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KOMIVIEKCHAA N'HCTOJIOT' MYECKAS AMATHOCTHKA NOJNCUCTEMHOW
MUTOXOHAPHAJIBHOW HEAOCTATOYHOCTH

A.B. MEPKYPBEBA

Kagenpa rucronornu, nuuronoruu u smbpuonoruu PY JIH,

Mocksa, 117198, yn. Murxayxo-Maxnas, 0.8, Meouyunckuii haxyiomem
B.C. CYXOPYKOB, A.B. CMUPHOB
Mockosckuit HUHM neamarpuu n nerckoit xupypruv Munzapasa PO,
Mockea, 125412, Tandomckas ya., 0.2
A.N. MEABEJEB

Kadeapa ructosiornm, uurosioruu v smopuosioruu PY JIH,

Mockaa, 117198, ya. Mukayxo-Maraas, 0.8, Meduyunckutt haxy:iomem

Mzyuerst MopodyHkuMoHaNbHIE APU3HAKHK M3MEHEHHA MUTOXOHAPHH B KIETKAN Pa3AMuIibIX TKaHe# (3nu-
JIEPMHC, CKETICTHBIC MBIILILBI, COEMHUTENbHAA TKaHb) Y |7 aeTeii ¢ pa3inuHsiMi GOpMaMy HACHEACTBCHHBIX HApYLc-
HUA KNETOMHOPO DHEpProoOMeHa (MHUTOXOHAPHANBHBIME GojesHamu). TloarsepkaeHsl JaHHbBIE O NMOTUMCHCTEMHOV
pacnpejenennn NedeKTHBIX MUTOXOHAPHI TiPpH 3THX 3a60ieBaHusIX. MUTOXOHADHAILHBIE U3MCHEHHS OTMEUCHBI B
nuMpounTax Beex GOJIbHBIX, B CKENCTHEIX MBILIEUHBIX BONOKHAX HA CBETOBOM YPOBHE - y 15; B KJIETKaX JMHAepMUca
w aepmel — y 11 Tlpn 9ToM y ABYX G0NBLHBIX, Y KOTOPBIX HA CBCTOBOM YPOBHE B MBHILILAX OblIM HE BBISABICHBI MMTO-
XOHIAPUANILHBIC H3MEHEHUS, OCNEAHNUE OTMEUCHDI B Kooke. TakuM 0OpasoM, is BhIABIEHHS MPEANONAracMOro MUTO-
XOHAPHANLHOTO 3a001CBaHI HCODXOAUMO MOPPOIOTHUECKN HCC/IEN0BATh KaK MOKHO GOJIbLICE KOMHUECTBO TKAHE-
BBIX YIEMEHTOR.

