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B crarthbe npencTaBiieHo MOAPOOHOE KIMHMYECKOE HAD/II0IeH e Pe0eHKa ¢ BPOKIEHHOI CTPYKTYPHOH MHONATHE! C JUCTIPONOPIH-
il THNOB MBILIEYHBIX BOJIOKOH. ONUChIBAEMbIii CIIydaii sABJIsIeTCs MepBbIM HaOMoaeHneM B Poccuu, moaTBepKIeHHbIM ¢ NOMOUIBIO
MOp(}oIOrHYeCKNX METOI0B INATHOCTHKM. Bniepsbie MpoBeIeHo H3ydeHHe YabTPACTPYKTYPhI CKeJETHOM MBIIIIBI IPH 3TOM 3200.1€e-
BaHUH, ONMMCAHBI IPU3HAKH MUTOXOHAPUAIbHBIX H3MEHEHHI, COMYTCTBYIOMIHE OCHOBHOMY 3200JI€BAHHIO.

Karouesvie caosa: demu, 6podicoeHnas cmpyKmypHas MUONAMUSL, 8POJICOCHHAsA CMPYKMYPHASA MUONAmMuUs ¢ OUCnponopyuer mu-
108 8010KOH, OUACHOCMUKA, MUMOXOHOPUANbHAS HeOOCMAMOYHOCHb.

The paper details a case of congenital fiber-type disproportion myopathy in a child. The described abnormality is Russia’s first case
verified by morphological diagnostic methods. The skeletal muscle structure has been first studied in this disease. The signs of mito-
chondrial changes accompanying the underlying disease are described.
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pOXIeHHasl CTPYKTYypHasi MUOIIATUSI C AMCIIPO-

MOpLMEH TUIIOB BOJIOKOH BIIEPBBIE OIlMCAaHA
bpykom B 1973 r. y 12 gereil ¢ KIMHUYECKUMU MPU-
3HAKaMU BPOXICHHON MHOMNATUU U CBOCOOPa3HBIMU
TUCTOJIOTMYECKMMU HapYILICHUSIMU — JTUCIIPOIIOP-
LIMOHAJILHBIM TIpe00JIafaHueM MBIIICUHBIX BOJIOKOH
I Ttuma («kpacHble», WIU <«MEIJECHHbIC» BOJOKHA)
YMEHBILIEHHOTO pa3Mepa IPY OTHOCUTEIbLHO OOJIBIINX
pa3mepax BoJIOKOH 11 tuma («6enbie», Wi «ObICTPhIe»
BOJIOKHA). DTa TMCTOJIOrMYeckasi KapTUHa ITOoJIyduia
Ha3BaHUE <«IMCIIPOINOPIIUS TUIIOB MBILIEYHBIX BOJIO-
KOH». CXoHasl KIMHUYECKast KAPTUHA C OTHOCUTEIb-
HO OJIarONPUSITHBIM IIPOTHO30M U CEMEMHBIN XapakK-
Tep 3a00J1eBaHMs TTO3BOJIMIIN BbIIEIUTD BPOXKICHHYIO
CTPYKTYPHYIO MUOTIATUIO C AUCITPOITOPIIMECH TUTIOB BO-
JIOKOH B OTAEJbHYIO HO30JI0TMYECKYIO (hopMy [1—6].

Ha cerogHsiHuMii 1eHb XOPOIIO M3BECTHO, 4YTO
YMEPEHHOE U3MEHEHME COOTHOILIEHUSI TUTIOB BOJIOKOH
MOXKET COIPOBOXKIATh IIUPOKUIA CIIEKTP CKEJIETHBIX U
HEPBHO-MBIIICUHBIX 3a00JIeBaHUI B KQ4eCTBE HECIIe-
nuduyeckoro npusHaka. Juarno3 BpoXIeHHONH MU-
OIIaTUM C AUCHPOIOPLIMEI TUIIOB BOJJOKOH CTaBUTCS,
BO-TIEPBBIX, IIPY BBIPAKEHHOMN AUCIPOIOPLIMU, KOT-
J1a YMEHbIIICHKE pa3MepPOB BOJIOKOH | TuIIa 1o OTHO-
LIEHNUIO K BojIoKHaM Il Tuma mpeBbllIaeT 1o pa3HbIM
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JaHHBIM 12—25%. Bo-BTOpBIX, 5TO B OMpPEAEICHHOI
CTEIIEHU IUarHo3 UCKJIIOYEHMSI, KOTaa Moa00Hast I1C-
MPOIIOPLMS SIBISIETCS €AMHCTBEHHOM THCTOJIOTHYE-
cKoit Haxonkoii [7, 8]. Co BpeMeHU MepBOro onvMcaHus
B 1973 r. mo 2003 r., 1o JaHHBIM MUPOBOIi JIUTEPATy-
Pbl, U3BECTHBI 67 ciiyyaeB 3a0osieBaHus [8].

