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B anddepeHumanbHON AMArHOCTMKE BPOXAEHHbIX MUONaTuii 6osblloe 3HaYeHne nMeetT MopdosiorMyecknii aHanus
MblwwL,. O4HaKO He ANS BCEX HEPBHO-MbIWEYHbIX 3abo1eBaHnii onpeaeneHbl YeTKMe AnarHoCcTu4eckne Kputepmm Mop-
Gonornyeckmx nameHeHuin. Llenbio nccnenoBaHmsa CcTan NMoOMCK 31€KTPOHHO-MUKPOCKOMUYECKUX MapkepoB, addek-
TUBHbBIX AN ANArHOCTUKM MUOMaTUN LIEHTPasibHOrO CTEPXHSA. Bblin nccneaoBaHbl MbileyHble 6uonTtatel 56 nauneH-
TOB B BO3pacTe OT 1 Ao 21 roaa C AMarHo3aMu: MMONaTUs LEeHTPanbHOro ctepxHs (24 60abHbIX), MHOrOCTEepXXHeBas
MuonaTtusa (6 6onbHbIX), capkoTybynspHas mnonaTtusa (10 60nbHbIX), MUTOXOHAPManbHas Muonatus (16 60MbHbIX).
Mcnonb3oBaHbl METOALI CBETOBOW (B YaCTHOCTU, TMCTOXUMUYECKNE) N SNEKTPOHHOM MUKPOCKONUU. BbiSiBNEHbI OCHOB-
Hble 3/IeKTPOHHO-MUKPOCKOMMUYECKME XapaKTepPUCTUKN, KOTOpble MOTyT 6biTb MCMONb30BaHbl Ana AnddepeHumans-
HOW AMArHOCTUKM BPOXAEHHbIX MMOMNaTuin (LeHTPasbHOCTEP)KHEBOW, MHOIOCTEP)KHEBOW, CApKOTYOYISIpHON), @ Takxke
Mopdonormyeckme oTanumnsa aTux 3abonesaHmii 0T MUTOXOHAPUANBHBIX MUOMATUA.

KnroyeBble cioBa: BPOXAEHHbIE MUOMAaTUM, MUTOXOHAPUATIbHbIE MUOMAaTUM, MbiLLeYHasH 6MOrcus, cBeToBasi MMKpO-
CKOMUSI, 371EKTPOHHAsST MUKPOCKOMMS

Electron microscopic criteria for the congenital central
core myopathy differential diagnostics in human

P.A.Shatalov?, V.S.Sukhorukovi?, D.A.Kharlamov?, A.V.Brydun?, V.V.Glinkina? D.V.Vlodavets!?,
I.S.Vinogradskaya? V.B.Suslov?, L.M.Likhacheva?

IMoscow Research Institute of Pediatrics and Pediatric Surgery

(Director — Prof. A.D.Tsaregorodtsev);

2The Russian National Research Medical University named after N.I.Pirogov, Moscow

(Acting Rector — Prof. A.G.Kamkin)

Various methods of muscle biopsy morphological analysis are very important in the differential diagnostics of congenital
myopathies. Not all neuromuscular diseases are identified by clear diagnostic criteria of morphological changes.
The aim of this study was to search for electron microscopic markers, effective for the differential diagnosis of central
core myopathy. Muscle biopsies were investigated in 56 patients aged from 1 to 21 years with diagnosis of central
core myopathy (24 patients), multicore disease (6 patients), sarcotubular myopathy (10 patients), mitochondrial
myopathy (16 patients). There were used methods of light (including histochemical) and electron microscopy. There
were revealed basic electron-microscopic characteristics that could be used for differential diagnosis of congenital
myopathies: central core, multicore and sarcotubular myopathies, as well as their morphological differences from