Hapyuienus: kneTounoro s1neproo6MeHa, B OCHOBE KOTOPbIX, B [IEPBYIO OYEPE/lb, JEKHT
MUTOXOH/pHAbHAS HEJOCTATOMHOCTh, BEAYT K LINPOKOMY CHEKTPY KJIMHHYECKWX MpPOSBIIC-
Huit [1-8]. DTn mposiBieHys 3aBUCAT OT CTENCHN BOBJIEYCHHOCTH B MATOJOMMUYECKUIl POLEce
Pa3jin4uBbIX TKaHe# U OPraHoB — OT YMEPEHHOIrO NOBBIECHHS YTOMISIEMOCTH A0 TSKENbIX 3H-
ueatonaTui ¥ NOJUHEBPONATHH, OT YMEPEHHbIX HAapYLeHHH PUTMa CepaNa 10 AHIATALMOH-
HbIX KapAHOMHOTIATHI, OT CabOBLIPAKEHHON MbILIEUHON cJIA6OCTH 0 rpyObIX MHONATHUE-
CKMX H3MCHEHHH. MHUTOXOHAPUANLHBIC HAPYLUEHUS MOTYT MPOSIBASTLCS W B PYTUX CHUCTEMAX
OpraHu3Ma M, COOTBETCTBEHHO, NPEACTABISITL UHTEPSC 111 MEAMUMHCKUX CHELUANUCTOR Cca-
MbIX Pa3JIAYHBIX 00J1aCTeN ~ HEOHATOJI0r0B, HEQPOIOTOB, YPOJIOTOB, OTONAPUHIOIOFOB, MY Tb-
MOHOJIOTOB U jip. PacnpocTpaHeHHOCTh NATOSIOTHUECKUX COCTOSHUM, CBA3AHHBIX ¢ MUTOXOHI-
pHanbHOH HENOCTATOYHOCTHIO, HE OTPAaHMYMBAETCH HACICACTBEHHBIMH CHUHIPOMAMU, BBI3bI-
Ba€MBIMH MYTaUMAMM TEHOB, HENOCPEJACTBEHHO OTBETCTBEHHBIX 3@ CHHTE3 MUTOXOHIPHAIIb-
HeIX OenkoB. Illupouaiimnii kpyr Apyrux 3abonesannil BUOUaeT B ce6s Te MM MHbIE Hapy-
LEHHUS KIICTOYHON DHEPreTUKH, KAk BTOPHUYHBLIE 3BEHbs HaToreHesa. Ilpu 3ToM pasnuuus B
HHIMBHIYAbHOM YPOBHE SHEProoOMeHa NUKTYIOT CBOM TPeGOBaHUS U K NPOBOLUMOMY Jieue-
HHIO. BBeNeHHE B npumeHsiemble JieUe6HbIe KOMIUIEKChl SHEPrOTPOTHbBIX NPENapaTtoB JULEM
CO CHWKEHHBIM MHAWBUAYANBHBIM «IHEPreTHIeCkUM (POHOMY OKasblBaeTCs BechbMa d(dex-
THBHO.

B nactosiuee BpeMs AN onpeneneHus XapakTePUCTHK MUTOXOHAPHAAbHLIX PYHKLMH Uc-
NOAL3YIOTCA KIIHHHYeCKHe, OuoxuMuyeckue (OLleHKa YPOBHEW NUpyBaTa M JlaKTaTta, aHTUOK-
CHIAHTHOH aKTUBHOCTH, NPOJYKTOB NEPEKMCHOIO OKUCICHUS JIMIMAOB KPOBH) U MOJEKYJISIp-
HO-I'CHCTUUCCKHE METOMb! (BBIABNICHKE MyTaumii MuToXoHApnatbHoi JIHK u anepubix myra-
UnH, NPUBOMALIMX K HApYUIEHUIO CHHTE32 MHUTOXOHAPHAJILHBIX GenkoB). OQHAKO OMHO U3 Be-
AYUIHX MeCT B COBPEMCHHOM AMarHOCTUKE MHUTOXOHAPHATbHBIX HAPYIIEHUI 3aHUMAIOT MOp-
donoruueckne MeTombl (PHCTOXMMUYECKOE M3YYEHHE aKTHBHOCTH MUTOXOHJpPHAJIbHBIX (ep-
MCHTOB M pacnpeicieHus TAKUX CyOCTPaTOB KakK JNMINAbL, TIMKOTEH, COH KANbLMA B OUONTa-
Tax CKCJICTHbIX MbIIILL, B T1aJAKOMBIICYHBIX 3JIEMEHTAX Pa3/IMUHBIX OPraHOB, IOJNYYEHHBIX
{Ipn ONeEpalinoHHOM BMEILIATENLCTBE, LIHTOXMMHUIECKOE MOP(POMETPHIECKOE W3YyUEeHHE aKTHB-
HOCTH PEPMEHTOB MUTOXOHIPHH B PA3NHUHBIX POPMEHHBIX JTeMEHTAX KpPOBH).

