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3/1IeKTPOHHO-MUKPOCKOMNMYeckoe nccnegosaHne 6MonNcuin ANMHHOM NafoHHOW 1 A4eNbTOBUAHOW MbILL, Naumn-
€HTOB C K/IMHWYECKUM ANAFHO30M «MOJIMMUO3UT» BbISIBUJIO CYLLECTBEHHbIE U3MEHEHUSI BO BCEX CTPYKTYPHbIX 3/1e-
MEHTaX MblleYHbIX BOSIOKOH: MUONGpunax, capkoniasmaTMyeckoMm peTukyayMme, MATOXOHAPUSX, saapax, cap-
Konnasme, capkosiemme. 3TN N3MEHEHUS HOCUIU AeCTPYKTUBHO-pereHepaTopHbIii Xxapaktep. OGHapyXeHbl Npu-
3HaKky arpeccun T NMMAOLUTOB MO OTHOLWEHMWIO K MblLLIEYHbIM BOIOKHAM. VI3MeHeHUs 06HApPY>XNBaIUCh TaKXe B

KPOBEHOCHbIX MUKpOCOCyAax.

Knio4deBble csioBa: BOCnasiUTeNlbHbie MyuonaTtum, NOIMMUO3NT, CKENETHbIE MbilLbl, YNbTPacTpyKTypa

BeepgeHve

O/IMMMNO3UT OTHOCMTCA K MAMONATUYECKUM BOCNanun-
Te/lbHbIM MuonaTuamM. CornacHo NocnefjHUM Knaccu-
(hukaumam, cywecTByeT 5 OCHOBHbIX TUMOB 3TOrO

Knacca 60ne3Heli: NOAUMMUO3NT, SEPMATOMMUO3UT, MUO3UT C

BKNUYeHnaMn (inclusion body myositis), ayTommmyHHas He-

KpOoTM3MpyLias Muonatmsa u BOCMaNMTeNbHble MuonaTuu,

CBsi3aHHble C 3a60/1eBaHNAMU COeLUHUTENbHOW TKaHu [3, 5,

6]. XoTs BCce 3TV 3a60n1eBaHUA UMET ayTOMMMYHHY Npu-

poay, W KAWHUYECKU BbIPAXAKTCA MbILWEYHON €NabocTblo,

OHW UMEeT 0COBEHHOCTM NaToreHesa M TeYeHUS, YTO BAXHO

ONA NX CBOEBPEMEHHOIO W LefeHanpaBieHHOro fIeYeHNs.

Monumunosnt (MM) xapakTepusyetcs guddy3HbIM BOC-
naneHvem MblLL, YTO NPOSIBNsSETCA HapacTawowei cnabo-
CTbi0 U 60/1€3HEHHOCTbLIO MbILUL, M/Ie4eBOro M Ta3oBOro nos-
COB, MPOKCUMasbHbIX OTAEN0B KOHEYHOCTEW, Lieun, Ablxa-
TeNbHbIX MbiIwWwL. OH MOXeT coyeTaTbCA C APYTUMWU ayTOUM-
MYHHbIMU 3a601€BaHUAMWN NN BO3HUKATb Ha (hOHe 3/10KaYe-
CTBEHHOr0 HOBOO6Gpa3oBaHUA. B TXenNbIX cyvasax BO3MOXEH
neTanbHbIA ucxod. 3a6oneBaHuWe MOXeT HayaTbCA B N11060M
Bo3pacTe, ofHaKo 4auie Bcero — B 50—70 net. Okono 70%
60NbHbIX — XEHLWWMHbI. B naToreHese 3aboneBaHnsa y4acTBy-
0T UMTOTOKCMYeckme CD8 T nnMdounTbl, KOTOPble NOBPEeX-
[aloT MblWweYHble BONOKHA [2].

[OwnarHo3 MM cTaBMTCSA Ha OCHOBAHWMN XapaKTePHOWN Kun-
HWYECKOM KapTUHbI, MOBbILLIEHNA aKTUBHOCTU KpeaTUHMOC-
(hoKUHasbl U anbfonasbl B CbIBOPOTKE KPOBW, Pe3y/bTaToB
anekTpomumorpadum n 6uoncun mbiwl. OAHAKO NOAMMMNOZUT
HEeNb3A UCK/IYNTb JaXke B OTCYTCTBUM XapaKTepHbIX nabdopa-
TOPHbIX NPU3HaKOB 3a60neBaHnA.