mitochondrial myopathies.
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CcneacTBeHHbIX 6onesHer YyenoBeka SABASKOTCSA HEpPB-
HO-MbllWeYHble 3aboneBaHus, cpeam KoTopbix ocoboe me-
CTO 3aHMMalOT BPOXAEHHbIE «CTPYKTYpPHble» MMOMNaTUU.
Cpeav HUX nepBoe MecTo MO YacToTe 3aHMMaeT BPOXAEH-
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Has MMOMNaTUS LLEHTPasibHOro CTEPXHS, Bbi3BaHHas MyTa-
umMen reHa puaHogmHoBoro peuentopa [1]. PnaHoamHo-
Bbl peuenTop npeacTtasnseT coboin KanbuUMeBbIn KaHan,
pacnosioXXeHHbIn B MeMbpaHe 3HAoMIa3MaTM4ecKkoro pe-
TUKYJSIYMa W perynupyowmin BbIXo4 U3 Hero Kanbums [2].
B ckeneTHOM MblWEYHOW TKaHW PpUaHOAWHOBbLIN pe-
uenTop pacnosioxeH B MeMmbpaHe mnoMepeyHbIX LUn-
CTEpPH capKornja3MaTM4ecKkoro peTuKyayMa M CBs3aH C
OAVNrMAPONUPUANHOBbLIM pPelenTopoM Ha MHBarnHauusax
nnasmanemmol B T-Tpyboukax. CurHan, npuxoasiwmn no
CapKoJieMMe 3a CYEeT 3TOW CBSA3M, BO3AENCTBYET Ha cap-
KonsasMaTUuyecKun peTuKyayM, Bbi3blBas BblIOpOC Kanb-
umsl, HeobXoANMbIN ANS MbIWEYHOro CoKpalleHus [2].
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B ocHoBe naToreHesa 6011€3HM LEeHTPaNbHOr0 CTEPXK-
HS, TakMM o6pa3oM, nexaT HapyleHus nepepacnpege-
JNIEHNS MOHOB KanbLMs B CYOMMKPOCKOMMYECKMX 30HAX
CKENEeTHO-MbILEYHOr0 BOJIOKHA. PDYHKUMOHANbHO 3TU
HapyLweHnsa Bblpa)kaloTcs B Hecrneumdunueckorn KapTuHe
MMOMNaTUYECKOro CMMNTOMOKOMMIeKca (B cllyyae paHHe-
ro gebwrta — CMMNTOMOKOMMJIEKCA «BSANbI pebeHoK>»).
OTa HecneunMdUYHOCTb YXe C NepBbiX paboT, B KOTOPbIX
6b1no onucaHo 3aboneBaHue, nmoTpeboBana akTUBHOIMO
noncka anddepeHunanbHO-AMarHOCTUHECKMX MeTOL0B
€ero 4eTkoro BbisiBNeHUst. OAHMM M3 KJIHOYEBbIX MOAXO-
[OB K anddepeHunanbHO ANArHOCTUKE BPOXAEHHOM
MMOMNaTUN LEHTPasIbHOrO CTEPXHS cTan Mopdonornye-
CKWIN aHanm3 6nonTaToB CKESIETHON MbIEYHON TKaHW.
BaxHOM 0COBEHHOCTbKO MbILEYHbIX BOJIOKOH MpWU 3TOM
ABNAETCS AefIeHNEe Ha LeHTpanbHY U nepmudepunyeckyto
30Hbl, KOTOpbIE Pa3nMyaloTCs Mo CBOMM TUCTOXMMUYe-
CKMM XapakTtepuctmkam. [Mpu 3ToM ecnu nepudepuye-
CKMe 30Hbl MO 3TUM XapaKTepUCTUKaM MPUHLMMINANBHO
He M3MEeHEHbI, TO B LleHTpasibHbIX 061acTIX MbILIEYHOro
BOJIOKHa (MMOHA) NpaKTUYeCKM OTCYTCTBYET aKTUBHOCTb
6onbwKMHCTBaA (GDEPMEHTOB, YTO M MPUBOAUT K MosiBe-
HUIO Ha CBETOMMCTOXMMUYECKMX npenapaTax GeHoMeHa
LEHTpaNbHOro CTEPXHs. HecMoTps Ha ycnexu Moneky-
NSIPHO-TEHEeTNYEeCKOro 06bACHEHMS 3TUOIOMMK 3TOrO 3a-
6oneBaHuMs, COOTBETCTBYHOLIME METOAbI ANArHOCTUKN A0
CUX Mop TPyAOeMKu, foporn u obnagaroT HU3KON 4yB-
CTBUTENbHOCTbIO. M03TOMY aKTyanbHOCTb Mopdosormye-
CKOW ANArHOCTUKWN OCTAETCs OYEeHb BbICOKOM.

Taknm 06pa3om, OCHOBHbIM AnddepeHunanbHO-gMna-
FHOCTUYECKMM MapkepoM 3aboneBaHus SBSIETCA ero
CBETOMMCTOXMMUYECKAsH AMArHOCTMKa C BbiSIBIEHUEM aK-
TUBHOCTU pPasfIMYHbIX, B MEPBY Oo4yepelb MUTOXOHAPU-
anbHbIX, GepMeHTOB. B TO xe BpeMsi cpean BPOXAEHHbIX
3aboneBaHnin, MNPOSABASIOWMXCS CUMMNTOMOKOMIIEKCOM
«BSANbIN pebeHOK», BCTpeyalTcs Takue, MNpu KOTOpPbIX
CBETOMNCTOXMMUYECKAs XapaKTepUCTUKA MbIWL, MOXeT
6bITb O4YEHb CXOAHa C KApPTMHOW LEHTPAsIbHOro CTepX-
HS. B nepBylo o4yepeab peyb naet o 3aboneBaHuax, Co-
NPOBOXAAKLWMNXCSH  KONMYECTBEHHLIMW  M3MEHEHUAMMU
nyna MUTOXOHAPWUIA. K HUM OTHOCATCS Kak COHBCTBEHHO
MUTOXOHAPUANbHbIE MUOMATUM, TaK U Apyrne HepBHO-
MblleYHble 3ab0neBaHNa C KOMMEHCATOPHbIM yBenunye-
HMEeM Konun4yecTBa 3Tux opraHenn [1, 3]. MNpu 3TOM 4acTo
HabnogaeTcsa yBeNMYeHue KOosMyecTBa MUTOXOHAPUNA
B nepudepunyeckmnx (cybcapkonemmasnbHbiX) 30Hax, B
pesysbTaTe 4Yero 3TW y4yacTku obnafatoT 3HaYUTesTbHO
6onblielrt 3H3MMATUYECKON aKTUBHOCTbIO MO CPaBHEHUIO
C UeHTpanbHbiMU. Kpome TOro, cywecTtBytT 3abonesa-
HUSA, NAaTOreHETUYECKN CXOAHble C HONE3HbI0 LeHTpab-
HOrO CTEPXHS, HO OT/AMYyatolmecss pa3MepaMm U pac-
npeaesieHneM 30H CO CHUXEHHOW aKTUBHOCTbIO (hepPMEH-
TOB — TaK Ha3blBaeMble MHOrOCTEPXXHEBblE MUOMATUK,
4yacTo ToXxe AeblTupytowme ¢ poxaeHus. Bo Bcex aTmx
CNyyasax CBeTOrMcToxmmumyeckas aunddepeHumanbHas
AWarHocTuka 3aTpyAHeHa wn TpebyeT paclumpeHus Me-
TOANYECKUX NMOAXO0AO0B, YTO Hanbonee adhPeKTUBHO Npu
NCMONb30BaHMM 3/IEKTPOHHOM MUKpOCKONMuW. B To e
BPpeMs 3/1EKTPOHHO-MUKPOCKonumyeckme (ynbTpacTpyk-

