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puansHoi JJHK. MuroxonapuanbHas F€HETHKA OT-
J4aeTcss OT MEHIEIEBCKOH B TpeX Ba)KHEHIINX ac-
MeKTaX: MAaTepUHCKOE HACIEIOBaHKEe, TeTepOoInIa3-
Mmusi (OJJHOBPEMEHHO CYIIIECTBOBAHHE B KIIETKE HOP-
ManpHOro (mukuit) U mytaatHoro turnos JJHK), mu-
toTrueckas cerperaunust (06a tuma mTIHK B mpo-
necce JIeNIeHNs] KIETKH MOTYT PaclpenelsTbes CIy-
YaliHBIM 00pa3oM MEXIy JOYEPHHMH KJICTKAMH),
YTO OHpenesieT BhIPaKSHHBIH (HEHOTHITHYESCKUI
noMMMOp(U3M U MYJIBTUCHCTEMHOCTh TOPAYKEHHS.
3a00NIeBaHUSL.

Msr obcnenoBanu 32 pebenka (6 mec-161er)
C TMOJO3PEHHEM Ha HAIMYUE MHTOXOHAPHAITBEHOMN
Oone3nu. [lammeHTaM NPOBOAMIOCH KOMIDIEKCHOE
KIMHUYECKOe,  OHOXMMHUYECKoe  oOcClenoBaHue,
BKJIIOYAs MCCIIEIOBAaHNE YPOBHS JIAKTaTa KPOBH, aM-
MHaKa, KapHHUTHHA; MPOBOAWIOCH HCCIENOBAHUE —
TaHJEMHas MAacCHEeKTPOMETPHS, IS HCKIIOYCHHS
3a00NeBaHUM, CBS3aHHBIX C HapyIIeHHEeM OOMEHa
AMHUHOKHCIIOT, OPTaHWYECKHX KHCIOT, nedekra b-
okucinenus aunuaos, MPT romosaoro mosra, 33I,
OKT', Y3U BryrpeHHnx oprasos, cepaua, SPECT.
I'eHernyeckoe oOcnenoBaHUE BKIIOYAIO B Ce0S HC-
cienopanue MutoxorapuanpHoil JJHK myrem cuk-
BeHCAa. Y 23 neTedl MHTOXOHIpHATbHAS MAaTOJIOTHSL
ObUTa MOATBEPXKICHA. Y OCTAJBHBIX PE3yNbTATHl HE
TIOTYIEHBI.

Hawnbonee 4acTo BCTpeyaronMMHUCs OOMINMH
MpU3HAKaMHU OBLIH: MBIIIEYHAS TUIIOTOHUS, THIIEp-
MOOWIIGHBIN CHHIPOM, CHH)KEHHE MBIIICYHOH CHITHI,
CHIDKEHHE TOJIEPAHTHOCTH K (DU3UUECKUM HAarpy3-
KaM, THIIEPaKTUBHOCTb. Y BCEX OBUIM BEISBIICHBI
HApYIICHHUS PHUTMA Ceplla pPasTuYHOW TIPHUPOIHL.
MHor#e neTH CTpatail MATPEHETIOO0HBIMH TOJIOB-
HBIMH OOJISIMH, TIEPUOANYECKIMH PBOTAMH, Y MHO-
THX BBISBJSUIACH TPaH3UTOPHAsl THITOTJIUKEMUS, Y
OOJIBIIMHCTBA TMAIMEHTOB, NP HOPMAJILHOM WHTEI-
JIEKTyaIbHOM  pa3BUTHH, BBISBISUIACH  3aep)KKa
¢dopmupoBaHU peun. Y 9acTH AeTeil BBIABIAIACH
aTaKCHs, MHOKIJIOHYC, JIETaprHYecKue TPOSBICHHUS,
NITO3,HapyIICHHE 3pEHHs, HHTEIUIEKTYalbHash Hemxoc-
TaTOYHOCTb.

