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Ts)Xenoe nopaxeHue AbixaTeNlbHOW MYCKynaTypbl

npu noJimMMo3nTe
E.H. CkpsibuHa', H.A. Margeea', N.®. Menexuna?, O.J1. AnekcaHppoBa'

AHHOTauus

Llenb — mnpeacraBUTh KIMHUYECKOE HAOIIOACHUE TTOJUMHUO3UTA Y
55-1eTHero My>X4uHbI. 3a00JIeBaHUE HAYaJIOCh OCTPO C TPAH3UTOP-
HOW MIIIEMUYECKOI aTaku M OBICTPO MPUCOEAUHUBILIEHCSI OCTPOIt
NIBIXaTeJIbHOM HEIOCTaTOUHOCTH, MOBJIEKIIE HEOOXOAUMOCTD MO~
cTostHHOM BeHTWIsI UK Jerkux (M BJT). BeisiBieHO BBICOKOE CTOSTHUE
nuadparmel 10 4-X pedep, MPUCOSAMHEHUE THOMHOTO 9HIOOPOHXHUTA,
JIBYyCTOPOHHEN ITHEBMOHUH, TUIEBPUTA, MHOXKECTBEHHBIX aTeJIEKTa30B,
MopaxeHrue MHOKapaa CO CHIKeHMeM (Gpakuuy BeiOpoca 10 46%,
04aroBoii TurokuHe3uei mo nanHbiM XO-KI. HecmoTps Ha Kpaii-
He TSKEJI0€ COCTOSTHUE 00IbHOTO, HE OBLIO BHISIBIEHO OTYETIMBOTO
MopaXKeHUsI MPOKCUMATbHBIX MBI KOHEYHOCTE! M MOBBIILIEHUS
ypoBHs kpeaTuHbochokuHasbl (KDOK) B kpoBu. He BHISBISIINCH
aHTUSIAEPHbIE, MUO3UT-CcendUIecKre aHTUTeNa, OTCYTCTBOBAIU
MPU3HAKK TIEPBUYHO-MBILIEYHOTO TTOPaKeHMS MO JaHHBIM DHMI
MBI KOHEYHOCTe!. BblT HCKITIOUeH TapaHeoracTUueCKuii mpo-
ecc. PesynsraTel o0cienoBaHus Aejiaay AMarHo3 MOJIMMUO3UTa CO-
MHUTETbHBIM. [IJIs1 yTOUHEHUS XapaKTepa MopaXkeHUsI IbIXaTeIbHOMN
MYCKYJIaTyphbl ObLiIa BEITTOJTHEHA OUOTICHSI MEXPEOEPHBIX MBIIIIIL, ObLITU
BBISIBJIEHBI BIPAXKEHHbIE UBMEHEHUSI C yYaCTKaMU MAaCCUBHBIX HEKPO-
30B, MEPUBACKYISIPHAs TUM(POTUCTUOLIMTaApHAS] MH(MUIBTPALIUS.
BbiBoAabl. OnucaHHbI BapUAHT MOJMMUO3UTA SBISIETCS KpailHe
PEAKUM U TSKEJIBIM 110 TeUEHUIO, TPYAHBIM B IMarHOCTUYECKOM U Jie-
yeOHOM I1aHe. Hanbosee 3HauMMBbIi MeTOI 00CIeI0BaHMS B JAHHOM
cllyyae — OMorcusi MexXXpeOepHBIX MBI, TTO3BOJISIIONIAST BLISIBUTH
BOCIAJIUTEIbHBII T'eHe3 3a00J1eBaHUS U OTIPEICINTh Ha3HAYSHUE Ma-
TOTEHETUYECKON Tepanuu.
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Severe damage of respiratory muscles in polymyositis

Elena N. Scryabina', Nadezhda A. Magdeeva', Irina F. Melehina?, Olga L. Aleksandrova’