TypHble) KpuTepun auddepeHumnanbHO ANArHOCTUKU
M3Y4YeHbl KpaliHe HeAO0CTaToOYHO [4], YUTO aKTyanusunpyeTt
HaY4YHbIA MOUCK 3TUX KPUTEPMEB MNPU MEpPeUYUC/IEHHbIX
3aboneBaHusax. Heob6xoammo TakxXe HaWTU 3/1EKTPOHHO-
MUKPOCKOMUYECKME MapKepbl CapKoTybynsipHON BpOX-
OEeHHON MmomnaTum, naTtoreHe3 KOTOPOW TOXe CBSA3aH C
NoBpexXAeHNeM CapKoTybynsipHOro peTuKyyma.

Llenb HacTosILero nccneaoBaHnst — NOUCK 3/TIEKTPOH-
HO-MMKPOCKOMNYECKNX MapkepoB, 3(PhEKTUBHbLIX MNpK
anddepeHUnanbHOM ANAarHOCTUKE BPOXAEHHOM Muona-
TUN LEHTPaNbHOIrO CTEPXHS, B YaCTHOCTU, MPU OTINYUNK
€e OT MHOIOCTEPXHEBOW, CapKOTybynsapHON U MUTOXOH-
ApvanbHOM MMnonaTun.

MaTtepuanbl u MmeToAabl

NccnepoBaHbl GuonTaTbl CKENETHbIX (MepeaHnx 6eapeH-
HbIX) MblWL Y 56 naumneHToB B Bo3pacte oT 1 fo 21 roaa,
C AMarHosamu <«BpOXAEeHHass MWonaTus LEeHTpasbHOro
CTepXHS» (24 60/bHbIX), «MHOFOCTEPXHEBAsi MUonNaTmus»
(6 6onbHbIX), «capkoTybynapHas muonatusa» (10 6onb-
HbIX), «XMUTOXOHAPUanbHas MmonaTua» (16 60nbHbIX).

Mopdonormyecknii aHanus MnpoBeAeH C MOMOLLbHO
cnefylowmx METOAOB: CBETOBas MMKpPOCKOMMSA (OKpacka
reMaToKCU/IMHOM U 303UHOM; FUCTOXMMMUYECKOE BbISIB-
NeHne aKTMBHOCTU CyKuuHaTaermgporeHasbl no Haxna-
cy c coaBT. (1957) [5]) v anekTpoHHas MMKPOCKOMWS.
Ons  3NeKTPOHHO-MMKPOCKOMMYECKOro MCCnefoBaHus
MCnosb30oBann Matepuan, 3adUKCUPOBaHHbIN B rayTa-
pOBOM anbAernge n YeTblpeXOKMCUM OCMUS U 3anuUTbin B
3MOH-apanauToBy cMecb cMon. NccnenosaHue ynbTpa-
TOHKMX Cpe30B MPOBOAMIN HA TPAHCMUCCUOHHbBIX 3MeK-
TPOHHbIX MMKpockonax JEOL JEM-100B n LEO 912 AB.

Pe3ynbTaTbl UCCnegoBaHua U nx obecyxkaeHuwe

Mpw cBETOBOM MMKPOCKOMNUM Ha npenapaTax 60/bHbIX
BPOXAEHHOW MMOMaTMEN LIEHTPasIbHOro CTEPXHS, OKpa-
LWEHHbIX FeMaTOKCUIMHOM W 303UHOM, HUKaKUX U3MeHe-
HWUI, KPOME YMEPEHHO BbIPAXXEHHOM MWOreHHOW aTpo-
dunn, He BbISBNEHO, @ NpU TMMCTOMEPMEHTATUBHON OLIEHKE
aKTUBHOCTU CyKUMHaTAernaporeHasbl 66111 06HapyXeHbl
TUMNWYHbIE LeHTpasibHble 30Hbl C OTCYTCTBMEM WM 3Ha-
YMTENIbHbIM CHMXEHMEM aKTUBHOCTM depMmeHTa (puc. 1).