Hocratouno oAHOpOAHAS CKeNeTHas MbllileYHas TKaHb ABIACTCS HACATbHON MOIENbIO AMs
MOP}OIOrMECcKO NHATHOCTMKA MUTOXOHAPHAIBHBIX 6GonesHel. OHa cnocoGHa M0aBATH
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CHIHaMbl "MHUTOXOHAPHUAIBHOTO AXCTpecca” MoCpe/AcTBOM BBIPAXKEHHOH nponndepaudd MUTO-
XOHApHiT U 0BpazoBaHus KPBAHBIX KpacHbIX BoJiokon» («ragged-red fibres» - RRF). IMocaea-
HHE MPeACTaBIfIOT COOOH MblllICUHbIE BOTOKHA, UMCIOILME aHOMAJILHBIC CKOIAEHUSE MU TOXOH-
ApHWi, ¥ 32 c4eT ITOTO CNEeLU(pHMUECKH BBIMIAIALIME MPH HEKOTOPBIX THCTOJIONMYECKUX OKpa-
ckax. HecmoTtps Ha fOABJICHHE BCE HOBbIX, HHOTAA OYEHBL H3OIIPEHHBIX METOIOB OUEHKU MH-
TOXOHAPHAILHBIX QYHKUMH, BeisgBeHne RRF B ckejleTHBIX MBILLIHAX OCTAIOTCA OQHMM M3 Hau-
fonee pacnpocTpaHeHHbIX AUpdEepeHNNATLHO-AHarHOCTHYECKUX TECTOB Ha HaJIM4YMe MHTO-
XOHAPHAILHON AMCHYHKUHNH.

ITo HekOTOpPbIM JIAHHBIM, B TOM 4ucile nosyueHHsiM B Mockosckom HHUW neamarpuu u
nerckoit xupyprun [2,3], RRF npeacrasnsior coboit MoOp@onoruyeckoe NposerjieHHe HeQ0CTa-
TOUHOCTH MUTOXOHAPHAIbHBIX (YHKLUUHA, cBoeoOpasHblii koMileHCcaTOpHLIA a2 dext. TTocnen-
HUIl CBHUIETENLCTBYET O BbIPAKEHHBIX HapylIeHUsX QyHKuuil MUTOXOHAPHH, OJHAKO 3HAUU-
TeNbHOE YBEJHUEHHE KOJMYECTBA OpraHesul MOXET MPAKTUUECKU TTOJTIHOCTLIO KOMIIEHCUPOBATh
HEJIOCTATOYHOCTh KJIETOUHOrO PHeproofMeHa.

Heo0XxoaumMo y4HUTBIBATE, YTO, HECMOTPA Ha OOJILIIYIO AHATHOCTHYECKYIO 1IEHHOCTL BbIsiB-
nenus 3Toro Mophonoruieckoro Mapkepa, Hannuue RRF  ne apnserca abGcomoTHLIM nokasa-
TEJIEM MMWTOXOHApUANbHOH HenocTaTouHOCTU. KOoIMYECTBO M BBIPAXEHHOCTh ITUX HU3MEHEH-
HbIX MHOHOB MOXKET BAPLUPOBATL AdXKe NPH OHOM M TOH e HO30M0rHYecKo gopme 3abose-
BAHUsL, @ IPH HEKOTOPBIX MUTOXOHAPHAJILHLIX Goe3Hax RRF MoryT Boobie oTcyTcTBOBaTD.