Abstract

Objectives — to present a clinical case of polymyositis in a 55-year-
old man. The patient was admitted with a diagnosis "transient ischemic
attack”, quickly followed by an acute respiratory failure, which required
the continuous use of mechanical ventilation. Other clinical symptoms
included: a high diaphragm position up to the 4-th ribs, the concurrent
purulent endobronchitis, bilateral pneumonia, pleurisy, multiple
atelectasis, myocardial dysfunction with a decrease in ejection fraction
to 46%, local hypokinesia according to EchoCG data. Despite the severe
condition of the patient, there was not registered any distinct impairment
of the proximal limb muscles and an increase in creatinphosphokinase
blood level. The antinuclear myositis-specific antibodies, the signs of
primary muscular damage according to the limb muscles ENMG data
were also absent. The paraneoplastic process was excluded. The results
of clinical examination made the diagnosis of polymyositis uncertain. To
clarify the cause of the respiratory muscles damage, an intercostal muscle
biopsy was performed.It revealed expressed changes in the muscle, with
massive necrosis areas, and perivascular lymphohistiocytic infiltration.
Conclusion. The described case of polymyositis is extremely rare, has
a severe course and is complicated for diagnosis and treatment. In this
case, the most informative examination method can be a biopsy of the
intercostal muscles, which allows to identify the inflammatory origine
of the disease and to determine the pathogenetic therapy.
Keywords: polymyositis, respiratory muscles, intercostal muscle
biopsy.
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m BBEJIEHUE

IUoIaTu4YeCcKue BOCMaJUTeJbHble MUOMATUU

(MBM) — rpynna peakux ayTOMMMYHHBIX 3a00J1e-
BaHMIi, XapaKTepU3YIOIIUXCS BOCAJIEHUEM MOTNepeYyHO-
M0JI0CaTOM MYCKYJIaTyphl C pa3BUTUEM MPOrPECCUPYIOIIEH
MBILIEYHOM C1a00CTU U pa3HOOOPa3HBIX CUCTEMHBIX ITPO-
SIBJIGHU B BUE apTpaliruii, cuHapoMa PeitHo, mopaxkeHust
BHYTPEHHUX OPraHoB (cepaa, Jjerkux). UBM Bkiovaiot
cienytolye rpymnnsl: noaumMuosut (ITM), nepmaToMuno-
3ut (JIM), HEKpOTU3UPYIOIINIT ayTOUMMYHHbBII MUO3UT U
MUO3UT ¢ BKJItoueHusimu [1, 2, 3].

OCHOBHBIM KJIMHUYECKUM IpusHakoM [IM/IM sB-
JISIeTCS CUMMETPUYHOE MOpaxXeHue CKeJIeTHONH MYCKY-
JIaTyphl, MPOSBISIONIEeCs c1abOCThI0 MPOKCUMAIbHBIX
OTIEJI0B MBIIIIL TIJIEYEBOTO U Ta30BOTO MOSICOB, MBIIIII,
YYaCTBYIOIIMX B CTMOAHMU 11IeH. B mporiecc BoBIeKaroTCs
TaK>Ke MBIl TOPTAHU, TOJIOCOBBIX CBS30K, IJIOTKU, YTO
00YCJIOB/IMBaeT BO3HUKHOBEHUE nucharuv u AuchOHUU.
MpbilieyHOe TTopaxXeHue, Kak MpaBUIo, COMPOBOXAAET-
cg yBenIM4eHreM ypoBHs KpeatnHbochoknHasbl (KDK)
B KPOBU, CIOHTAHHOUW aKTMBHOCTbBIO MPU MI0JbYATOMN
anekTpomuorpaduu (OMTI'), numporucTuouuTapHOM
WHOUIBTpalieil 1 HEKPO30M MBILIEYHOTO BOJIOKHA, BbI-
saBiisieMoii mpu ouornicuu. JIM xapakTepusyeTcsl BoBjeye-
HUEM B MpOoLIecC KOXHU B BUIE MTEPUOPOUTATLHOTO IeJIN0-
TPOIHOTrO OTeKa, SpUTEMBbI Ha Julle, JIOY, Tpyau, CIIMHE,
namnyj [oTTpoHa B 06J1acTU pa3rudaTebHOI MOBEPXHOCTU
CYCTaBOB, «pYKU MEXaHUKa».