'eHeTHyeckne UCCIIENOBaHNS, TPOBEICHHEIC
y 9TuX JeTed, BBIIBWIM chenytomee: A3243G,
A11084G-uacteie myrammn MELAS ( MELAS -
MHUTOXOHIpUATIbHAS DHIE(PaTOMUTONATHS, JIAKTaT-
alUI03 ¥ WHCYIIBTOMONO0HBIC MAPOKCHU3MBI), MyTa-
B ATPsynthase 6, uuroxpomC okcupasza, 16S
rRNA  (T3197C), tRNA lysine, 2 ND
A5069G/N235D, 1ND,MHOXECTBEHHBIE TOYKOBBIE
mytanmr MDNA. Ommnencus Obuia BeIsBIeHA y 9
MANUeHTOB, B KOMOWHALIMH C TVJISTAIIMOHHON KapH-
momuonariei — y 2 gereil. KomOuHamms aumsita-
MOHHON KapJHOMHOIATHN C Pa3BUTHEM HHCYIbTA —
y Tpoux u3 9 mamueHToB. Y NBOWX JETeH WHCYJIBT
ObUT TEpPBBEIM MPOSIBICHHEM MHUTOXOHAPHATEHON
6one3nn.16S rRNA Myramuuy mpeacTaBiIeHbl THTIOT-
JTUKEMUEH, AMUIENTADOPMHBIMH 20T
W3MEHEHUSIMH, CYIOpPOTaMH, HHCYIBTOMONOOHBIMHU
napokcu3Mam. [1epBEIMH TIPOSIBICHUSMH MYTallul
AT® cunTa3bl 6 OblIa TUIATAIIMOHHAS KapIHMOMHUO-

natus. B manpHe#neM BO3HUKAIM HHCYJIBTONOA00-
HBIE TIAPOKCU3MBI U CyIOpord. B Hamem uccnenosa-
HUM y TPOMX JAeTel, MMEIOIINX YacTble MYyTaluH
MELAS mposiBienrieM 3a0ojieBaHusl ObLI HE WH-
CYNIBT, @ CyIOpOrH, T.e. dIiiencus. B mporusomo-
JIO)KHOCTD 3TOMY, Y 5 TAaIMeHTOB C Pa3BHBLIMMCS
WHCYTBTOM MYTAIlMH, XapaKTepHbIE U CHHIpOMA
MELAS BoisgBiaensl He Obut. B Hamieil KIMHHKE
BCeM OOJIBHBIM IPOBOIMIMCH KypChl JIEYESHUS IIpe-
napatamH, SIBJISIOINIMMHUCS KOpakTopaMu (HEepMEHTOB
METaboIu3Ma MHUTOXOHJPHH, TaKHEe KaK SHTaBUT,
kooH3uM Q10, ambkap, Tokodepos, BUTaMUuHbI Bl 1
B2, C, 4ro mo3Bomwio B OOJBLIMHCTBE CIIydacB
YMEHBUINTh CTENEHb BBIPAKEHHOCTH HEBPOJIOTHYE-
ckoro nepunuta W CTAOMIM3UPOBATH COCTOSIHHC
OOJIEHBIX.

B 3akmroueHun He0OXOIMMO OTMETHTE, YTO
3a00JICBaHus, CBSA3aHHBIC C AUCPYHKIHEH MHTOXOH-
Ipui, MOTYT OBITh TIPEACTABICHBI MHOXXECTBOM
CHMITOMOB, J1a)K€ TPHU BBISIBICHUN ONHOM M TOH Xe
MyTanuu. BaXHOCTh CBOEBPEMEHHON AMATHOCTUKU
MHUTOXOHJPUAIILHBIX OOJIC3HEH, MOKMCKa KIUHUYC-
CKHX W TapaKJIMHUYECKUX KPUTEPHEB ITHUX 3aboJie-
BaHUIl Ha JTame MpeJBapUTEIBHOM, JOrCHETHYEC-
CKOM, HE00XOIUMO i odopa aJeKBaTHOW MeTa-
0OIMYECKOl Tepanuu U TPEAOTBpAIICHHS YXY/IIe-
HHAS COCTOSIHMSI WJIM HWHBAJIMINA3AIMH OOJBHBIX C
3THUMH PEAKHMH 3a00JICBAaHUSIMH.