[Tprt MOp(ONOrHYEcKOM aHanu3e GHoNTaTa CKeJIETHOH MBIWLbE Y BOJBLHOrO ¢ NOA03PEHH-
€M Ha MUTOXOHIpHabHOe 3abosieBaHWE XenaTelbHO, MOMHMMO BhiaBiaeHus RRF, cpasy wuc-
NOJNb30BaTL U APYFHE METO[bl aHaln3a, KOTOPblE MOTYT 3HA4YMTEJbHO TMOBBICHTH TOUYHOCTH
Hecne AoBaHUs (TUCTOXUMUYECKAs OlleHKA aKTHUBHOCTH MHTOXOHIPHAILHBIX (PEPMEHTOB U BbI-
ABNEHUE TAKWX CYOCTPaTOB Kak JUMOMIAbI, MIMKOTEH, COJIM KANBLMUA, JIEKTPOHHAS MHUKPOCKO-
MUA € AHANM30M YJILTPACTPYKTYPhl MUTOXOHApHIT). ONHAKO B HaydHOM JiHTepaType OTCyT1CT-
BYIOT 00U1leyIoTpeGuMble KPUTEpUH OUEHKH MUTOXOHAPHAILHOM HEJOCTATOUHOCTH € MOMO-
IO YTUX METO/10B.

OnHol w3 npoGieM 1aToreHe3a HapylIeHHI KIeTOUHOro 3HeprooOMeHa, a CiICACTBEHHO U
podaeM AHArHOCTHKM 3TUX COCTOSHUIA, SBIIsIETCA CllydalHOEe («MO3auuHOey) pacnpelesieHue
TATOJIOrMUECKH H3MEHEHHBIX MUTOXOHPHIT 110 TKaHAM W opradaM. UMEHHO 3To, B HaCTHOCTH,
MOXET ObITh OIHOH W3 MPHYMH OTPHULATENBHLIX PE3YIbTaTOB JAMAFHOCTHKHA N0 OHONCHAM CKe-
neTHoi Mblinsl. OTAeNbHbIE JAHHbIC JIMTEPaTypbl CBUIETEABCTBYIOT O BO3MOXHOCTH UarHo-
CTHYECKOTO MCTOJIb30BAHUA METONOB BhigpneHus AedeKTHbIX MUTOXOHIPUN B OPYTHX TKaHe-
BBIX DJICMEHTAX, B YACTHOCTH B JMUTENHUAX PasjUYHON JIOKANU3aUMM WIM KJAETKAaX PbIXJIOH
BOJIOKHUCTOM COCAMHHUTENbHON TKaHU.

CpaBHUTENbHAA POCTOTA N MaJias TPABMATUUHOCTD B3ATHA U 00paboTKH KPOBM OObsICHSIET
MHTEPEeC K LIMTOXUMHUYECKOMY AHANN3Y aKTUBHOCTH MMTOXOHIPHI B KIETKax nepudepuveckoi
KPOBW 118 IMarHOCTHKH NOJAMCHCTEMHBIX MUTOXOHPHANIbHBIX HAapylUeHUR. BbisiBiieHa 10CTO-
BepHas KOppessuus TaKUX [1apaMeTpoB M rokasaTeieH dHEPIeTHHECKOH JMCPYHKUMH 8 CKe-
JgeTHoH meluue [9]. Takum oOGpa3zom, Y MHOTHX OONbHBIX € MOJMCHCTEMHOW MUTOXOHAPUATb-
HOM HEOOCTATOYHOCTLIO ANMATHOCTHYCCKAs ONONCHS MBILLLL B NOC/IEAHEE BPpeMs 4acTo 3aMeHs-
eTCs UMTOXMMHYCCKUM aHAIM30M (POPMEHHBIX 3JIEMEHTOB KPOBH (B NEpBYIO ouepelb, TAMEo-
1iToB). TIpu 2TOM AMArHOCTHYECKOC 3HAYCHHE MMEIOT PasIu4Hble MOAU(PUKALMH TAKOFO aHa-
7M3a; OT ObICTPLIX M JCLUEBbIX (CKPUHUHIOBBIX) A0 YIAyOJICHHBIX, C HUCCIICAOBAHHEM HEJIOF0
CHIEKTPAa MUTOXOHAPHANbHBIX (DEPMCHTOB U KOMITLIOTEPHOH MOpPHOMETPHYECKOH OLEHKOH
pe3yabTaTOB MUKPOCKOMKNH. B rocneaHeM ciydae, TOUHOCTh AMATHOCTHKH, SCTECTBEHHO, 3Ha-
YUTENILHO ITOBBLILLIAETC.