M3 BO3MOXXHBIX OpraHHBIX MTOpaXeHWil Hauobosee ya-
cto BeTpevaetrcs (B 80% ciiydaeB) U BIMSET Ha MPOTHO3
IIM/IM natonorus apixaTeJbHON CUCTEMBI, 00YCIOBIIM -
Balolllasi pa3BUTUE IbIXaTeIbHOU HegocTaToyHOCTH. [1pu
3TOM MOTYT BO3HUKATb IMOPAXKEHUST MEXKPEOEPHBIX MBIIIILL 1
nracdparMbl, THEBMOHUS, THTEPCTULIMAIBLHOE MIOpaXKeHUe
Jerkux. I1pu mopaxeHuu ApIXaTeJIbHON MYCKYJIaTyphl Ha-
OJItoaeTcs BBICOKOE CTOSTHUE KyToJia AuadparMbl, BSJIOCThb
ee IbIXaTeIbHBIX 9KCKYPCUIA, UTO MIPUBOAUT K SKCIIUPATOP-
HOM OJIbIIIIKE, U3MEHEHUIO (DYHKIIMY BHEIITHETO AbIXaHMSI
M0 PeCTPUKTUBHOMY TUITY, CHUKEHUIO KaIILJIEBOTO U JbI-
XaTeJIbHOTO KJIMPEHCa JIETKUX, IETOYHOTro KpoBOTOKa. Bee
3TO CO3AAeT YCAOBUS IS pa3BUTHS TUTTOBEHTWISILIMOHHOMN
MHEBMOHUMU U JIETOYHOUN TUIIEPTEH3UU, TPUBOIASIIINUX K
PE3KOMY YBEJIMYEHUIO CMEPTHOCTU, OCOOCHHO B TeUEHUE
nepBoro romna 6oje3Hu [4].

OcHogoit teyeHust [ITM/JIM ocTaroTcs ITIOKOKOPTUKOU -
1b1 (I'K) B BEICOKOI1 103€, KOTOpbie 00BIYHO KOMOMHUPYIOT
C IMMYHOCYIIPECCUBHBIMM ITpernapaTaMu, OKa3bIBaOIIMMU
B3auMonoIoaHsoee aAeficteue. [Tpu HeadheKTUBHOCTH
CTaHAApPTHOM Tepaluy UCIOJIb3YIOTCS BHYTPUBEHHO UM-
MYHOIJIOOYIMH M OMOJIOTUYECKHE aTeHThl (PUTYKCUMAa0,
nH@IMKCcUMao) [5, 6].

B cBa3u ¢ noauMopdpr3MoM KIMHUYECKONH KapTUHBI
IIM/AM, penxkoit 4acTOTOI ero pa3BUTUS U Bapuadesb-
HOCTbBIO JOMMHUPYIOIIUX MPOSIBJICHUNA paHHSS IUAarHO-
CTUKA JAHHOM MaTOJIOTUU TIPEACTABIISIET BEChbMa CIOKHYIO
3agauy [7, 8].

Oco0Oble TPYAHOCTU IUATHOCTUYECKOIO MIaHa BO3HU-
KaloT IpU MPEUMYIIECTBEHHOM MOpPaKeHUU IbIXaTeb-
HOI MYCKYJIaTyphl U c1a00il BhIPaXKEHHOCTH WJIM OTCYT-
CTBUM Ha paHHUX dTamnax 3a0ojieBaHUs KJIMHUYECKON

