BaThCsl MO Kaiblusd U (PochaToB KOCTHON TKAHU B CBSI3U
C HEOOXOIMMOCThIO HEUTpaIU3allMi KaTUOHOB KMCIIOT. Takast
ajianTalMs K alyao3y NPUBOIUT K OMACHOM AeMUHepaIn3a-
LIMY AMaJId 3y0OB M KOCTEl U, UTOTe, K ocTeonopoay [1, 5].

BoisiBneHHBIE KOppeasiliud TpeacTaBieHbl Ha puc. 4
(a,6) u 5 (a, 0).

YcTaHOBIEHHBIE CBSI3M MEXIY aKTMBHOCTBIO HCCIIENO-
BaHHbBIX HaMU JIETUAPOreHas JUMMOLUTOB U BaKHEHILIMMU
KJIMHUKO-JIA0OPATOPHBIMU XapaKTePUCTUKAMU TEUYEHHUsI 3a-
OoJieBaHUsI OKa3bIBAIOT MHGOPMATUBHOCTb M OOBEKTUB-
HOCTb LIMTOXMMUYECKUX TOKa3aTeseil B OLIEHKE TSKECTU CO-
crosiius geteit ¢ I'b. Ocoboe 3HaueHMe UI TTPAKTUIECKOM
MEIMLMHBI UMEET U3yYeHNe YKa3aHHbIX HapYLIEHU B CBSI3U
¢ pa3paboTKOii B 3TOI 0061acTu 3(PHEKTUBHBIX METOJOB Tepa-
MEBTUYECKOMN KOPPEKLIMHU.

OO6cyxneHue

CoBpeMeHHBII 3Tan usyyeHusi ['b xapakrepusyercsi Ha-
JIMYMEeM MHOTHMX HepelleHHBIX BOIMPOCcoB. B ywacTHocTH, Cy-
MIECTBYET TMpobieMa CKPUHWHTA JaHHOW MaTOJIOTUM B paH-
HEM BO3pacTe U MOHUTOPWHTA COCTOSTHUS TaKUX OOJIbHBIX.
3atpynHeHa nuddepeHIMaibHas nuarHoctTuka TumnoB ['b
B CBSI3M C MaJiOil JIOCTYITHOCTBIO M BBICOKOW CTOMMOCTBIO
MOJIEKYJISIDHO-TeHeTn4eckoro aHanmza [5]. [lpu 3ToM, Kak
yXe TOBOPWJIOCH, Ha (hOHE XPOHWYECKOU IMepCUCTUPYIOLIEH
runoriikeMun y neteit ¢ ['b pazBuBaercst BeIpakeHHasT Me-
TabosnvecKasi IeKOMIICHCAllMsl, Beayllas K 3HaYUTeIbHOMY
YXYALIEHUIO COCTOSIHUST OOJIbHBIX.

KupHble KHCIOTBI, MOHOCAXapuabl U aMUHOKHUCIOTHI
SIBJISIFOTCSI TPE/IeCTBEHHUKaMU nupyBaTta 1 atetui-KoA —
YHUBEPCATbHBIX IBYXYIJICPOIHBIX COCIMHEHUM, TOCTYIMalo-
mux B umkia Kpebca — IUKIMYECKUI OMOXMMUYECKUI ad-
POOHBII MPOLIECC, OCHOBHOM 3Tal XKU3HEACITEIbHOCTH BCEX
KJIETOK, MCIOJIb3YIOIINUX B CBOEW JKMU3HEAESATEIbHOCTU KHUC-
siopon. Lukn KpeGca urpaer KioueByio poJib B Mpolieccax
[JIIOKOHEOTeHe3a, TepeaMUHUPOBAHUS, Ie3aMUHUPOBAHUS
¥ aroreHesa [5].

C
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Puc. 4. PacnipesiesieHe GOJIbHBIX C IJIMKOI€HOBOI 60JIE3HBIO B 3aBUCMMOCTH OT CTETIEHU BHIPaKEHHOCTHU TeaTOMETAINU, CM.

Ilpumeuanue. (a) JIByXKOHEUHOI cTpeKoil okasaHbl pedepeHcHble 3HaueHus:: oT 0 10 2 cM (6) Koppesnsiu Mexny BhIpakeHHOCTbIO TenaTo-
meranun u aktuBHocthio CAT, HAJAH-I, JAT, TOAT mumboruToB, KoadhUIIMEeHT MHOXECTBEHHOM Koppesiiini R =0,86.