M3BECTHbI NN HEMHOrOYUCNEHHbIe 3/1eKTPOHHOMUK-
pOCKONMYeCKNe MUCCNef0BaHNSA MbIWL, Npyu noamMuosnte [4,
7]. OHK, rnaBHbIM 06pa3oM, OCHOBaHbl Ha U3YYEHUU eUHNY-
HbIX C/ly4aeB M JaloT camyto 06LLYI0 XapaKTepuUcTUKy n3MeHe-
HWA MbILLEYHOM TKaHW N YacTMYHO Kanuanspos.

M03TOMy B HacTosLLeM MCCNeA0BaHWN Hac MHTepecoBan
BeCb KOMMNEKC U3MEHEHUT B CKeNEeTHbIX MbILWLAX, KOTOPbIA,
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KaK npaBwuio, UMeeT MeCcTo Npun pas/iInyHbiX HEPBHO-MblLLEY-
HbIX N MbllWeYHbIX 3a60/1€BaHNSAX.

MaTepuans! 1 MeToabl

ViccnegoBaH maTepuan 0T CEMUW BOMIbHbIX C KIMHUYECKUM
AVNArHo30M MNOAMMUO3NT. TshkecTb 3a60/eBaHUA B KaXAoM
cnyyae 6blna pasnMyHoi. Kycouyku MbllL, NOAy4YeHHble BO
BpeMs AMarHOCTUYEeCKOn 6uoncum u3 AANHHOW NafoHHON
UMW AeNbTOBUAHOM MbILLL, MOCAe40BaTeNlbHO PUKCMpPOBaNu B
thopmMosi-caxapose u yeTblpéxokncu ocmMusa (1%), 3anusanu B
apangut. Cpesbl KOHTPaCcTUPOBanu ypaHun-aLeTaTtoMm n LnT-
paTom CBMHLA, MpocMaTpuBaiu B 3/IEKTPOHHOM MWKPOCKOMe
JEM-100S.

Pe3ynbTaTbl U 06CYXzeHNe

Mpn 3N1eKTPOHHO-MUKPOCKOMUYECKOM  UCCNefoBaHUU
MbILUL, B MbILLIEYHbIX BO/IOKHAX 06HapyXeHbl 3HaUYNTeNbHble
N3MeHEeHUSA. B LLeNOM OHU UMenn Mo3anmyHoe pacrnpocTpaHe-
HVEe 1 HOCUMN AeCTPYKTUBHO-PEreHepaTopHbIii xapakTep.

VI3MeHEHNSI B MbILLEYHbIX BOMIOKHAX Kaca/iucb BCeEX WX
CTPYKTYPHbIX 3/1EMEHTOB: MWOGUOPUAN, capKonaasMaTuye-
CKOro peTuKynyMa, MUTOXOHAPWIA, Afep, capKoniasmbl, cap-
KoneMMbl. Hanbonee pacnpocTpaHeHHbIMU ABASSIUCE UCTOH-
YeHMe AnameTpa Muombpunn 6e3 HapyLleHUs opraHu3auum
CapKOMEpPOB U paclUMpPeHMs NPOMEXYTKOB MeXAY HUMMU.

BmecTe ¢ TeM, BO MHOIMMX MbILLEYHbIX BOJIOKHaxX Habo-
Janucb atpous MMocMbpunn ¢ NosiBJieHNEM Tak HasblBae-
MbIX «pacyecaHHbIX» BOMIOKOH (puc. 1A), nokanbHbIA pacnag
Muotnbpunn ¢ obpasoBaHmem 3epHUCTON Maccbl. MHorpa
JecTpyKLUUM MnofBepranncb y4acTKMU CapKOMepPOB BCMeACTBMUE
Yyero MosiBASNINCL GOMbLUME MPOCTPAHCTBA capKomaasMbl C
BK/IlOUEHMEM 06pbIBKOB MeM6paH, BaKyosnei, MuenuHomno-
[OBHbIX CTPYKTYP, & Takxke BOMI0KONOA06HbIX 06pa3oBaHuii
(puc. 1B). B 06nacTax HeKpo3a MbILLEYHOT0 BO/IOKHA BbISIB-
NANUCL NUNUAHbIE Kanau, TMUKOreH U TaK HasbiBaeMble ayTo-
tharnyeckume BaKyosu.