HU3YUYEHUE CIIOCOBA ITPOPACTAHMUSI
BA3ZUIUOCIIOP
XKapukosa I'.I"., Bnragumuposa C.®D.,
Hedenosa M.B.,
Poccuiickas s3KkoHOMUu4ecKas akaoemus
um. I.B. Ilnexanosa
Mocksa, Poccus

Ha npoTspkenun Bceil ncTOpUM CyIecTBOBa-
Hust POA um. T'.B. [lnexanoBa Hapsay ¢ yuyeOHBIM
MPOLIECCOM TPOBOJUTCSI HAYyIHO-HCCIIEN0BATENbCKAS
pabota B obnacTu pyHIaMEHTAIBHBIX U IPUKIATHBIX
uccienopannii. HUP mnpoBomutcs mpodeccopcko-
NPEroIaBaTeIbCKUM COCTABOM aKaJeMHH, JTOKTO-
paHTamMu W acnupantamu. OnpeseneHHbIH 00beM
WCCIIEIOBAHUI TPOBOAMTCS C YYaCTHEM MOJOMBIX
YUYEHBIX, CTYACHTOB B paMKaxX HayJHOH IIKOJBI, BO3-
riaBisieMoi 11.0.H., mpodeccopom, wieH-kopp. PAE -
Kapukosoii I'.T".

C 1999 roxa B ynabopaTopuy MHUKPOOHOJIO-
UM, BO3rJaBisieMoi mpodeccopoM, 1.0.H. XKapuko-
Boit ['.I'., BemyTCsi HayuHBIE W3BICKAHUSA, IEIBI0 KO-
TOPBIX SIBJISETCS TOHWCK M M3Yy4eHHE (PaKTOpPOB, BBI-
3pIBAIOLIMX MpOpacTaHue Oa3uAHOCIOp BBICIINX
06a3uaualbHBIX TPUOOB B JITAOOPATOPHBIX YCIIOBHSX.
B Hacrosimee Bpems 3Ta paborta mpuoOperaeT 0co-
Oyr0 3HAYNMOCTB, T.K. 0a3MIMOMHUIETH H UX KYJIbTU-
BUPOBaHHE MPUBIIEKAIOT Bce Oonplee BHUMaHUE
uccleoBaTeNeidl u MpakTHKOB KaK MPOIYKTH MATa-
HUS M KaK MCTOYHHKH OWMOJIOTMYECKH AKTUBHBIX H
JieueOHBIX MPEraparos.
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Bazunuoctiops! - OpraHel PermpORYKIHH, CO-
XpaHeHHs], PACIPOCTPAHCHUS BHIA OIpEeIeHHOTO
rpuba. B cooTBeTcTBHM ¢ 3TUMH OHOIOTMYECKUMHU
GYHKIMAMHE 0a3MIHOCTIOPEl 00NIAafOT OIpEe/IeIIcH-
HBIMH  MOP(OJIOTHIECKIMH,  (DHU3HOIOTHIECKIML,
OMOXMMHYECKUMH U TEHETHYECKHMH OCOOCHHOCTS-
MIL CTPYKTypa KJIETOYHBIX O0OJIOUEeK, TeTepoTai-
JM3M KJICTOYHBIX AJep, 3allacHbIC NUTATEIbHEIC Be-
ImecTBa, O0E3BOKMBAHHME, MHHUMAIIBHBI YPOBEHBb
MeTa0onmu3Ma, COCTOSIHHE ITOKOs. IMeHHO 3To co-
CTOSHHE JIOJDKHO OBITH TIPEOTOJIEHO M OCYIIECTBICH
Hepexo KIETKH B CTAJHI0 aKTHBHOTO METAab0Nn3Ma,
T.e. AKTUBH3AIMSA OKUCIHMTEIBHBIX MPOIECCOB,
a’po0HOTO JBIXaHMs, CHHTE3a Oellka U, HAKOHeT,
o0pa3oBaHHS M pPOCTa HOBOH MOP(OIOTHIECKOI
CTPYKTYpEL. OTH CTaAWH MpoIecca IIPOPACTAHUSL
CIIOp TOKA3aHEI HA MPHMEPax HEKOTOPHIX, B YACTHO-
CTH, HU3IIUX TpHOax.

Ho MHOrodmcieHHble paHee IPOBOIAUMEIC
WCCIICIOBAHMUSA, B TOM YHCIIC M HAIIY, NTOKa3alH, 9TO
0a3uIMOCIOPE! BRICIINX TPHOOB KpaifHe TPYIHO BEI-
XOJIAT U3 COCTOSHHUS MOKOS B JIaOOPAaTOPHBIX YCIIO-
BUSX. A 11 0a3uANOCIIOp BBICIIMX 0a3WaHaNbHBIX
TpHOOB, KOTOPHIE B IIPAPOZIE CYIIECTBYIOT B CUMOHO-
3€ C APEeBECHBIMH PACTEHHSAMH, 00pasys ¢ UX KOpHe-
BOH CHCTEMOW MHKOPHU3Y, TaKHe CTAOWIBHBIC M OI-
peIeNeHHBIE YCIOBHS HE HalICHBL.