Y OOJIBIIMHCTBA NALIMEHTOB C OIMMCHIBAEMOI MUO-
MmaTuei ¢ poXIeHUs 0TMEYACTCsI CUMIITOMOKOMILIEKC
«BSUIOTO pebeHKa», HU3KKE IT0Ka3aTeIu pocTa U Mac-
Chl TeJla, MHOXECTBEHHbIE KOHTPAKTYpPhl CYCTaBOB
(BpOXIEHHBI BBIBUX B Ta300€IpPEHHBIX CyCTaBax U
BKBUHOBapycHas 1e(opMaLMsI CTOIT), CKOJIMO3, BBITSI-
HYTO€ XY/I0€ JIUI0, FTOTUYECKOe HeOO M MPUIIOIHSITAS
BepxHsis ryba [1, 3, 8]. MblieyHast ¢j1aboCcTb HOCUT
Iuddy3HBIA XapakTep, XOTs Haubosiee BbIpaxkeHa B
(bapuHreanbHbIX M MIa3HBIX MbIIIAaX. CyXOXUJIbHbIC
pediekchl 3HAYUTEIbHO CHMKEHBI WIM OTCYTCTBY-
0T. YpoBeHb KpeaTnH(POCHOKMHA3bI COOTBETCTBYET
HOpMe WJIM CJIeTKa IoBbilIeH. Ha ajnekTpoHeiipomMuo-
rpamMmax OOJIBILIMHCTBO MCCIIEA0BATEICi1 He BhISIBIISLIN
aHoMmayinii. BMecte ¢ TeM Ipu HOpMaJIbHOM IIPOBEIC-
HUU UMITYJIbCA 110 HEPBAM MOXKET PErMCTPUPOBATHCS
yKOpoueHHas1 IojudaszHasg Kpubas. Bce malmeHTbI
HMMEIOT HOPMaJIbHOE IICUXOPEeUYeBOe Pa3BUTUE U OTHO-
CUTEJILHO OJIArOIPUSITHBIN 10 CPaBHEHUIO C APYTUMU
(bopmamMu BpOXKIEHHBIX MUOTIATUIA TIPOTHO3.

JuHamuka 3a0ojeBaHUS MOXET BapbUpOBaTh |3,
8—13]. OnucaHbI KaK caydau C MTOCTeNEeHHbIM (MHOTIa
3HAYUTEIbHBIM) CHIDKEHUEM BBIPaKEHHOCTU MbIIIICY -
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HOIf TUIIOTOHUM, TaK U OOJIbHbIE, Y KOTOPBIX MbIIIEY -
Has cJ1aboCTb, ODTaIbMOILIETHSI, KapAUOMMOIIATHSI,
TPYAHOCTH TJIOTAHUS U aXKe MHTEJJIEKTyaJbHbIE Ha-
PYILIEHMS MEIJIEHHO MporpeccupoBaiu. Tsokenble ciy-
Yyau MOTYT COINIPOBOXAATHCS 3HAYUTEJbHBIM IPOTpec-
CUPYIOIIMM OTrpaHUYEHUEM ABMIaTeIbHOU (hYHKIIUU,
KM(MOCKOJIMO30M, NbIXaTeJIbHOW HEIOCTaTOYHOCTHIO,
OyJnbOapHON CUMITOMATUKOM, CIa0OCTbIO JMILIEBOM
MYycKyJaTypbl. ITTONBITKU CBA3aTh TSKECTh KIMHUYE-
CKOM CUMIITOMATUKU C BBIPa)KEHHOCTbIO TMCTOJOIU -
YeCKUX UBMEHEHUI 0Ka3aaruch HECOCTOSTEIbHBI.

KiroueBoii  KpuTepuii auarHo3a BpOKIESHHOI
CTPYKTYPHOI MHOMNATUM C AUCHPOINOPLMUEN TUIIOB
BOJIOKOH OIpenessieTcss Npu Mop@oJornyeckoM Mc-
clleJ0BaHUM OronTaTa CKEJEeTHON MBIIICYHOU TKaHMU.
I1pu 3TOM pe3Koe YMEHbIIIEHUE Pa3MEePOB MBIIIIEYHbBIX
BOJIOKOH | THIIa O OTHOILIEHUIO K MBIILIEYHBIM BOJIOK-
HaM Il Tuma coueTtaeTcs ¢ OTCYTCTBHEM KaKUX-JIUOO
JIPYTUX JOCTOBEPHBIX T'MCTOJOTMYECKUX aHOMAaIMMA
[1-3, 6—8, 14—23]. Bonokna Il tuna — HopMaabHO-
ro Wid YBeJIMYEHHOro pa3Mmepa. Kak mpaBuiio, Koau-
YEeCTBEHHO MMEET MEeCTO JOMMHMPOBaHUE BOJOKOH I
TUIA HAZL «OeIbIMU».