Hayka U mHHoBauUuUM B MeAULUHE T.4(4)/2019

CUMNTOMATUKHU CO CTOPOHBI Npyrux rpynn Meii [9]. o
JaHHBIM JTUTepaTyphl [4] u HaMM HabaoaeHusIM (3 na-
ueHTa u3 83 6obHbIX [TM B Teuenue 10 jiet), Takast oco-
OEHHOCTb MBIIICYHOTO MTOpPaXXeHUs BCTpevaeTCs KpaiiHe
PENKO, YTO MOXET OBITh TPUYMHOM ITO3MHEN TMAaTHOCTUKHI
Bo3MoxxHoro [1M 1 HeCBOeBpeMEHHOI'0 HavaJla aJeKBar-
Holi Tepanuu. [TpuMepoM Takoii peKOi MaToJIOTUH SIBJISI -
€TCsI OMMCaHHOE KJIMHUYEeCKOe HabIIoIeHHE.

m KNIMHNYECKOE HABJIIOJEHUE

Bonbnoii I, 55 net, Bpau no npodeccuu, MOCTyIuI B
I'Y3 «O6nacTHas KiMHU4YecKas 0onbHuUIa» I. CapaToBa
13.07.2019 1. ¢ kaymo6aMu Ha OIIBIIIKY, TOJIOBHYIO 00JIb, CJia-
60cTb. 3a007e1 B Mmae 2019 rona, Koraa nosiBUIUCH U CTaIU
HapacTaThb yKasaHHbIe Kajo0bl. B utone 2019 rona Ha OKT
1 OxoKI Oblna BeIsIBIEHA TUIIEPTPODUS JIEBOTO XKEAYA0U-
Ka. YxyaiuieHue coctossHust Hactynuio 13.07.2019 ., korna
Ha ¢oHe MOBBILIEHUs apTepuanbHoro gapiaeHus (A/l) no
180/100 MM pT. CT. MOSIBUJIMCH CITyTAHHOCTh CO3HAHUSI, Ha-
PYLICHUS peuu, TOJIOBOKPYKEHHUE, TPEMOD PYK. YKazaHHast
CHMIITOMAaTHKa KyITMpOBajach B TEYEHHE 2 4aCOB OpUTraaoif
CKOpOI MEAULIMHCKOM MOMOLLIM, IIOCJIEe YeTO 00JIbHOM ObLI
TOCIUTAIU3UPOBAH.

W3 aHamMHe3a U3BECTHO, YTO OOJIBHOM TUTEIbHOE BPe-
MsI CTpajal apTepruaJlbHOM TMIIEPTOHUEH, CaxapHbBIM I1a-
6eroM II Tura. MHOTO KypuJ.

[Mpu noctymieHuu coctosinue Tsxesnoe. Co3HaHUE
sacHoe. Temmepatypa 36,7°C. BeipaxkeHHBII aKpOIIMaHO3.
Iepudepuyeckux oTeKoB HeT. MpllleuHass U KOXHO-
cycTaBHasl MaTOJOTUSI OTCYTCTBYET (OOIbHOM yaepKUBa-
€T KOHEYHOCTh IIPY YMEPEHHOM JaBJICHUM Ha Hee Bpada
[10]). ITpu nepkyccum JieBasi TpaHuUIla cepAlia cMellleHa
BJieBo Ha 1 cM. ToHbI cepaua riayxue, myasc 100 B MUHYTY,
yaoBjieTBopuTeabHbIX KauecTB. Al 180/90 MM pT. cT. Ipya-
Hasl KJIeTKa HUJIMHApUIecKoit (popMbl. OOe MOJTOBUHEI €€
CHHXPOHHO YYaCTBYIOT B aKTe JIbIXxaHUsI. [IbIXaH1e XXeCTKOe
10 BCEM MOJISIM, CUMMETPUYHOE, OCJIa0JICHHOE B HIDKHMX
otaenax. XpunoB HeT, Y/ 20 B muHyTy. ZKUBOT MSTKUIA,
06e300s1e3HeHHbIN. [TeueHb He yBennueHa. Peub, hoHarys
He HapyllIeHbl, IJIoTaHue CBOOOIHOE. UyBCTBUTEIBHOCTh
coxpaHeHa, nape3oB HeT. CaTypalust KUCI0poaa 1Mo AaH-
HBIM ITYJILCOKCUMETpUU 86%.

luaeno3. OcHOBHOE 3a00JIeBaHUE: TPAH3UTOPHAS UIIIe-
Mmuyeckas ataka ot 13.07.2019 r.; aprepuanbHas TUIep-
teH3us 111 cragus (puck 1V); atepockiepo3 aopThl, KO-
POHAapHBIX, MO3roBbIX cocynoB. PoHOBOE 3a00JIeBaHUE:!
caxapHbiit nuaodet II Tuna.