12 10 -8 6 -4 -2 0 2 4 6
Yposerb BE (Mmons/n)

a

(= =z

0Xunpaaemble 3Ha4eHUs

2 -10 -8 -6 -4 -2 0 2 4 6
MpefckasaHHble 3HaYeHNs

6

Puc. 5. PacripenesnieHue GONBbHBIX B 3aBUCUMOCTHU OT YpoBHs Aeduiinra ocHoBanuii (BE) B cbIBOPOTKE KPOBU, MMOJIb/JI.

ITpumeuanue. (a) JIByXKOHEUHOIi CTPEKOI MoKa3aHbl pedepeHCHbIe 3HaUeHUsI: OT -2 10 +2 MMoJb/J. (6) Koppensiunn mexay 3HaueHrem BE
u aktuBHocThio CAT, HAAH-, JIAT, TOAT aumdounTos, koadduiimeHT MHOXecTBeHHOM Koppessiiun R =0,987.

[Monyuennsle B nmukie Kpebca BOCCTaHOBUTEBHBIE K-
BUBAJIEHTHI repeHocsaTcss Ha HAJIY wim yOUXMHOH U BKJIIO-
YalOTCS B NIBIXaTEJIbHYIO 1IEIb, SIBJISIONIYIOCS YacThIO TMPO-
mecca OKUCIUTEIbHOro (ochopunupoBanusi. KoOMIIOHEHTBI
NIBIXaTeTbHOM EMU KaTaIM3UPYIOT TIEPEHOC JIEKTPOHOB OT
HAIH"H" miu BOCCTaHOBJIEHHOIO YOMXMHOHA Ha MOJIEKY-
JISIpHBIN Kuciopo. K3-3a G0bIIoi pa3sHUIBI OKUCTUTEhb-
HO-BOCCTAHOBUTEJILHBIX MMOTEHIIMAIOB JIOHOPA M aKlenTopa
peakIus SIBJISIETCS BBICOKO9K3ePrOHMYECKOii. boiblias yacTb
BBIICJISTIONIENCST TTPU OTOM SHEPTUU MCITONIBb3YEeTCsT TSI CO3a~-
HMsI TpaMeHTa MPOTOHOB U 00pa3oBaHuss AT® ¢ OMOIIbIO
AT®-cunrassr [23].

MexaHuU3M peryIsiiun 00pa3oBaHus 1 noTpediaeHnss ATD
Ha3bIBAETCS IbIXaTeIbHBIM KOHTPOJIEM, KOTOPBIIi OCHOBAaH Ha
COMPSDKEHUM TIOCTYIUICHUSI U PACXOJ0BaHUSI KOGEPMEHTOB.
Ecnu kietka He pacxomyeT AT®D, To He MPOUCXOIUT M Hapac-
tanue AJI®, 4To, B CBOIO OYepeb, TOPMO3UT JCKTPOHHBIN

C

TepeHoC B JbIXaTelbHOM 1ienu, BeieacTtBue yero HAIH He
MOXeT ObITh okuciieH B HAII™. B aToM citydae BO3HMKAOIIEE
Bbicokoe cootHowmenue HAJIH / HAZI™ topmosut uutpar-
HBII IIUKJI U TEM CaMbIM CHIXaeT MoTpebsieHre cyobcTpara.
Ecnu cozmanme MpOTOHHOTO TpaJiieHTa TOJaBIeHO, TO TIPO-
1IeCcChl OKMCJIEHUS CyOCTpaTa U IepeHoca JIeKTPOHOB MPoTe-
KaloT 3HAYUTEIbHO ObIcTpee, YeM 00braHO. [Ipu 3TOM BMecTo
cunte3a AT® Boigensiercst tero. [pyu M30BITOYHOM KOJIM-
YeCTBE XUPHBIX KMCJIOT, KOTOPbIE paclafaloTcsi B pe3ysbraTte
B-OKuCIIeHUs, U HEOCTaTKEe MUPYyBaTa B ABIXaTEIbHON LIETIH
OTKpPBIBAETCS] TPOTOHHBIN KaHaJ, He 3aBUCSIIMI OT HATMYUST
AN®. Pacniag XUPHBIX KUCJIOT MPOTEKAET ¢ MaKCUMAaJIbHOM
CKOPOCTbIO, TeHEPUPYsI IHEPTHIO B hopMe Teria, a He B hop-
me AT [23].