Hamnbomnee TpygHBIM M Majo H3yYCHHBIM B
3TOM OTHOIICHHH OOBEKTOM SIBIISCTCS OebIi Tprd-
Boletus edulis.

Ha 6asmamocmiopax Oemoro rpmba HCcieno-
BAJIOCH JICHCTBHE IMMPOKOro HaOOpa OHOIOTHYECKH
AKTHUBHBIX BEIIECTB M KOMIUIEKCOB, a TaK k€ HEKOTO-
PBIX QU3UIECKUX U XUMHIECKHIX (haKTOPOB.

Jnst momyderus Gasuamoctiop OeNbIX TpH-
00B HCIOIB30BAINCH BBICYIICHHBIE TMMEHO(OPHI
rpuOOB, COOpPAaHHBIX B TEUEHHUE JIeTa 1 OCCHH B Psle
HEHTpAIBHEIX 00nacTeit Poccnn.

O6paboTka cMecH TEMEHO(OPOB H IOTyUe-
HHE JOCTaTOYHO YHCTOH CyCHEH3HWH Oa3HIuoCIop
IPOBOAMIIOCH TIO paHee pa3pabOTaHHON HAMH METO-
JIMKe, BKITIOYAIOIIEH MPOIECCH pa3MeNbUeHNs, Ipo-
MBIBaHHS, QIIIBTPAIMH, LEHTPU(PYTUPOBAHHS, KpaT-
Kol 00pabOTKH aHTHCENTHKaMHU. BBICEBBI U KYJBTH-
BHPOBAHHE OIBITHBIX 00Pa3IOB MPOBOAMINCH B IIIA-
CTHUKOBBIX MPOOMpKAX, COIEPXKAIIUX CYCIICH3HIO
0a3uIMOCIIOp U PACTBOPHI OMONOTMYECKH aKTUBHBIX
BEIIECTB, B KONOax OpieHMeHpa MM HA arapuso-
BaHHBIX TUTATEIbHBIX cpefax B Hamkax [lerpu

Ba)kHBIM METOIOM KOHTPOJIS SIBIISETCSA MHK-
POCKOITIYECKOEe HCCIEAO0BAHHE, YTO MO3BOJISAET BBHI-
SBUTh HAa4aJbHBIE CTaAUH MOP(OIOTHUECKHX H3Me-
HEHHIl KIIETOK CIIOp €Ile [0 TIOSBICHUS BHIMMOTO
mutenus. [t 3Toro depes ompeneNicHHbIe HHTepBa-
JIBl BpEMEHN MHKYOAIUH CIIOp OTOMPAJIMCh MPOOBI H
TOTOBHJINCH IIPETIapaTsl Il MUKPOCKOIHHI B CBETO-
BoMm Mukpockorie X 400 wiu x1000. Uccnenosanuch
IpernapaTsl B HATHBHOM BHJIE, OKPAIIEHHOM BHJE, C
HMMEpCHEeH U ¢ UCToNb30BaHueM 3ddekra (a3oBoro
KOHTpAcTa.

[pu perymsipHBIX BBICEBAX U3 OMBITHBIX 00-
Pas3loB CyCcHeH3UH 0a3uAHOCIIOP MPOBOIUIACH UJICH-
TU(QUKAIHS COMMYTCTBYIOMIEH MHUKO - U MHUKPO]IOPHI
Y TIOWCK YCIOBHH JUISL POCTa MHUIIEIHS BBICIIAX TPHU-
00B.

B pesynbrare Hamed paGoOTHI U3 MOMYJIALNA
6asuamocrop Genoro rpuda MoaydeH pocT KOJOHHH,
9TO SBJISIETCS OONBIIMM JTOCTIKEHHEM W TIOYTH HE
OITCAHO B JIUTEPAType.

Pesynpratet HUP Hammm orpakeHue B Mo-
HOTrpadusIX U MyOIMKAIUAX B HAYIHBIX )KYpHAIaX.