YacTo BCTpeYanCb MbilleYHble BO/IOKHA, B KOTOPbIX HApYy-
LeHMe CTPYKTYPHOI opraHum3auum capkomepoB CBS3aHO C Ae3-
arperayuvein Mmnombpunn n aHomanuen Z-nnHun. Habnwpga-
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Pvc. 1 /BveHeH/s B MbLLEYHbIX BOSIOKHAX GMOMCUIA A MIHHOM /Tai0HHOM
MbLLL1 60/16HBIX MOSIMMUO3UTOM:

A—«pacHecaHHOe» MbILLEYHOE BOSIOKHO BC/IEACTBYIE aTpommn Myochbpmin
(M®b). Y8 —T7500x;

B —Boiinokoo6pazHast cTpykrypa (BC) B MOBPEXAEHHOM MbILLEHHOM BOSIOK-
He. Y8 10 000x;

B—CTPUMVHR Z-MH B MOBPEXIEHHOM MbILLEHHOM BO/OKHe. YB. 13 000X;
—coToBaHble CTPyKTYpbI (CC) B MOBPEXAEHHOM MbILLEYHOM BOSIOKHe; MA—
MbILLEYHOE SApo. YB. 19 300x;

[l —capKonniasmMaTUHeCKuiA HaTeK Ha Neprdepy MbILLEYHOMO BOJIOKHA C Ba-
KyO/IiMM, MOBPEXAEHHBIMA MUTOXOHOPUAMA (M), JETPUTOM; OKO/IO BOSIOKHA
aKTVBMpOoBaHHLIA T vivchouyT (). YB. 10 000x;

E—i1eHTpasibHOe MbILLEYHOE AP0 (M) B ieHepBMPOBaHHOM MbILLEYHOM BO-
JIokHe. YB. 3000x

N10Cb N3MEeHEHUNE LeHTPaNbHOM YacTy MbILLEYHOr0 BO/IOKHA MO
Tnny «central core» (BONOKHa-muweHu). MNpu aToOM CTPYKTypa
CapKOMEepOB B LLeHTPE MbILLEYHOr0 BO/IOKHA HapyLleHa, Z-1u-
HUA UMeeT HenpaBW/bHYIO, 3Ur3aroobpasHyo Gopmy, MUTO-
XOHAPUW OTCYTCTBYIOT. B TO XXe BpeMsa nepudeprnyeckas 30Ha
MbILLEYHbIX BO/IOKOH COXpaHsiia HoOpManbHY CTPYKTypy. Ha-
psgy ¢ HeGOMbLIMMU 0YaKKaMU «PasMbITbIX» Z-IUHUIA B OT-
[eNbHbIX BOTOKHAX BbISABAANNCL aHOMaslbHble MO0Cbl, HaMno-
MUHaKLW e KapTuHbl, HabagaeMble NPY HEMaNMHOBON MMNO-
naTun. A UMEHHO, B iereHepUpPYOLLMX MblLLax 06Hapy>Xunsa-
NNCbA HUTEBUAHbIE N MaN0YKOBUAHbIE BKIOYEHUS, NpeACcTaB-
nAWmne NNOTHbIE arperatbl QUOpPKA, Nexalime BHyTPU Mbl-
LWEeYHOro BOJIOKHA MNapasseNlbHO ero AINHHOW OCK C TycToW
nomnepeyHoOn ncyYepueHHOCTbID. CumMTaeTcs, YTO arperatbl CO-
CTOAT M3 mMaTepuana Z-nonocok (puc. 1B).

M3MeHeHUa capKonnasMaTnyeckoro petukynyma (T-cuc-
TeMbl, KOHLEBbIX LUCTEPH MPOAOSIbHON CUCTEMbI) NPOSABASA-
ANCb B paclUMpEeHUn ero 3N1eMeHTOB U 06pasoBaHUN BaKyo-
neil, a nHorga — cBOEO6PaA3HOro BMAa Tpy64aTbiX BK/KOYe-
HWUW, KOTOpble Ha MOMEPEYHOM CEYEHUU UMEIKT NPaBUNbHYIO
rekcaroHasbHyl YNakoBKY, a TakXe CTPYKTyp, HanoMuHaw-
wmx cotbl (puc. 1r).
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PaspyLieHne Mnou6punn NpuBoAUT K OTHOCUTENbHOMY
YyBe/IMYEHNIO capKonnasmbl ¢ ob6pasoBaHnem cybcapKonem-
Ma/lbHbIX HaTeKOB, HapyLUeHWO ee FTOMOFeHHOCTU, yBenunye-
HUIO 4Yncna 06bIYHbIX WU NOSABNEHMIO HEOObIYHbIX BK/OYeE-
HUIi. 3HaUNTENbHLIM N3MEHEHUAM MOABEPrancs U MUTOXOHA-
pvanbHblii annapaT MblleYHbIX BONOKOH (puc. 14).