B To ke BpeMsi, K COXXAIEHHIO, B HAY4HOH JIUTEpAaType OTCYTCTBYIOT AAHHbIE, MO3BOJIAIO-
ILIME TIPOU3BECTH TTOJIHOLIEHHOE COTNOCTABACHNE AHArHOCTUUECKHX XapaKTEPUCTUK LIHTOXHUMH-
YECKOro U ApyruxX MOpQOoJOruiecKMX METO/I0B.

BhlilienpyuBeaeHHbIE JAHHBIE CBUAETENLCTBYIOT O TEOPCTHYECKOR M MPUKIIAAHOH HEOOXO-

AUMOCTH ¥ aKTYaJIbHOCTH TPOBEUEHUS KOMIUIEKCHOTO CpPaBHHTCIBHOIO THCTOJIOIMYECKOTO
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aHanu3a NposABICHWA MHUTOXOHIPHANBHONH HEJOCTATOUYHOCTH B PA3IIMUHBIX TKAHEBBIX 3/IEMEH-
Tax y 60/IbHBIX C KIIMHUKO-OMOXUMHYECKUMH 1 IMTOXHMHUYECKHMHU MPU3HAKAMH TIOJIMCHCTEM-
HOM MUTOXOHAPUANTBHOM HEAOCTATOYHOCTH.

Llenpto  HACTOSAILEr0 MCCNENOBAHMA ABHIOCH OLHOBPEMEHHOE HM3yueHME MOpdo-
(GyHKUMOHANBHBIX XapAKTEPHCTHK MHTOXOHIAPHH KNETOUHBIX SJ€MEHTOB CKEJETHBIX MbILILL,
KON H MepudEepHIECKOl KPOBH.

IManueHTH! H MeTOARL.

O6ciienosano 17 mereii ¢ KNHHUYECKMMHE 1 GHOXUMHUYECKUMM TIPH3HAKAMH MUTOXOHAPH-
albHBIX Gonesueil: cunapompl MERRF (Muoknonyc-snunencus, RRF) - 1, MELAS (mMuTO-
XOHApHaibHAasl FHUEDATOMHUOTIATHA, JTAKTAT-ALMI03, HHCYJILTONOAOBHBIE IU30AbI) - 2, Kepn-
ca-Cefipa (NMrMEHTHBIN PETHHUT, HapyXHas O(TaTbLMOIUIErHA, MONHAs GloKana cepaua) - 2,
HerpdepenLIPOBaHHBIE MUTOXOHAPHANIbHBIE IHLEHATOMMONATHH - 7, HANONAaTHYECKUE MH-
TOXOH/APHANIbHbIE KAPAHOMHOTIATIM - S.

Ilpn npoBeneHny AMarHoCTHYECKOH OHONCHUY /171 TUCTONIOTHYECKOTO aHANM3a GbIIH B3ATHI
00pasiibl CKEJIETHOM MBILILIBI M KOXKH. MaTepuan HccieoBalICS € OMOIIBIO 00630pHBIX CBETO-
MUKpOCKOMUHYECKHX METOJ0B (OKpacka reMaTOKCHIMHOM M 303HHOM, 1o ["omopu-DHreiny)
TPaAMLMOHHON 3JIEKTPOHHO-MUKpPOCKOMUYeckoi Metoauku. s BoisiBnenuss RRF B ckeser-
HOH MBILILBI MPOBECHO CBETOTMCTOXUMUYECKOE BbIBIEHHE AKTUBHOCTH MHTOXOHAPHAIbLHBIX
depmenTos — cykumHaTaerMaporenass (no Haxnacy) u UHTOXpoMoKkcuaassl (o bepcTony).
Kpowme Toro, nposeseHo umToxumuueckoe Uccien0BaHue aKTUBHOCTH psiaa (hepMeHTOB (CYK-
UMHATAETHAPOreHasbl, anba-rauuepodocdarTaernaporenassl, riyTaMaTAerHAPOreHasbl, JaK-
TaTaeruaporenaser) no metony Ilupca 8 monudukawn Hapuuccosa B sumdountax nepude-
puyeckoli kposu. Ilpn xomnbrOTEpHOH MOpdoMeTpHM ncnoab3OBanack nNporpamMma «Buaeo-
TecT» (MeToarka Cyxopykosa, TosmusH).