Mpwn 31eKTPOHHO-MUKPOCKOMMUYECKOM aHanm3e cKeneT-
HO-MbILUEYHOWN TKaHN 60bHbIX BPOXAEHHOW CTPYKTYPHOMN
MUonaTMel LLEHTPaNIbHOMO CTEPXKHS OblN BbiSIBNEHbI Cle-
AYoLMe OCHOBHbIE BapuaHTbl U3MEHEHUA YNbTpacTpyK-
Typ: aTpoduryeckne n3MeHeHus nyykoB MMoUIaMeHTOB,
oyarv Ae3opueHTauun MuoduiaMeHToB, pacliensieHne
My4ykoB MWOpUIaMeHTOB, cybcapkoneMmmarsibHas npoau-
depaumsa MUTOXOHAPUIA, NPU3HAKN AECTPYKLMM KOMMIEK-
coB T-Tpybouek n capkoTybynsapHbiX uuctepH (Tpuaag),
rmnepTpodus MUTOXOHAPWUI, BaKyonmsaums U AeCTpyK-
LMS MUTOXOHAPWUI M CapKOoMiasMaTUYecKoro peTukysy-
Ma, MOBbIWEHNE KOMYeCTBa MNUAHBLIX U APYTUX BKIHO-
YeHUI. MIaMeHeHnsa ynbTpacTpyKTyp npu 3ToM 3abosieBa-
HMUM OYeHb NONMMOPdHBI 1 3aTparnBatoT hakTUYeckn Bce
KOMIMOHEHTbI MbILWEYHOro BosiokHa (puc. 2).

b7



MN.A.WaTtanos v ap. / BectHuk PFMY, 2012, N25, c. 66-70

Bce 3T M3MeHeHWsI B pasHbIX COYETaHWUSX MOryT
ObITb NpeAcTaBfieHbl Y OAHUX M Tex Xe 60sbHbIX. Hamu
6blnn BblAeneHbl 4 Hanbonee TUMUYHBLIX TaKUX co4yeTa-
HMS (KOMMNNeKca): KOMMAeKC n3MeHeHun I xapakrtepusy-
€eTCA OTCYTCTBUEM rpybbiX U3MeHeHMn. Komniekc name-
HeHun II — Hanu4neM oyaroB Ae30pueHTaumn, atpopumn
M pacwenneHus MmodunameHToB, rmnepTpodun, BakKy-
onM3aunmn U AeCTPyKUMN MUTOXOHAPWUIA, Ae30puUeHTaumm
W YNIOTHEHUS TpWaa, YBEIUYEHUS KONMYecTBa MINKO-
reHa v nunugos. Komnnekc nameHeHnn III — atpoduen
nyykos muodumbpunn, mux rpybon pesopueHTaumen c
paclUMpPEeHNEM LIMTO30/IbHbIX MPOCTPAHCTB MeXAay HUMMU,
3anoJIHEHHbIX MENIKOrPaHyJ/IsipHbIM MaTepUanom Ha hoHe
OTHOCUTENIbHOrO0 YMEHbLUEHWS pa3MepoB WM KONMYECTBa
MUTOXoHApUM. KoMnnekc nameHeHnuin IV — perncrpaunen
LLEeHTpasIbHO PacnosIOXEHHbIX o4aros atpodum Mmodwu-
JlaMEeHTOB, MHOrA4a COMPOBOXAAKLWMXCSA UX paclienne-
HWEM W Ae30pueHTaumen npu OTCYTCTBUU U3MEHEHWN
MUTOXOHAPUI U APYrUX OpraHes.

Puc. 1. CkenetHaa MbilleyHasA TKaHb MNaLUueHTa C
BPOXXAEHHOW MMOMNATUEN LEeHTPaJibHOro CTEep)XHS
(yB. 100). BospacTt naumeHta — 21 roa. N'mcroxmmmye-
CKOe BbISIB/leHNe aKTUBHOCTU CyKUMHATAEernaporeHasbl
(no Haxnacy c coaBT., 1957) Ha KpuOCTaTHbIX Cpe3ax.
Moyt BO BCeX MPOAOSIbHO Cpe3aHHbIX MbILUEYHbIX BO-
JIOKHax onpejensieTcs nosiHoe OTCYTCTBME aKTUBHOCTMU
dhepMeHTa B LEHTpasnbHbIX 30HaX (CTpenkn)

Puc. 2. DnekTpoHOrpaMMa CKeJIEeTHOW MbIlEeYHOM1
TKaHU MauMeHTa C BPOXXAEHHOW MMUONaTUen LeH-
TpasnbHoOro crepxHsa (ys. 10000). Bo3pacT nauneHta —
10 net. Ctpenkamu o603HayeHbl: 1 — BaKyo/nn3MpoOBaH-
Has MUTOXOHAPWUSA; 2 — YNJIOTHEHHas Tpuaja

MNpu NpoBeAeHUN CBETOBOW MWKPOCKOMMM Ha mpena-
paTtax 60/IbHbIX BPOXAEHHOW MHOIMOCTEPXXHEBOW MMoNa-
TUEeNn, OKpallEeHHbIX reMaTOKCUAMHOM U 303MHOM, HUKa-
KWX U3MEHEHUN, KpOME YMEPEHHO BblPa)X€HHOW MUOTEeH-
HOl aTpoduun, He BbISABNANOCL. pU TMCTOXUMMUYECKOM
onpefeneHnn  akKTUBHOCTUM  CyKUMHaTAErnaporeHasbl
06HapyXnBannUCb Yy4YaCTKM CHUXKEHUS SH3UMaTU4YEeCKOM
AKTUBHOCTM, HO, B OT/IMYMEe OT 60SIe3HU LIEeHTPasibHOro
CTEpPXHS, OHM He pacnpoCTPaHAIUCh NO BCEWN AJSIMHE Mbl-
LWEeYHOro BOJSIOKHA M XapaKTepu30BasMCb pasHbIM pas-
MEepOM U pacrnosioXXeHNEM OTHOCUTESTbHO CapKOJIEMMbI.