MHorue 3a00yieBaHMSI 1 MAaTOJOIMYECKHUE COCTO-
SIHUST (Opyrue BPOXKIEHHBbIE MMOITATUM, MbIIICUYHbIE
nuctpoduu, 3a607€BaHUS LICHTPAIBHOW HEPBHOM CH-
CTeMbl, nepudepudeckue HelponaTuM) MOTYT OBbITh
CBsI3aHbl ¢ (DEHOMEHOM IMCIPONOPLUUU TUIIOB MbI-
LIEYHBIX BOJIOKOH — 00JIE3HB «IIEHTPATBHOT0» CTEPK-
HsI, MUOTOHMYECKasI TUCTpOdusi, mMporpeccupyroiias
MbIlIeuyHast auctpodust DMmepu—Apeiicdyca, angpeHo-
JleikoaucTpodusi, CriMHalbHasK MbIILIEYHast aTpodusl,
cuHapoM AHrenabMmaHa u ap. [3]. Bee 3t 3a6oeBaHus
JIOJIKHBI OBITh UCKJIHOUEHBI TTPU MOCTAHOBKE AarHo3a
BPOXIEHHOU CTPYKTYPHOU MMOMNATUU C AMCIPOIIOP-
LI1Me TUMOB BOJOKOH. ITpy HEKOTOPHIX BPOXKIECHHBIX
MuoIaTusX GeHOMEH IUCIPONOPILIUY TUIIOB BOJIOKOH
SIBJISIETCSI  XapaKTePHOW TIMCTOJIOTUYECKO OCOOEeH-
HOCTBIO, COTIPOBOXIAOIIEH OCHOBHOU CTPYKTYPHbIA
nedekT («<MHOTOCTepKHEBass» MUOMATUSI, HEMAJIUHO-
Basi MUOIIATUsI, LIEHTPOHYKJIeapHas Muonatusi). I1pu
npyrux ¢Gopmax CTPYKTYpPHBIX MuomaTuii (00Je3Hb
«ILIEHTPAJBHOTO CTEPKHSI», MUOMATHUI C HaKOTUJICHU-
eM TeJiell B BUIE «OTMNEeYaTKOB MajblLeB») (peHOMEH
JUCIIPONOPLUN BCTpeyaeTcss AOBOJBHO penko. Bce
9TO ompeaesieT He0OXOAUMOCTb 0CO00 TIIATEILHOTO
MOPGhOJOrMYECKOro uccienoBaHus OuonTaTa, BIJIOTh
JIO TIPOBEICHUS TOBTOPHOM OMOIICUM B ClTyyae HeyBe-
peHHOCTU MopdoJiora B AuarHose (Hampumep, Mpu
MaJIoM 00beMe MCCAeAyeMOro (parMeHTa CKeJIeTHOMU
MBIIIILIBI).

BrineneHue BpoXKIACHHON CTPYKTYPHON MMOMNATUM C
JHACTPOIOPLIEN TUTIOB MBILLIEYHBIX BOJIOKOH B CAMOCTO-
SITEJIbHYIO HO30JIOTMYECKYI0 (hopMy MpeAroiaracT Halu-
yye oOleil reHeTUYeCcKoi Mpupoanl 3aboneBaHus1. Ero
JIMarHOCTHKA Y YWIEHOB OTHOM CeMbM IO3BOJISIET AyMaTh

NMCUXOHEBPOJIOIrNs

Kak 00 ayrocoMHO-perieccuBHoM [10, 16, 24—27], tak 1
00 ayTOCOMHO-IOMUHAHTHOM [4, 6, 24, 25, 28—32] Ture
HacJienoBaHMs. B To e BpeMsi 10 crX Iop He orpenesie-
HbI HU OeJIKOBasl CyOCTaHLMSI, HA TEHETUYECKUI JIOKYC
atoi muornaruu [33]. OnucaHa ceMbsl, B KOTOPOil y Ma-
TEPU U TOYEPU C KIIMHUYECKH MaJIbIMU TTPOSIBICHUSIMU
MMOMNATUM C AMCIPOIOPLUEN TUIOB MbIILIEYHBIX BO-
JIOKOH OOHapyeHa cOajaHCHpOBaHHAsI TPaHCIOKALIMS
xpomocoMm 10p11.2 1 1725 [34]. OnucaH ciyyaii, Koraay
MaLMEHTKU ObLa IMarHOCTMPOBAHA BPOXKIEHHAS CTPYK-
TYpHasi MUOIIATHUsI C AUCIIPONOPLIMEH TUTIOB MBIIIIEYHbIX
BOJIOKOH, COIIPOBOXAABIIAsSICS AeIelMeil B XpOMO-
come 1, BJokyce 1p36 [35].