B 3axmodeHnu XoTeaoch Obl OTMETUTH, YTO
WCIIONIb30BAHME PA3NIMYHBIX METOAOB M HM3YUCHHE
criocoba mpopacTanusi 0a3uUAMOCIIOp - BaKHAS HC-
clleoBaTeNbCKas 3afada, KOTopas MOKET TPHBECTH
K PEIICHHI0 TPOOJEeMBbl BBIPALIMBAHMS B HCKYCCT-
BEHHBIX YCIIOBUSIX HOBBIX MpEACTaBHTENeH Oa3u-
JIMOMHUIIETOB, B TOM YHCII€ OTHOCSIIHMXCS K DPOIY
Boletus.

OCHOBHBIE 3AJIAYY KJIMHAYECKOM
OHU3U0JIOT'MU B CUCTEME BBICHIETO
MEJULIMHCKOI'O OBPA30BAHUSI
Kypzanos A.H., llleiix-3axe FO.P.,
3ab6onorckux H.B., Kopanes /I.B.
Kybanckuii cocyoapcmeenmviii MeOuyuHcKutl
YVHU8epcumem
Kpacnooap, Poccus

AHanuTH4ecKuil mOAX0Md, TO €CTh IIOCTEIEH-
HBIA TEPeXO] OT CaMbIX OOIIMX TPEACTABJICHUNA K
Oosiee YacTHBIM (DaKTaM W TOHATHSIM SIBISIETCS OC-
HOBHBIM TIPHHIIUIIOM M3YYEHHUS HOPMaJbHOH (hu3no-
JIOTHH, TIPEACTABISIONICH COOOH TpenenabHO YIpo-
[IEHHOE HM3JIOKEHUE OCHOBHBIX MEXaHHU3MOB €S-
TEJILHOCTH 3JI0POBOTO OpraHu3ma. Bmecre ¢ TeM Jyis
(dopmupoBaHus (QYHKIIMOHAJIBHOTO WJIM KJIMHUYC-
CKOTO MBIIUICHHUS Bpava CTOJIb KE HEOOXOIUMBIM
SIBJISIETCS CHHTETHUYECKHH MOIXO0/I, TO €CTH ITO3HAHNE
OCHOBHBIX TPHHIIUIIOB JIEATEILHOCTH IIEIOCTHOTO
opranusma uepe3 00OOIICHHE MHOXKECTBA YaCTHBIX
(dakToB M 3aKkoHOMepHOCTeH. OIHAKO MOJHOICHHAS
peanu3anus MoCleHEro MOAX0aa SBISETCS MPaKTH-
YECKM HEBO3MOXKHOM, TaK KaK BO BpEMsl W3ydCHHUS
HOPMAJIbHOM (PU3UOJIOTHH CTYICHTHI €Il¢ HE 3HAKO-
MbI CO MHOTHMH BOIPOCaMUA MOP(HOJIOTHH U CMEXK-
HBIX TEOPETHUYECKMX MUCHUIUIMH. [lo3TOMYy Makcu-
MaJIbHBIA YpOBEHb O00OOIIEHHS H3ydaeMbIX (PakToB
OTPaHUYUBACTCSA Yy HUX TOHSATHEM ()YHKIIMOHAILHON
CHUCTEMBI KaK COBOKYITHOCTH OPTraHOB, COIIACOBAHHO
BBITIOJIHSIOIIMX ~ OMNPEACICHHYI)  CTPaTerHYecKyro
3a/javy, HampuMmep, KpPOBOCHAO)KEHHE OpraHu3Ma,
o0ecreYeHre ero JIbpIXaTeJIbHON MIIH THIICBAPUTEIIb-
HOW (YHKIMHU U T.JO. B CBS3M ¢ 3TUM Besikas jaes-
TEJIbHOCTh 3TUX CHUCTEM HEM30€KHO BOCHPUHHMACT-
Csl He KaK yHWKaibHas (JUIl KaKIOro CIydvas) camo-
peryiIsiiiys [EIOCTHOIO OpraHM3Ma, a KakK BbI3bIBac-
MbIC W3BHEC CTaHJAPTHBIC AaJTOPHUTMBI PETYJISIIIAU
9THX cHcTeM. Y HaKOHEIl, HEJO0CTaTOYHOCTh CHHTE-
TUYECKOT0 TMOJX0/a K M3YYEHHUI0 o0mei ¢u3uono-
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