Mpn 31EeKTPOHHO-MMUKPOCKOMMYECKOM aHanm3e MbiLLy
607bHbIX MHOrOCTEPXXHEBOM MMONaTUEN O6bLIM HaMAeHbI
OTHOCUTENIbHO HebonblUMe 30Hbl, XapaKTepusytloLime-
CSl pacwersieHneM 1 atpoduern nyykos MUOMUIaMEHTOB
(BNNOTb A0 MOJIHOrO NCYE3HOBEHMNS UX CApKOMEPHOW opra-
HM3auMKn) C YacCTbIM YMEPEHHbIM YBE/IMYEHNEM KONIMYECTBA
JNMUOHBLIX U TNIMKOreHOBbIX BK/IOYeHU (puc. 3). Kpome
TOro, y 3TuX 60JIbHbIX OTMEeYanncb yyacTkmn cybcapkonem-
ManbHOM nponudepaummn MUTOXOHAPWUIA. KOMMAEKCHbIX
YNbTPACTPYKTYPHbIX U3MEHEHW, NOAOOHBLIX TaKOBbIM MpPU
MMOMATUKN LIEHTPaNIbHOIrO CTEPXHS, He 6b110.

C noMoLubio CBETOBOMO MMKPOCKOMa Ha BCex mnpena-
paTtax 60/bHbIX BPOXAEHHOM CapkKoTybynsipHOn Muona-
TUEN He BbISBNANOCb HUKAKUX U3MEHEHWUIA, KpoOMe yMe-
PEHHO BbIpaXX€HHOW MUOreHHOW aTpoduu.

Mpu ynbTpacTPyKTYPHOM aHanM3e CKeNeTHO-Mblley-
HOM TKaHu 60/IbHbIX BPOXAEHHOW CapKOTybynsipHOM
MuonaTuer Bbbi1I0 YCTaHOBEHO, YTO OCHOBHbIM U3MeHe-
HMEM Mpu 3TOM 3aboneBaHUKN SIBASETCA BaKyoaM3auus
capKkorniasMaTMYeCcKMX LUUCTEPH Pa3HOM CTeneHu Bbipa-
XEHHOCTM; KaK MNpaBWIO, BaKyoJIM3MpPOBaHHbIE CTPYK-
Typbl OblIM  yNOpsSiAOYEHbI OTHOCUTESNTIBHO Z-TMOJSIOCOK
(puc. 4). Kpome TOro, B HeKOTOpbIX cybcapkonemmarb-
HbIX y4acTKax HabnwAanncb CKOMMIEHUS OTHOCUTESNbHO
HEN3MEHEHHbIX MUTOXOHAPUIA.

Mpn npoBeaeHUn CBETOBOM MWKpockonun y 60onb-
HbIX MUTOXOHAPWaNbHbIMKU MMOMAaTUSMM Ha npenapaTax,
OKpalUEeHHbIX FeMaTOKCUIMHOM W 303MHOM, KaK MpaBu-

'
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Puc. 3. DnekTpoHOrpaMMa CKeJIeTHOW MbILeYyHOoM
TKaHU nNauueHTa C BPOXXAEHHOW MHOrocTep>kHe-
BoM Muonatmen (yB. 20000). Bospact naumeHta —
3,5 roga. LleHTpasbHbIA y4acTOK 3/1eKTPOHOrpaMMbl 3a-
HUMaeT 30Ha <«CTEPXHS», XapaKTepusylowasncs aTpo-
dunen n gesopraHusaumen MMoPUIAMEHTOB U APYrMMHU
YNbTPACTPYKTYPHbIMU N3MEHEHNAMMU
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no, 6bina obHapy)XeHa MUOreHHas aTtpodus pasIMyHoOM
CTEMeHM BbIPAXEHHOCTU, Y 4acTu 6onbHbiX Habnwopa-
nocb HebonblIOe KOMMYECTBO KOaryasiuMOHHbIX HEKpO-
30B OTAENIbHbIX MbIWEYHbIX BOJIOKOH 6e3 npu3HaKkoB
darountosa u nmMmdboumTapHo UWHUAbTpaunun. [Mpu
FMCTOXMMNYECKOM BbISIBIEHUM aKTUBHOCTU CyKUMHaTAe-
rmaporeHasbl y 14 n3 16 601bHbIX OTMEYasnChb y4acTKu
MbILIEYHbIX BOJIOKOH C reTeporeHHbIM MoBbILEHWEM aK-
TUBHOCTU bepMeHTa (dhpeHomeH RRF — «pBaHble» kpac-
Hble BOJIOKHA). [NaBHbIM 06pa3oM 3TK y4acTKm pacnona-
ranmcb cybcapkonemMmmarsbHO, @ Y HEKOTOPbIX 601bHbIX —
M B LeHTpasibHbIX 30HaX MbILUEYHOro BOIOKHA.