Hasznaueno nevenue: cepHOKMCTas MarHe3ust 25% nHdy-
30MaTOM U BHYTPUMBIILIEYHO, PO3yBaCTaTHH, 30(peHOIIPII,
METOIIPOJIOJIa CYKIIMHAT, aMJIOJUIINH, BEPOILIITUPOH, UH-
cydsALMS YBIaXXHEHHOTO KUCI0pO/a.

B manpHeiineM cocTossHUE O0JIBHOIO CTajI0 IIPOrpec-
CHBHO YXYIIIATbCS B CBSI3U C HapacTaHUEM JbIXaTeJIbHOMI
HEI0CTaTOYHOCTU: ITOSIBIJIOCH IICUXOMOTOPHOE BO30YK/Ie-
HMeE, LIMaHO3 HOCOTYOHOTO TPEYrOJIbHMKA, IBIXaHUE OTKPhI-
TBIM PTOM, TTOBepxHOcTHOe. YJI 25 B MuHyTY, myjisc 80—105
B MUHYTY, A/l ¢ TeHAeHLIMeN K CHIKeHUIO 10 90/60 MM
pt. ct. Carypauus kuciaopona 80%. [TpuHsTo penieHue 06
MHTYOAIIMU TPaXeU C IOCIEIYIOIIUM ITepeBOIOM OOJILHOTO
Ha UCKYCCTBEeHHYI0 BeHTWIsiLuI0 terkux (MUBJT).
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IIpoBeneHHbBIE peHTreHOTrpadus TeTKHUX, KOMITbIOTEP-
Hast ToMorpadusi ¢ aHruorpadueii TaHHbIX 32 TPOMOOIM -
0OJIMIO JIETOYHOM apTepuu He BhIIBUIN. OTNpeaeIsiuch
JIBYCTOPOHHSISI THEBMOHUS B HajgauadparMaabHbIX CEeT-
MEHTax, BEICOKOE CTOsTHME nruadparMbl cripaBa o 5 pedpa
C KOMITpeCCHel CpelHel 1011, BeHO3HBII 3aCTOi B JIer-
KUX, JITOYHAsI TUIIEPTOHMS. BrocieACcTBUM K HUM MpU-
COCIMHWINCH TUCKOBUIHBIC aTeJIEKTa3bl B BEPXHUX JOJISIX
JIETKMX, CKOIUICHUE XXUIKOCTH B IJIEBPAIbHBIX ITOJIOCTSIX,
cMelleHue cpeaocTeHus BiaeBo. 25.07.2019 . nnadparma
omnpeaesijiach Ha ypoBHe 4 pebdep ¢ odbeux ctopoH. Ha-
pacTaJio KOJIMYECTBO CIIM3UCTO-THOMHOM MOKPOTHI, 00TY-
pUpYyOIlIeil cHavyasia IpaBblii, a TOTOM M JICBBII TJIaBHBII
OpOHX.

TTpu BxoKI BeISIBIISLIMCH CHIKEHUE (hpaKLIMU BEIOpOca
(®B) 10 46%, TUNIOKMHE3USI BCEX TIEPETHMX U TIEPEropo-
JIOYHBIX CETMEHTOB, BEPXYLIKU CEPILIa, MUTPaTbHAs U TPU-
KycnuaanabHas peryprutauus I1 crenenu, Ha DKI — uie-
MuuecKas aseBaius cerMeHToB ST B V4—V6 oTBeieHUSX.