WMmrocTpaniveil KIMHAYECKUX U maToMopdosio-
TMYECKUX TIPOSIBJIEHUMI BPOXAECHHOU CTPYKTYpPHOMI
MUOIATUU C AUCTIPONOPLMEN TUIOB BOJTOKOH MOXKET
CIIY>KUTb CleAyIollee HaOI0AeHUE.

boavras K., 4 net, noctynuia B OoTae/IieHUE MCU-
xoHeBposiorun MockosBckoro HUWM mnenuarpuu un
JneTckoil xupypruu PocanpaBa ¢ kajlobamMu Ha Mbl-
LIEYHYIO CIa00CTh, 3aAePKKY MOTOPHOTO U TICUXOpe-
YeBOro pa3BUTHUs. JIMarHO3 HampaB/SIOLIETo ydpeK-
JIeHUs: CUHApOM Daepca—/laHio.

Anamnesis vitae. PeOEHOK OT MOJOABIX 3J0POBBIX
ponuTesel, He COCTOSIIIMX B OJM3KOPOACTBEHHOM
Opake. HacneacTBEHHOCTb IO HEPBHO-MbIILIEYHBIM
3a00JIeBaHUSIM HE OTSTrOoIleHa. DKOJOTHMYeCKUX U
npodecCUOHANbHBIX BPEAHOCTEH y pOAUTEsICH HeT.
JeBouka ot 1-i1 6epeMeHHOCTH, MpOTeKaBIlIei 0J1aro-
MPUITHO, POAMIACH HEJIOHOILICHHOW Ha 36-i1 Heme-
Jie, poabl CTPpEeMUTEIbHbIE (ITPOAOIKUTEILHOCTD 2,5—3
4). Macca Tena pedeHka npu poxaeHuu 2200 r, miu-
Ha 48 cM, olleHKa 110 1mKajie Anrap 5/7 6amios. 1o 5
MEC XKU3HU HaXOAWJach Ha TPYAHOM BCKapMJIMBaHUM.
PaHHee nBuraTeibHOE pa3BUTHE MPOTEKAIO C 3a1ePXK-
KOI1: TOJIOBY cTasa aepxath ¢ 1 rona, cuaets ¢ 1,5 jer,
XOIIMT C TTOJIEPKKOIA ¢ 3,5 teT. dpas3oBast peysb ¢ 2 JieT.
Hauaino npope3bsiBaHus 3y0oB ¢ 13 mec.

Anamnesis morbi. Ilocne poxaeHus: 1eBoYKa Oblia
rnepeBe/ieHa B OTAEJIEHUEe peaHUMAaLMU C TMarHO30M:
nepuHaTtaabHoe nopaxeHne LIHC rumoxkcuuecku-
MIIEMUYECKOIro XapakTepa, CHHAPOM BereTaTUBHO-
BUCLIEpaJIbHOI HemocTaToYHOCTU. CHHAPOM JbIXa-
TeJbHbIX paccTpoiicTB I crenenu. HegoHolIeHHOCTD
35—36 Hen. Yepes Mecsll peOeHOK ObUI MEPEBENEH B
OT/eJIEeHWE MaTOJOTMM HOBOPOXIEHHBIX, e Haxo-
JWICS B TedeHue 4 MeC C IMarHo30M: poaoBasl TpaB-
Ma IIEHHOro, MOSICHUYHOIO OTAEJIOB MO3BOHOUHUKA;
cUHApPOM TUMDY3HOI! MBIIIIEYHOM TMITOTOHUM.