K HacrosiiieMy MOMEHTY JI0Ka3aHO, YTO MUTOXOHIPHUATTb-
HBII ammapar oTBe4YaeT 3a MHOTHe GYHKIIMHA, KOHTPOJIUPYIO-
1IMe KU3HEAeSATeNbHOCTh KiIeTKU. [ToMumo Bemylieir posu
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B TIpoliecce OOpa30BaHUSI HEPTUM, MHUTOXOHAPUS TO3U-
LIMOHUPYETCSl KAaK OpraHesula, peryjupyouasi rmocpeicTBoM
00pa3oBaHusl aKTUBHBIX (POPM KHUCIOpPOAA MPOLECChl Kiie-
TOYHOM Mponudepannu u guddepeHurnpoBKU. Takke omHOM
U3 (PYHKIMIT MUTOXOHIPUU SIBJISIETCSI TIPOBEICHUE HEPBHOTO
UMIyJIbCa 32 CUeT MOAyJIUpoBaHus romeoctasa Ca2™ u yua-
CTUSI B 00Opa30BaHUU y-aMUHOMACJISIHOM KUCJIOTHI U TJIyTa-
MaTta [6]. MutoxoHapuaibHblii 6e10k MAVS (mitochondrial
antiviral signaling) omocpeayeT akKTUBALUIO TPaHCKPUIILIM-
onHoro dakrtopa NF-kB (nuclear factor kB) u wuHTepde-
poH-perynupytomiero ¢dakropa IRF3 (interferon regulatory
factor 3) mpm pacro3HaBaHUM BHPYCHON WHMEKIUHU, pe-
ryaupys obOpasosanue wunHtepdepona f (IFN B) [7,8].
CTpykTypHble neheKThl TaKuX MUTOXOHAPUATBHBIX hep-
MEHTOB, KaK CYKIUHaT-, dymapar- W H30LUUTPATIETU-
JIpoTeHa3a MOTYT OBbITh MPUYMHON Pa3BUTHS OITyXOJIEBBIX
rpoiieccos [6].

A. Garcia-Cazorla u coasr. (2006) mokasaiu, 4TO Hapy-
LIeHME aKTUBHOCTH JIBIXaTEJIbHOU LIETTM MUTOXOHAPUI ObUI
CBsI3aHbI C 3200JIEBAHUSIMU TIEYEHU PA3TIUYHON CTETIEHU TSI-
JKECTH Yy MJIAZICHIIEB U JIEeTell CTapIIero Bo3pacTa, MpUYeM y
52% w3 HUX UMeJIach TUTIepIaKTaTeMusl. ABTOPBI MpeiaraioT
WCTIOTH30BaTh OMOTICUIO TIEYCHU IJIsI UCKITIOUEHUS TTaTOOTH -
YECKMX COCTOSTHUI, COMPOBOXIAIOMINXCS nedeKkTaMu MUTO-
XOHIIpUaabHOM Henu [21].

Buorncust nedyeHn SIBIASIETCS «30JI0ThIM CTAHIAPTOM» JMa-
rHocTuk W mpu ['B, mo3Boisis OOHApYXWTb psIi CIIeIl-
ndunyecknx MoppoIoTHIecKnX 0COOEHHOCTE, XapaKTePHbIX
IUTST JaHHOW TaTOJIOTMH, a TakXKe MPOBECTH KOJIMYECTBEH-
HOE Ofpe/iesieHNue COAEpPXaHUsl TJTMKOTeHa B ChIPOM Bellle-
ctBe meueHu [l1, 5]. OmHako 3Ta Mpolienypa WHBa3UBHA
U COIMPOBOXAAETCS OO0JIE3HEHHBIMU OILLYLIEHUSIMU, UMEET
PUCK Da3BUTHUSI OCJIOXHEHWIi, B CBS3M C YeM MpPUMEHEHUe
JIAHHOW METOAMKM B MEAUATPUYECKON IPAKTUKE OrpaHu-
YeHO W MMeeT psin mpoTuBomnokaszaHuii [1, 5]. Ilpu stom
TMCTOJIOTUYECKasl KapTMHA TEeYEeHU He BCerga MO3BOJSIET
OLIEHUTh BBIPAXXKEHHOCTb META0OJIMYECKUX M3MEHEHUH,
B CBSI3U C YEM CYLUECTBYET MOTPEOHOCTb B IMOMCKE MaOWH-
Ba3MBHBIX METOJIMK, MAIOLIMX TMPEICTaBJICHUE O COCTOSTHUU
nauueHTa, crpagatmoniero I'b. K ogHoli U3 HUX MOXET ObITH
OTHECEH M LuTOoXuMHuuYeckuil aHanus kposu. P.II. Hapuuc-
coBbIM U coaBT. (1999) mokaszaHo, 4yTO (DepMEeHTHBbII cTa-
TyC TUM(OLIUTOB OTPAXKaeT COCTOSIHUE KJIETOK MPAaKTUYECKH
BCeX TKaHEil opraHM3Ma: Mo3ra, MUOKapja, MedeHu, Movek,
CeJIe3eHKM, TUMYCa, MBIIIL, CIU3UCTON OOOJIOUKM XKeTyaKa
U KUIleyHuKa [24].