Mpn 31eKTPOHHO-MUKPOCKOMNYECKOM aHanumse y atux
607bHBIX BO BCEX YYacCTKax MblWEYHbIX BOJIOKOH 6bisin
BbISIBNIEHbl C/lIeAyoWne OCHOBHbIE BapuaHTbl U3MEHEHUN
yAbTPacTPyKTyp: YBE/MYEeHMEe KOSM4YecTBa MWUTOXOH-
opuii (ocobeHHo B cybcapkosieMMasibHbIX 30Hax), no-
sAB/ieHNne HeOobblYHO KPYMHbIX, YAJMHEHHbIX UKW raHTe-
neobpasHbix GOpM MUTOXOHAPWN, HaNUyMe MpPU3HAKOB
LECTPYKLUUM MUTOXOHAPUANbHBIX KPUCT UIN U3MEHEHMe
MJOTHOCTM MaTpuKca, NPUCYTCTBUE NUMNUAHbBIX BK/OYe-
HWIA Cpeau CKOMJIEHWIA MUTOXOHAPUN, perucrpaumst He-
06bIYHbIX BK/TIOYEHUA B MUTOXOHAPUAX (HanpuMmep, Kpu-
CTannoobpasHbiX), BblpaxXeHHast rmbenb MUTOXOHAPWUN,
HannymMe cpean CKOMMEeHMN MUTOXOHAPWUIM BTOPWYHBIX
JIN30COM, CHMXXEHME KONMM4YecTBa MMToxoHapui (puc. 5).

YcoBepLIEHCTBOBaHME TMCTOXUMUYECKUX METOAUK U
TEXHUYECKUX AeTanein 371eKTPOHHOro MMKPOCKoMa Cylue-
CTBEHHO YNYYLUMI0 NOHMMaHMeE NPpUpPOAbl MHOMMX HEPBHO-
MblleYHbIX 3aboneBaHui. Mpu BPOXAEHHbIX CTPYKTYp-
HbIX MMOMATUSAX BCTPEYaOTCS YeTKMEe, Nerko OT/iM4ymnMble
Mopdoniornyeckme ocob6eHHOCTM B CKENEeTHbIX Mblllax.
Kaxxpoe 3abonieBaHne 3TOM rpynmnbl XapaKTepunlyeTcs psi-
[OM crieunduryecknx Mopgoaormyecknx Nnpm3HaKkos.

B ocHoBe natoreHe3a 6051€3HM LEeHTpasnbHOro CTepx-
HA NexaT yNbTPacTPYKTYPHble U3MEHEHMWS B LIEHTPasibHbIX
30HaX CKeNeTHO-MbIlEeYHbIX BOJIOKOH, @ TaKXXe OTCYTCTBME
B HMX (DYHKUMOHANIbHON aKTUBHOCTW, B MEpPBYIO oyepenb
MUTOXOHAPWanNbHbIX (epMeHToB. [uncronornyeckme xa-
PaKTEPUCTUKM 3TUX 30H (CTEPXHEN), HE CXOXMEe C Tako-
BbIMM B nepudepnyeckmx ydyacTkax BOJSIOKHA, SABSKOTCS
OCHOBHbIM AMArHOCTUYECKMM KpuTepueM 3aboneBaHus.

AHann3 CBETOMMKPOCKOMMYECKMX MpenapaTtoB C WC-
MONb30BaHNEM TEXHUKM TMCTO3H3UMOXMMNYECKOrO BbISIB-
NIeHns1 aKTUBHOCTU CyKUMHAaTAernaporeHasbl NoATBEpXAa-
€T AaHHble Hay4HoW nuTepaTypbl [1-4] o ToM, 4YTO Noao6-
Hble UCCnefoBaHWUS ABASKOTCA HeobxoAMMbIMM Mpu ANd-
depeHUManbHOM ANArHOCTUKE BPOXAEHHbIX MUOMATUN.
Mpwn 3TOM MHOrMe NPU3HaKK, BbiSBNIEHHbIE C MOMOLLbIO CBE-
TOBOW MMKPOCKOMWW MpU pacCMOTPEHHbIX BMAAX BPOXAEH-
HbIX MMOMNATUI, ABNSKOTCA O4YE€Hb CXOAHbIMU. CBETOBas MUKPO-
CKOMWS MpY @aHanun3e MblleYyHblX 6MonTaToB HalnX 60/IbHbIX
Nno3BOANA@ WCKIIUUTb 3HAYUTENIbHOE YMCI0 COCTOSIHWUNA,
XapaKTEPU3YIOLWMXCA CXOAHOW KIMHWUYECKOM KapTUHOWM:
BPOXZAEHHbIE U MPOrpeccupyrolume MbilleyHble ANcTpodun,
LeHTpanbHOsiAepHbIE MMOMATUKN, HEMASIMHOBYID MWOMATUIO,
MMonaTuo C ANCNPONOPLUMAMM TUMOB BOSIOKOH W Ap.