HMTak, cMMIITOMOKOMILIEKC «BSIJIOTO peOeHKa» OT-
MeyaJsicsl y IeBOYKU C poxaeHus. IIpoBoausioch Je-
yeHue: Maccax, usrorepanusi, BUTAMUHOTEpaIus,
aHTuUOakTepuaibHas Tepanus. OTMevaaach MOJI0XU-
TeJbHasl JMHAMUKA — MOSIBUJIKUCH IBUKEHUSI B KOHEY -
HOCTSIX, Hay4uJach €CTh € JIOXKU. PecriupaTopHbIMU
3abojieBaHUsIMU He Oosena. B 1,5 roga pedbeHky Obliia
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orpejesieHa MHBaIMAHOCTb. C 3TOro Bo3pacTa II0-
SIBUJICS Y Haydajl IIPOIrPecCUpoOBaTh CKOJIMO3, B CBSI3U
C YeM CTajli MCIOJIb30BaTh KOPCET MU KOPPEeKLUU
ocanku. C 2 JeT AeBouKa cTajla XOAUTh B XOAyHKax. B
5TO BpeMsI OHa ObUIa KOHCYJIbTUPOBAHA TEHETUKOM I10
MECTY XKUTeIbCTBA. JIJIsl yTOUHEeHUS IMarHo3a pebeHOK
ObUI HampaBieH B MeauKO-reHeTUYeCKUil HaydHbIN
ueHtp PAMH. IlpoBeaeHHass MoOJeKyJISIpHO-TeHe-
TUYECKasl AMArHOCTUKa MO3BOJIMJIA OTBEPIHYThH CIIU-
HaJIbHYIO MBIIIEYHYIO aTpoduio. JIuarHo3 cuHapoMa
Dnepca—/laHio ObLT yCTaHOBJIEH B BO3pacTe 3 JieT.

Jannvie obsexkmueHoeo uccaedosanus. Macca Tena
10 kr, poct 86 cM. CocrosiHue pebeHKa 110 OCHOBHOMY
3a00J1eBaHMIO Tspkesloe. OTMevaeTcsl KUJIeBMIHAsT Jie-
dopmanust TpymHOM KIETKM, KU(OCKOIMOTUYECKOE
HUCKPUBJICHUE TTO3BOHOYHUKA 3—4-11 CTeIeHU, «KPhUIO-
BMIHBIC» JIONATKU, TIepepa3rubaHye BO BCeX TPYIIax Cy-
CTaBOB, TMIIEP3IACTUYHOCTD KOXKHBIX IIOKPOBOB.

Hespoaoeuueckuiit cmamyc. Co3HaHnue sicHoe. O0-
pallleHHYI0 peYyb IMOHUMaeT. MHCTPYKIMU BBINOJ-
HseT yacTUyHO. OOIIEeMO3roBble M MEHUHIEaJbHbIC
CUMIITOMBI OTCYTCTBYIOT. OKpY>XKHOCTb ueperia 48 cM.
®dopmMma uepera OKe K Joarxoledainieckoii, 3ByK
IIpU TIEPKYCCUU OObIYHBIA. OTMEUaOTCS TUIIOMUMMUSI
U CHIXXeHUe HeOHoro pedJiekca. [1moxo ynepxxuBaer
TOJIOBY; TIOBOPOTHI TOJIOBBI, TIOMHSITUE IUIEY OTPaHM-
YyeHbl M3-3a JedopMaliy IMO3BOHOYHMKA. SI3BIK 110
cpemHel TMHUY, GUOPWIIISIIUK Ha SI3bIKE OTCYTCTBY-
10T. ¥ pebeHka oTMevaroTes Auddy3Hast runoTpodusi
MBIIIL, MMOMNATUYECKUE IPUEeMbl IIPU BCTaBaHUU,
OBbICTpast yTOMJISIEMOCTh IIpU (DU3MYECKOI Harpyske,
MbIIIIeYHast caabocTh. [IeBouKa XOAMUT C IOIAEPK-
koii. ITaccuBHbBIC M aKTUBHBIC NBMXKECHUS B ITOJTHOM
ob0beme. MblllieyHas cuia cHKeHa AU y3HO: B py-
Kax g0 2 0anjaoB, B Horax a0 2 6aioB (U3MEpPEeHO 10
6aubHoM mikage MRS). ToHyC MbIIIII pe3KO CHUKEH.
CyxoxXuibHble pe(IeKChl BBI3BIBAIOTCS C TPYIOM;
OproliHble pedJeKchl BbI3biBaloTCa. KoopauHatop-
HbI€ ITPOOBI HE BBIMOJIHSET. [ MITepKUHE3bI OTCYTCTBY-
1oT. [Tatonornyeckue pediiekcol He Bei3biBaoTcs. Ha-
PYILIEHUS YyBCTBUTEILHOCTU HE BhISIBICHBI. DYHKIIUN
Ta30BbIX OPraHOB He HapylleHbl. OTMeuaeTcs Jerkas
3a/iepKKa IICUXOPEUEBOro pa3BUTHSI.