[.®. Cyciosa (1991) ¢ moMouIblO KOJTMYECTBEHHOTO TUCTO-
XMMMYECKOTO0 MeTojia MPOBOAMJIA OIpelesieHne aKTUBHOCTU
neruaporeHas, B vactHoctu, CAI, HAJH-IA, T'®II, B pas-
JIMYHBIX OpraHax, B T.Y. B IEYEHU, y NETeil C XPOHWYECKUMU
rernaTutaMM M LUUMpPpo30M. ABTOPOM ObUIO YCTaHOBJIEHO, YTO
aKTUBHOCTb 3THX (PEepMEHTOB B cpe3ax IMEeYEHOYHON TKaHU
KOppeJIMpyeT ¢ TAaKOBOW B JIMMGOLIUTAX MeprudepruIecKoi Kpo-
Bu. Kpome Toro, eii ke ObUIO MOKa3aHO, YTO TP IAaTOJOTUU
reyeHu y neteir (hepMeHTHBI cTaTyc JUMGOLIUTOB U TPOM-
OOLIMTOB KPOBU KOPPEIUPYET C CHIBOPOTOUYHBIMU YPOBHSIMU
MeYeHOYHBIX TPaHCAMUHA3, OMJIMPYOUHA, XOJIeCTEPUHA, TTEPKY-
TOPHBIMU pa3Mepamu redeHu. [1o hepMeHTHOMY CTaTyCy Kile-
TOK KPOBM MOXHO IIPOTHO3MPOBATH MCXOH 3abojieBaHUs [25].

PesysibraThl HAIlIEro MCCIIEIOBAHMS, BIIEPBbIE MPOBEICH-
Horo y nereit ¢ I'b B Poccuiickoit Denepaiuu, CoraacyroTcst
C BBINICU3IOXEHHBIMU (haKTaMU M JIOKa3bIBAIOT BBICOKYIO
MHGOPMATUBHOCTD OTIpee/ieHUsT (PepMEHTHOTO cTaTyca JIMM-
(ounTOB KPOBM y TaKMX MALMEHTOB, YTO MOATBEPXKIAETCS
YETKUMU KOPPEJSILIUAMM 3THUX TOKa3aTesieil ¢ OCHOBHBIMU
KJIMHUKO-JIa00PaTOPHBIMU [apaMeTpaMu OLIEHKU CTeIreHU
TSDKECTH COCTOSTHUST 00JIbHOTO [26].

3aKimouenue

VY nereii ¢ meueHOYHBIMU (popMamu I'b oGHapyXeHBbI TTpu-
3HAKU MUTOXOHIPUAIBHON NUCHYHKINU, CTETIEHb BBIPAKEH-
HOCTU KOTOPBIX 3aBUCHUT OT TumMa 3abosneBaHusi. MUTOXOH-
npuajibHas 1UCcYHKIMS Hanbojiee BbIpaXKeHa y MallleHTOB
¢ I'b tuna I, 4To cOOTHOCUTCS € TSIKECThIO COCTOSTHUS AL~
€HTOB BBHUIY OCOOEHHOCTE maToreHe3a 00JIe3HM.

AKTUBHOCTH (hepMeHTOB JuMbouuToB y aereii ¢ I'b kop-
pesupyeT ¢ OCHOBHBIMU MapaMeTpaMu OLIEHKH TSKECTH CO-
CTOSIHUSI, YTO TMO3BOJISIET UCMOIb30BaTh JTaHHBIE MTOKAa3aTean
B KaueCTBE JOMOJTHUTEIbHBIX TUAaTHOCTUUECKUX KPUTEPUEB.

JlanbHeiilne uccienoBaHUs JOJKHBI ObITh MOCBSILIEHBI
M3YYEHUIO BJIMSIHUSI META0OJIMYECKUX MpernaparoB Ha KOM-
MEHCALIIO BBISBICHHBIX MHUTOXOHAPUAIbHBIX HapyIIeHUR
y manueHToB ¢ I'b.

KondumkT unrepecos
ABTOpBI JTAHHOW CTaThM TMOATBEPAMIM OTCYTCTBUE (-

HAHCOBOW TMOIIEPXKN / KOH(MIUKTa WHTEPECOB, KOTOPBIi
HEeo0X0AMMO OOHAPOIOBATD.
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