PesynbTaThl H 06CyxaEHHE,

B numdpounTax scex obcnenoBatHbix AeTeii 0GHapYKeHb BhIpaKeHHbIE HapyLIEHUA LHUTO-
XHMH1ECKOH aKTUBHOCTH (PEPMEHTOB KIETOIHOTO IHeprooGMeHa. IIpu 3ToM Xapaktep u cTe-
NeHb HapylWeHUH WHAMBUAYAIBHO BapbupoBaiy. JloctoBepHo (p< 0,05) by npeacrasieHbl
C/ICAYIOLINe H3MCHEHHSA: 3HAYMTEIBHOE CHIIKEHHE KOJTMUECTBA [PAHYJI; YBENMUEHHE [LIOLIAAH
MEJKHMX IpanyJl (COOTBETCTBYIOUIMX OT/ELHBIM MEIKHM MHTOXOHAPUAM) M KIACTEpPOB (CKOM-
JICHNUS MHUTOXOH/IPUiA); OKPYIJICHHE TPaHyJl; CHWKEHHE ONTHHYECKOH TUIOTHOCTH rpaHyn. Bee
PTO CBHACTE/ILCTBOBAIO O TJyOOKOM HapyuwleHuu dyHkuui MuToxoHapuit. ITosyueHubie pe-
3ybTaThl NOATBCPKNAIOT pPaHee NMOJAYYEHHbIE JAHHBIE O BHICOKON YYBCTBUTENLHOCTH LIMTOXHU-
MW4€CKOH IMarHOCTHKY NPY MUTOXOHPHaLHOM HefocTaTouHocTH [10].

Ilpu CBETOrHCTOXHMMUYECKOM aHajlu3e CKeneTHOM Mpliusl RRF Pa3NMYHOM CTENEeHH BbI-
PaKEHHOCTH ObLIU BbIABAEHH y 15 u3 17 neteil. [pu JJIEKTPOHHO-MHUKPOCKONNYECKOM aHaH-
3¢ CKENETHBIX MbiUin AeTeH, umeiownx RRF, oOHapyKeHBI THUITHuIbiE YJLTPACTPYKTYPHbIE
M3MCHEHUsA, COMPOBOXKIAKOWME ITOT CBETOONITUYECKAH (PEHOMEH: aHOMAILHO YBEJIMUEHHbIE
CyOCapKoNeMMalbHbE W HUHTEPMHOGHOPUILIAPHBIE CKOIUICHUS MHUTOXOHApPUH, AECTPYKLMS
GOABIINHCTBA M3 HUX (MALlle MO AEIHEPru30BAHHOMY THITY, ¢ HCTOHUYEHUEM KPHUCT U BaKyosu-
3aUMEN MATPUKCA) NIPH HATIMYHH OTACNbHBIX COXPAHHBIX MMUTOXOHAPHIA. BaHo OTMETHUTh, YTO
YABLTPACTPYKTYPHBIC H3MEHEHHMS MUTOXOHIPUIH, HHOF/A OYEHb 3HAMUTEIbHbIE, ONpPEACTAINCH
HC TOJILKO B MBILICYHBIX BOJIOKHAX, HO U B COCAUHUTENbHO-TKAHBIX 3JIEMEHTAX, B YACTHOCTH, B
SHIOTEIHOUNTAX Y aJBCHTHLHANIBHBIX KJIETKaX KanuwLigpos. ¥ oiHoro w3 gereil 6es RRF xa-
HECTBCHHBIC  MUTOXOHIPUAILHBIE U3SMEHEHUs OblM 3HAYNTENLHO MEHEE BBLIPAXKEHbI, a aHO-
MaIbHBIX CKOIUICHMH STHX OpPraHesul He HAGMIOAANOCH; Y APYIOro — NPH MajloM KOJMYECTBE
MHWTOXOHAPHI OTMEYaIUCh UX rpy6ble yabTPACTPYKTypHBIE M3MEHEHMUS.