Hlannble donoanumenvHuix uccredogeanuii. buo-
XUMWUYECKUI aHalu3 KPOBU — aKTUBHOCTh Kpea-
tuHdochokuuaszbl 107 E/n (B mpeaeiaax HOPMBI),
aKTUBHOCTb JIaKTaTACTUAPOreHa3bl IOBBIIICHA 10
460 E/n (nopma mo 450 E/n); cooTHolIeHMe NaK-
TaT/TMpPYyBaT B Mpejeiax BO3pacTHO HOpMEL. [1pu
LIMTOXMMUUYECKOM HCCIeIO0BAHUM MUTOXOHAPUAIIb-
HBIX (pepMeHTOB B auMdonuTax nepudepudeckoi
KPOBHU OOHapYy:KE€HO pPe3KOe CHUXKEHUE aKTUBHOCTHU
CyKIMHaTaeruaporeHassl (3,1 ycia. ea. mpu HoOpMe
15—-20 ycn. en.), a-raunepodocdarmeruaporeHa-
3bl (1,3 yci. en. mpu Hopme 7,5—11,5 ycin. en.) u
rayraMataeruaporeHassl (3,1 ycia. ea. mpu HopMme

7,2—11,2 ycn. en.). AKTUBHOCTb JIaKTaTAETUAPOTe-
Ha3bl B IMMGOLMTAX HOpMasbHasl.

ITpu nmpoBeneHUU 3aeKTpOHEepoMuorpadun Npu
HAKOXHOM OTBEIEHUU C MBIIIL KOHEUHOCTe! (00JIb-
11I€ C pyK) OTMEYaa0Ch CHUXKEHUE aMILIUTYAbl, UHTEP-
(epeHLMOHHBII TUI KPUBOIA.

Ha BKI BbisiBIeHa yMepeHHas TaXvMKapausl C 4Ya-
CTOTOM cepAeuHbIX cokpaiieHuit 120—128 B MUHYTY,
HOpMaJIbHOE MOJIOXKEHME SJICKTPUUYECKON Ocu cepila,
usmeHenue penosgpusanmu muokapaa (11, 111, avF, V.,
V, oTBeneHusIx). DXoKapauorpaMma BbIsIBUIIA TIPOJIATIC
MUTPaJIbHOTO KJIaraHa v JuiaTalyio JIEBOTO XKeTyI0uKa.
3aKiItoueHue Kapauosaora: KapauoMyoIaTus y 60J1bHOTo
CTPYKTYpPHOI MuoMNaTuheil. YIbTpa3ByKOBOE UCCIIEI0Ba-
HUE BHYTPEHHUX OPraHOB OOHAPYKUJIO PEaKTUBHbBIC W3-
MEHEHUsI COCY/IOB ITeYeHU, aHOMaIMIO (DOPMBI U YBEJI-
YEHUE >KETYHOTO ITy3bIPsl, CTUIEHOMETaJIUIO.

YuuteiBast ne010T 3a007€BaHUSI C POXACHUS, Te-
YeHUe C MOJOXUTEIbHOU TMHAMUKOI, HA OCHOBaHUM
JAHHBIX aHaMHe3a, KJIMHUYEeCKON KapTUHBI 3a0oJie-
BaHUSI U PE3yJIbTaTOB IPOBEAECHHBIX O00CIeA0BaHUIMA
pebeHKy MOCTaBJIeH KJIMHUYECKUI OUarHo3: CTPYK-
TypHas Muonatus? C 1enbio BepuduKaluuy AuarHo3a
JIeBOUKE ObLIa IMPOBeIeHa OMOIICHUSI MBIIIIEYHOU TKAaHU
U3 00JIaCTU NepeaHEe IPYIIbl MBI Oeapa.