Mi3MeHeHUA capKosieMMbl pacnpocTpaHAlTca Ha 6asanb-
HbIl CNOM, Npunexatinii CHapyXu K nnasmMaTuyeckoi mem6-
paHe MbILIEYHOro BO/OKHA, KOTOPbI paclumpsaeTcs, MecTaMmu
HabnfjaeTca HapyLlleHne ero roMoreHHocTu. PaaomM BbisiB-
nsieTca 60/bLIOE KOMYECTBO KOMAareHoBbIX pubpu.

B0 MHOMMX MblILLIEYHbIX BOIOKHAX Gblfia 06Hapy>KeHa MUT-
pauus sgep ¢ nepudepun B LEHTP, YTO XapaKTepHoO AN AeHep-
BMPOBaHHbIX BO/IOKOH (puc. 1E). B ocTaslbHOM M3MeHeHUs Ka-
caloTcs BeNUUMHbI, (OPMbI, pacrnpeeneHns XpoMaTuHa, Benun-
UMHbI U KO/IMYECTBA SAPbILIEK. B HEKOTOPbIX ciyyasx Hab/to-
JaeTcs ceKBecTpauus saep v 06pasoBaHue KeToK-CaTeNInToB.
KneTKu-caTenInTbl BCTPEYAOTCSA YacTo, B TOM YMC/ie MHOTAa 1
OTLWEn/IeHHbIe. B HOpMe KNeTKM-CaTeNIUTbI CydaiiHbl, yBenu-
YeHMe NX CBMAETENbCTBYET O TOM, UTO HApAAY C AeCTPYKTUBHbI-
MW npougccamMmy UayT U pereHepaTmBHble [1].

B KPOBEHOCHbIX MMWKPOCOCYAax OTMeYasiocb HapylleHue
CTPYKTYPbI 3HA0TENMOLMUTOB U paclumpeHmne 6a3anbHOro Cosi.

OCo60ro ynoMUHAHMS 3aCNyXXMBaOT MHOFOUUCNEHHbIE
NIMMGOLMUTBI, KOTOPbIE BbISABAAINCL MEXAY MbILLEYHbIMU BO-
NIOKHaMu (cM. puc. 1[1), a TakxKe B TECHOI CBSI3U C HUMU U fla-
)Ke BHYTPU MbILLEYHbIX BOIOKOH. KaK yXe yKasbiBasocb, OHU
apnaoTcs CD8 T numdounTamm 1 06ycoBNNBaOT NOBPEX-
AeHUE MblleYHbIX BOSTOKOH.

Takum o6pasom, npu MM B MbileYHbIX BOSIOKHax 06Ha-
py>XMBaeTcs 3Ha4YNTeNbHaa BapnabenbHOCTb M3MeHeHN . Bbl-
SIBJIEHVE B MblLUEYHbIX BO/IOKHAX K/eTOK-CaTeNIMToB CBUje-
TeNbCTBYET 0 TOM, YTO B MblLULIAX Haps4y C npoleccamn fecT-
PYKUWN MAYT N pereHepaTopHble npouecchbl, ATOT (aKT AB/S-
eTCA BaXHbIM AN 06bACHEHUA PEMUTTUPYIOLLErO TeYeHUs
3aboneBaHnsA. M, HaKOHeL, HECMOTPSA Ha TO, YTO MpeAcTaB-
NIeHHble YNbTPacTPYKTYPHbIE M3MEHEHUSA B pas/IMYHbIX 3fe-
MeHTaxX MbILUL, BCTPEYarTCa U NPU JPYrux HepBHO-MbILLIEY-
HbIX N MbILEYHbIX 3a60/1eBaHMUAX, MOXHO 06HapYyXUTb pas-
Anyunsa, 0cobeHHO, ecn NPUHATL BO BHUMaHUe 4acToTy, pas-
HoobGpa3ne M CTeneHb MX pacnpocTpaHeHus.
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Electron microscopic study of skeletal muscle in polymyositis
BABAKOVA L.L.,, POZDNYAKOV O.M.
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Electron-microscopic studies of the long palmar and deltoid muscles biopsies of patients with a clinical diag-
nosis «polymyositis» revealed significant changes in all structural elements of muscle fibers: myofibrils,
sarcoplasmic reticulum, mitochondria, nuclei, sarcoplasm, sarcolemma. These changes were destructive and re-
generalive nalure. There was some evidence of aggression T lymphocytes in relalion to the muscle fibers.
Changes are also found in the blood microvessels.

Key words: inflammatory myopathy, polymyositis, skeletal muscle, ultrastructure
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