B TO e BpeMs CBETOMMKPOCKOMMYECKUI aHanus He
BCeraa MNo3BOJIAET pas3/MunTb Mexay Ccobon ueHTpanb-
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Puc. 4. dnekTpoHOorpamMma CKeJIeTHOM MbilUe4YyHOM
TKaHU NaLMueHTa C BPOXXAEHHOMW cCapKoTy6ynapHou
muonartuen (ys. 15000). Bospact naumeHta — 6 ner.

CTpenkamu o603HayeHa MHOXECTBEHHAasi BaKyo/M3aums
3/1eMEHTOB CapKomMia3MaTMUYeckoro peTukynyma
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Puc. 5. dnekTpoHOorpamMMa CKeJIeTHOW MbIlLe4YHOW
TKaHM nauyuMeHTa C MUTOXOHAPWaJIbHOW Muona-
THMen (yB. 15000). Bo3pacT naumeHta — 11 neT. B ueH-
Tpe 3/eKTPOHOrpaMMbl HaxoAsaTCs [ABa cybcapkonem-
MasJibHbIX y4YacTKa COCEeAHUX MblLEYHbIX BOIOKOH C aHO-
MaslbHbIMU CKOMIEHUAMU AECTPYKTUBHbLIX MUTOXOHAPUNA

HOCTEPXXHEBY0, MHOIMOCTEPXHEBYID, CapKOTYyOYynsapHyto
N MUTOXOHAPUANbHYI MMONaTun. Tak, UMetowmecst npu
60M1€3HM LEeHTPaNIbHOIrO CTEPXKHS YYACTKN CO CHUXEHHOM
9H3MMATMUYECKON aKTUBHOCTbIO He BCEeraa MOXHO OT/u-
YUTb OT TAaKOBbIX MPU MHOFOCTEPXXHEBOW MMonaTun. Mpu
MUTOXOHAPWANbHOW MUMoNaTUK nepudepuyeckme aHo-
MasibHbl€ CKOMJEHUS MUTOXOHAPUA MOryT HamoMWHaTb
TakXe CTepXHEeBble N3MEHEHMUS, UYTO TpebyeT 6osiee TOH-
Ko anddepeHumansbHo anarHoctuku. C 3ToW Lenbto
HaMu 6bla MCMNOJSIb30BaHa 3JIEKTPOHHAs MMKPOCKOMMS,
No3BONMBLUAS [AeTaslbHO OLEHUTb YJbTPaCTPYKTYypHble
0COBEHHOCTU MbIWL, MPU yKa3aHHbIX 3aboneBaHuax u
BbISIBUTb cneumdbunyeckne Mapkepbl, 3HaumMble ans aud-
depeHUnanbHONn AnarHocTuku. Kpome Toro, yyuTbiBasi
naToreHes 60M1€3HM LEHTPaIbHOIO CTEPXHS, CBSI3AHHbIN
C NaToOJIOFMYECKMMU N3MEHEHUAMUN MONEKYISIPHBIX KaHa-
NOB capKoTybynsapHoOM cuctemsbl, 6b110 NMpOBEAEHO CpaB-
HEHMEe YyNbTPaCTPYKTYypbl MbiWL, NpXU 3TOM 3aboneBaHnu
M NMpu BPOXAEHHOW CapKOTybynsipHOM MmonaTum. AKTy-
aNbHOCTb  3/1I€KTPOHHO-MUKPOCKOMNYECKOrO MU3YyYEeHUS
MbIWL, NpW nocneaHeM 3abosieBaHUKM CBsA3aHa eule U C
TeM, YTO CBETOMUKPOCKOMNYECKNIA aHaNMU3 He BbisSIBNSIET
ANArHOCTUYECKN 3HaYMMble NMPU3HaKK.
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B pesynbTtate cpaBHEHUS 371eKTPOHHO-MUKPOCKOMMU-
YECKOW KapTWHbI MpU YKa3aHHbIX BPOXAEHHbIX MUOMNa-
Tnax 6blnmM onpefeneHbl COOTBETCTBYOLWME AMATHOCTU-
YECKM 3HAUMMbIE YNbTPACTPYKTYpPHbIE KPUTEPUU.

Tak, npy 60N1€3HN LEeHTPaNbHOro CTEPXHS OblNM Hail-
OeHbl pa3IMyHble CoOYeTaHMst NOKasbHbIX AECTPYKTUBHbIX
W3MEHEHWN COLAEPXMMOrO MbIEYHOro BOJIOKHA. [lpu
3TOM M3MEHEeHUs 6bin Kak B hdmbpunnspHoM annapare,
Tak U B MeMBpaHHbIX CTPYKTypax, U XapakKTepmn3oBanunchb
pPa3/IM4YHON CTEMeHb BbIPAXXEHHOCTU: OT HapylleHus
opveHTauum Mnodmbpunn Ao AeCTPyKUMM CapKOMEpOB;
OT YBeJIMYEHUSI KONMYECTBa MUTOXOHAPUA A0 AECTPYKLMMU
X 1 Apyrmx meMbpaHHbIX CTPYKTYp B o4arax nopaxeHun.

Mpn MHOrocTep>xHeBOM MMOMNaTUM O6blSIN BbISIBNEHbI
OTHOCUTENbHO HebosnblMe 30Hbl C paclwensieHMeM u
aTpoduren nyykos MnmodpuaaMeHToB (BNIOTb A0 MOJSIHO-
ro UCYE3HOBEHWUSA UX CapKOMEpPHONM opraHmsaummn) C ya-
CTbIM MPUCYTCTBMEM YMEPEHHOIO KOJIMYECTBa NUMUAHbBIX
N FMNKOreHOBbIX BKTIOUEHUNA.