MaTtomopdonornyeckme WU3MEHEHUS CKeJIeTHbIX
Mbiwy. 1S MPUTOTOBJIEHUSI TUCTOJOTMYECKUX TIpe-
napaTtoB OuonTaT ObLI pa3jesieH Ha Tpu (parMeHTa,
(buKCcUpOBaHHBIE C MOMOIbIO MIYOOKOI 3aMOpPO3KHU,
(opManrHOM (1151 CBETOMUKPOCKOMMUYECKOro UCCe-
JNIOBaHMSI) U TJIyTapalbIeTruoM C IOCAeAYIONIeH 10-
(uxcaumein YeTbIPEXOKUChIO OCMUST (JJISI 3JEKTPOH-
HOIt MMKpocKomnuu). JaibHeiass rucToaoruyeckast
00paboTKa NpOBOAMIACH CTAaHIAPTHBIM [UISI MUO-
JIOTUYECKMX MKCCIEAOBAaHUN KOMILIEKCOM METOOB,
BKJIFOYABIIUM: 1) 0030pHOE TMCTOJOIMYECKOe UCCe-
JoBaHME (OKpacka reMaTOKCUJIMHOM U 303MHOM); 2)
TMCTOXMMMYECKOE UCCieaoBaHue (OKpacKa 1o MOAu-
¢uuupoBaHHOMYy MeToay 'oMopu 1 HPochOpHO-BOJIb-
(paMoOBOIt KUCIOTON — reMaTOKCUIMHOM, BbISIBJICHUE
riukoreHa no metony IllaGagamia, coyeit KaabLus Mo
metony Kocca u aunuaoB); 3) ructohepMeHTOXU-
MUYECKMI aHalu3 (BbISIBJACHUE aKTMBHOCTU CYKIIU-
HaTAETUIPOreHa3bl U LIUTOXPOMOKCHUIA3bI, TBONHOE
OKpallliBaHW€ Ha CYKIIMHATAETUApPOreHasy M LIMTOX-
poMokcuaasy); 4) 3JeKTPOHHO-MMKPOCKOIIMYECKOE
Hccea0BaHue.

ITpu MopdoaoruyeckoM HMcCaeIoBaHUM IOKa3a-
HO, UTO OOILIUI IJIaH CTPOEHUSI CKEJIETHO-MBbIIIeY-
HOI TKAHU Ha CBETOOINITUYECKOM YPOBHE HE N3MEHEH.
ITaTonornyeckrux M3MEHEHUI CO CTOPOHBI COCAUHU-
TEJbHOTKAHHBIX 000J10YeK He BbIsiBJieHO. Dopma Mu-
OHOB, pa3Mepbl U paclpeaceHNe MBIIIECYHbIX saep,
XapakTep HMCUYEPUYEHHOCTU COOTBETCTBOBAJIM HOPME.
HekpoTu3npoBaHHBIX MBILIEYHBIX BOJOKOH HE ObLIO.
ITaTonornyeckux BKIIOUEHUIT He oOHapyxeHo. Ilpu
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Puc. 1. Mopdonorndeckue npu3HaKn BPOMKIEHHO#H CTPYKTYP-
HOI MHONIATUM € TUCTPONIOPIHEI TUIIOB MbIIIEYHBIX BOJIOKOH.
BuonTar ckeeTHOM MBILIIEYHOM TKAHU U3 TIepeIHe i obacTu Oe-
npa 6onbHOI 2K. ['McTOXUMUYECKOE BBISIBIIEHNE AaKTUBHOCTHU CYK-
nMHataeruaporeHassl mo Haxnacy. Ha ¢oHe MHOrouMcieHHbIX
CKOIJIEHUI MEJKHUX «KPACHBIX» MBIIIEYHBIX BOJOKOH OIpee-
JISTFOTCST KPYTHbBIE M OTHOCUTEJIBHO PEIKME MBILIEYHbIE BOJIOKHA
11 Tuna (cTpenku).

a—x100; 6 — x400.

OLIEHKE pacrpeaesieHUs] TUIIOB MbILIIEYHBIX BOJOKOH
ObLIY BBISIBJIEHBI TPYObIe HAPYIIIEHUSI: KOJTUYECTBO BO-
JIOKOH | Tuma ObU10 YBEJIMYEHO 1O CPaBHEHUIO C MU-
oHamu Il Tuna, mpuyem pasmepbl MOCAECAHUX CYIIE-
CTBEHHO TMPEBOCXOIWIN pa3Mep «KPaCHbIX» BOJOKOH
(puc. 1).

B 1O Xe BpeMsl Mpu 3JeKTPOHHO-MUKPOCKOITYE-
CKOM HCCJIeIOBAHWM OOHApyXKeHbI CYILECTBEHHbIE Ha-
DYILIEHUS YIBTPACTPYKTYPhl YACTU MBIIIIEYHBIX BOJTOKOH
(mpeanonoxurtenbHo | TUMa). DTH HapylLeHUsT BbIpaxka-
JIUCh B rpy0o0ii 1e30prueHTalu MUOGUOPWILT (IIPU OTHO-
CUTEJIbHO COXPAaHHOM YMOPSIIOYEHHOCTH Z-TIOJIO0COK),
paclIMpeHn LMCTEPH CapKOIIa3MaTUIeCKOro PeTUKY-
JlyMa, IeCTPYKLIUKY MATOXOHIPUIA (puc. 2).