YIbTpacTpyKTYpHbIE MPU3HAKH M3MEHEHH MUTOXOHIPHH, B BHAE YMEPEHHOrO yBenuue-
HUS MX KOTHYECTBA M NECTPYKUMH [0 AESHEPru30BaHHOMY THNY, HaOMIOHANUCEL B TKAHEBBIX
JJIEMCHTAX KOXXM OAMHHAJLATH NETCH, B TOM YUCIE Y ABOMX [ACTeH, B CKEICTHOM MBIILLE KO-
TOpbiX He Obiio o6HapysxeHo RRF. Haubonee BblpaseHbl >TH M3MEHEHUS ObLTH B 30HTEIHO-
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uMrtax 6a3ajbHOro H WMIIOBATOTO CIOEB nuAepMuca. KpoMe TOro, HX MOXHO ObuIO OTMETHTH
B (pubpobnacTax U KIeTKax KalH/UIPOB COCOYKOBOTO CNOs ASPMBI.

[MostyueHHble NaHHbie TIOATBEPKIAAIOT TEOPEeTHYECKVIE MPEACTABIEHUS O TKAHEBOH MONH-
CHCTEMHOCTH MOPAXEHUs MPU MUTOXOHAPUATBHBIX 3a0oieBanuax [3-6, 8]. MoxHo mpeano-
JOKUTh, YTO PABHOMEPHOE PAaClpeseleHHe MOPAXKEHHBIX OpraHens B TKaHAX NOJDKHO ObITh

- Goriece xapakTepHO s 3a00JieBaHnil, CBA3aHHBIX C AAePHBIMY MyTauusaMu [4]. B To xe Bpems
NOJMCUCTEMHOCTb B COMETAHUH ¢ MO3AHYHOM BbiPaXXEHHOCTHIO MUTOXOHAPHUATBHBIX Hapylie-
HUIl MOXET GbITh O0BACHEHA CIyYaiHpiM PAcrpOCTPaHEHUEM Myla MUTOXOHAPUH ¢ MYTaHT-
noii JTHK B onrorenese{l, 6, 7]. Pe3yabTarhl paGoTsl NO3BOSIOT PEKOMEHAOBATH uccesno-
BaTh y 60JBHBIX C OJO3PEHHEM Ha MUTOXOHAPHANBLHYIO IPHPOAY 3a00NeBaHuss MaKCUMaIBHO
BO3MOXKHOE YHCIIO TKAHEBBIX 3JIEMEHTOB NPU AXMArHOCTUYeCcKol GHoTICHH.
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COMPLEX HISTOLOGICAL DIAGNOSTICS
OF POLYSYSTEMIC MITOCHONDRIAL INSUFFICIENCY
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In different tissues (epidermis, skeletal muscles, connective tissue) morphological and histochemical signs of
mitochondrial damage were analyzed in 17 children with various mitochondrial diseases. We confirmed data about
polysystemic distribution of defect mitochondria in such patients. The mitochondrial changes revealed in lymphocytes
in all patients; in skeletal muscles (by light microscopy) - in 15 patients; in cells of epidermis and derma — in | | pa-
tients (including two patients without RRF in skeletal muscles). So for mitochondrial diseases morphological diagnos-
tics we recommend (o analyze cells from the different tissues as much as possible.