Mpu capkoTybynsipHon Mmmonatum 6bl10 onpeaeneHo,
YTO OCHOBHbIM U3MEHEeHMEM Mpu 3TOM 3aboneBaHnun aB-
nsieTca BaKyonmM3aums capkonaasMaTUyeckmx LUCTEpH
pa3HOM CTEeMeHM BbIPaXEHHOCTU; KaK MpaBwuio, BaKyo-
NIN3NPOBaHHble CTPYKTYpbl 6blAM ynopsgo4veHbl OTHO-
CUTeNbHO Z-Nosocok. Takas naTtomopdosiornyeckas
KapTuHa He Habnioganacb Npu Apyrux pacCMOTPEHHbIX
BPOXAEHHbIX MMONaTUSX.

Mpy cpaBHEHWM YNbTPACTPYKTYPHbIX WM3MEHEHWUI npu
60n1€3HM LLeHTPaNbHOro CTEPXXHSA WU CapKOTybyAsSipHOM MUO-
naTuu BbIICHWUIOCh, YTO MpPU NMOCNeAHEN yNbTPacTpyKTyp-
Hble N3MEHEHMSI B OCHOBHOM He 3aTparmsearoT LLe/IOCTHOCTHU
MbILLEYHOrO BOJIOKHA, M MOpa)KeHWe CBA3aHO C 3/IeMeH-
TaMW CapKoM/a3MaTUYEeCKoro peTukyfyMma. XapakKTepHoWn
0COBEHHOCTbI0  CapKoTybynsipHON MuonmaTuM  SABAsieTCS
MHOXECTBEHHas Be3VKYSUMS LMCTEPH CapKoriasMaTu-
YecKkoro peTukynyma (B OCHOBHOM B palioHe Z-MosioCcoK).

Mpn cpaBHeHWM yNbTPACTPYKTYPHbIX U3MEHEHUN Npu
60ne3HN LEeHTPanbHOro CTEPXHS WU MUTOXOHAPUANbHOWM
MuonaTtum 6b110 BbISIBAEHO, YTO MPW NocneaHen ynabTpa-
CTPYKTYPHblE€ U3MEHEHMWS 3aTParMBatoT raBHbIM 06pa3om
MUTOXOHAPUK. HabnoaalTcsa MHOXeCTBEHHble Hapylue-
HUA MUTOXOHAPWUN, TakMe Kak rmneptpodus, HapylieHme
CTPYKTYPbl KPUCT M MJOTHOCTM MaTpukca. Bokpyr nato-
NIOTMYeCKN M3MEHEHHbIX MWUTOXOHAPUA HEpeaKo orpe-
pensetcs 60/blIOe KOMMUYECTBO JIMNUAHBLIX BKJIHOYEHUN,
BTOPWUYHbIX JIN30COM W CKOMMEHUN ramkoreHa. MpuHum-
NMuUasbHO BaXHbIM MPU3HAKOM MUTOXOHAPUANbHbIX MWO-
naTuin SBNASIETCS PacnpoOCTPaHEHHOCTb 3TUX M3MEHEHWI
Mo BCEM MbILIEYHOWN TKaHu 6e3 obpa3oBaHUs reTeporeH-
HbIX B 3TOM OTHOLUEHWW NIOKYCOB. YBeNnyeHne Konudye-
CTBa MUTOXOHAPWI MMeeT MecTo Yy 60nbLINHCTBA 60/IbHbIX
Kak cybcapkonemMmanbHO, Tak U MHTEPMMOMDUOPUNNAPHO.

3aknrouyeHume

Pe3ynbTaTbl Hawero wuccnegoBaHWs noATBeEpXAa-
IOT MH(MOPMATUBHOCTb 3/IEKTPOHHOW MWKPOCKOMUU MNpu
MopdOoNornMyeckon AMarHoCTMKE HEPBHO-MbILEYHbIX 3a-
6oneBaHnn. HecMOTpsa Ha ycnexum B M3YYEHUU MHOMMUX
M3 HUX C MOMOLLbIO CBETOBOM MUKPOCKOMWW, HEKOTO-

1

pble Ho3onormyeckne ¢GopmMbl, 0CO6EHHO OTHOCSLMECs
K BPOXAEHHbIM M MeTabonmyeckum muonaTusam, Tpeby-
10T aHanM3a MblILWEYHOW TKaHW Ha YPOBHE YNbTpacTpykK-
Typ. BbiiBNeHME C NOMOLLbIO 3N1EKTPOHHOIO0 MUKPOCKONMa
ornpefeneHHbIX HaMU NPU3HaKOB MOXET MMeTb peLuato-
wee 3HadeHume npu auddepeHumanbHOW AMarHOCTUMKe
BPOXAEHHbIX HEPBHO-MbILIEYHbIX 3ab6051eBaHNN.

Pa6bota npoBeageHa npu riogaepxke CoBeTa ro rpaH-
Tam lNpe3ugeHta PO, rpaHT N° MK-4236.2011.7.
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