IMonyyeHHbIe TaHHBIE MO3BOJUIN YCTAHOBUTD pe-
OCeHKY OKOHYATEJbHbIN AMarHo3: BPOXKICHHAs CTPYK-

NMCUXOHEBPOJIOIrNs

Puc. 2. YasrpacrpykrypHble H3MeHeHHs B CKeJIETHO MbIIIIIe
oosbHOIL 2K. DiekTponHas Mukpockonus. x20 000.

B MbIIIeYHOM BOJIOKHE OTpEe/sieTCsl TpyOast Ae30pUEeHTAIS
CapKOMEPOB, NECTPYKIIMUS MUTOXOHIPUI (CTPEJIKH).

TypHasi MUOTIATUSI C JUCTIPONOPLIMEN TUTIOB MBbIIIeY-
HBIX BOJIOKOH.

Takum 06pa3om, MTPOAEMOHCTPUPOBAHO PEAKOE Ha-
CJIeICTBEHHOE 3200JIeBaHUE — BPOXKICHHAS CTPYKTYpHAsI
MUOTIATUSI C TACTIPOIIOPLIMEN TUTIOB MBIIIIEYHBIX BOJIO-
koH. Habmogaemblil ciyyail, mo-BUIMMOMY, SIBJISIETCS
MEPBbIM, OMMCAHHBIM B Halllell crpaHe. Tak Kak HaMm He
yIaJI0Ch HaTU B 3apyOexKHOI JUTepaType CBEACHUI O
MPOBEACHUU 2JIEKTPOHHO-MUKPOCKOTTMYECKUX UCCIIEN0-
BaHUI MBILLILL ITPU 3TOM 3a00j1eBaHIH, O0JIee IToapoOHast
XapaKTepUCTUKA YAbTPACTPYKTYPhI MBIIILIBI TIPU BPOX-
JIEHHOU MUOTIATUU C AUCTIPONOPIIUEN TUTTOB MBIIIEUHBIX
BOJIOKOH OYJIeT TIPEACTaB/IEHA B OJHOM U3 CIIEIUATU3U-
POBaHHBIX MATOMOP(OJOTMUYECKUX U3TAHUTA.

Crenyer ocoboe BHUMaHWe OOpaTUTh Ha JTaHHbIE
00 M3MEHEHUSIX MWUTOXOHJPUI y Halllell MalnueHT-
KU, OOHapY>KEHHBbIX KaK MPU [TUTOXUMUYECKOM aHa-
Ju3e aKTUBHOCTU MUTOXOHIPUATBHBIX (HEPMEHTOB
B uMdonuTax rnepudepruyeckoil KpoBU, Tak U MPU
W3YyYEHUU YJIbTPACTPYKTYPbl MUTOXOHIIPUIA B CKEJIeT-
HBIX MBIIIAax. B cBsI3u ¢ 3TuM pebGeHKy ObUT Ha3Ha-
YEeH KypC DHEProTPOMHON Tepanuu, BKIIOYAIOLINI
npenaparbl L-kapHuThHa, KOoH3uMa Q, ), BUTAMUHBI
rpynmbl B. TlepBble cBeneHUsl, MOJYyYeHHBIE 4Yepe3
MecsI1L TTocyie MPUMEHEHUS Teparu, CBUIETEIbCTBY-
[OT O TIOJIOKUTEBbHOW NTMHAMUKE B BUJE YBEJIUUEHUS
JIBUTATEIbHOW aKTUBHOCTHU JieBouku. Hanm naHHble o
BO3MOXHBIX HAPYIIEHUSIX MUTOXOHIPUATTbHOM aKTUB-
HOCTHU MPU UCCIIETyeMOM 3a00J1€BaHU Y MTOATBEPKAAIOT
pe3ysbTathl paboThl UcceaoBaTeNell U3 YHUBEPCUTE-
ta ropoaa Ilasuu (Mranus) [36]. U3yyas cocrosiHue
KJIETOYHOTO 3HEpProodMeHa y 4 MaluKMeHTOB C BPOXK-
JNIEHHOW CTPYKTYPHOIW MMOIIATUEN C AUCIPONOPLUEN
TUIIOB MBIIIEYHBIX BOJIOKOH, aBTOPHI BBISIBUIIM Y HUX
TOBBIIIEHUE YPOBHS JIAKTAaTACTUAPOreHa3bl. Takum
00pa3oM, BOMPOC O MUTOXOHIPUATBHBIX HAPYIIEHUSIX
MPU OMUCHIBAEMOM B MPEACTABICHHOM cTaThe 3a00J1€e-
BaHUU TpeOyeT NaJbHEUIIEro U3y4yeHUsI.
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