BBonunuchk HopaapeHaInH, iepeOpOIU31H, IIperapaThl
WHCYJIMHA KOPOTKOTO ACUCTBUS, 1Ie(DTPUAKCOH, MEepOIIe-
HeM, Liedornepa3oH/cyibbakTaM, hochoMUIMH, AeKca-
MeTa30H. BriociencTBuM TOMOJHUTEIBHO Ha3HAYAIUCh
(byrroKoHa30:1, IU3MHOIPWI, (PpaKCUTIapUH, JIOTIEPAMMII,
aJIeMeTUOHMH, TTAaHKPEaTHH.

C 27.07.19 . 6b11a OTMEYEHA MOJIOXKUTEIbHAS AJMHAMU -
Ka: YMEHBIIIUIOCH KOJIUYECTBO MOKPOTBI, KOTOpas cTaja
HOCUTB ITPEMMYILIECTBEHHO CIM3MCTBIM XapaKTep, UCUYe3In
o4yaroBble 1 MUH(WIBTpAaTUBHbBIE U3MEHEHUsI B ierkux. I1o-
CTOSIHHO COXpaHsUIaCh KOMITPECCUSI HUXKHUX JT0JICH JIeT-
KUX 3a CYET BBICOKOI'O CTOSTHUS nuacdparMbl, 3aCTOMHBIC
siBlieHUsT B jieTkux. @B yBenmuumnace 1o 64%, MuTpajb-
Hasl ¥ TPUKYCIUIAIbHAsl PETyPrUTallMi yMEHBIIWIUCH 10
I ctenenn, ncuesna aneBauusa cerMmeHToB ST B V4—V6 oT-
BEACHUSX.

OnHako, HECMOTPS Ha TOJIOXUTEIbHbBIE CIBUTH B pa3-
BUTUM 3a00JI€BaHUsI, COCTOSIHIE OOJIBHOTO OCTaBAJIOCH TSI -
JKEJIBIM: OH HaXOIWJICSI Ha SHTEPAJIbHOM IMUTAHWUU, TBIIIAIT
yepe3 TpaxeocToMy ¢ nmomoiubio MBJIL.

ITIposodunucs caedyroujue uccaedosanus. OOIINI aHATN3
KpoBU — 0e3 marojoruu, COD — 17—28 MMm/4 (HopMa 10
10 mm/4a ), CPb — 183 mMr/n (HopmMa g0 5 mr/in), KOK —
397,0 en./n (HopMma no 171 en./n). KOK MB, Muornoou,
cepaeunbiii TponoHuH, ACT, AJIT, rnoko3a, MOYeBU-
Ha, KpeaTUHWH, OMJIMPYOWH, TIPOTEUHBI, 3JIEKTPOJIUTHI,
I -nuMep — B Ipeaeiax HOPMBI.

AHTUHYKJIeapHble aHTUTena, AHIIA, aHTutena K
dochonunuaaM, MUO3UT-CIIeLUPUIECKNE U MUO3UT-
acCOIMMPOBAaHHBIC aHTUTEIA, MapKephl BUPYCHOTO rera-
tiTa, aHTuTeaa K BUY He oOHapyXeHBbI.

B o06111em aHaM3e MOKPOTHI CHavasia JICHKOIUTHI I10-
KPBIBAJIM BCE TTOJISI 3PEHUST; TTO33Ke UX KOJTMYECTBO YMEHb-
muaoch 10 20. bakTepuanbHbIi aHaIM3 MOKPOTHI BBISIBIIT
HaJm4ue pseudomonas aeruginosa n acinetobacter sp.

7151 yTOYHEHMST TUarHo3a ObLT IIPOBEIEH OHKONOUCK:
®OI'AC, Y3U npencraTeIbHOW U MIMTOBUIHON KeJes,
OpraHoB OpIOLIHOM MoJ0cTH, BhinogHeHa KT opraHos
IPYIHON KJIETKU U OPIOIIHOM MOJIOCTU, 3a0PIOIIMHHOTO
npoctpancTBa, MPT rojioBbl, uccieqoBaHbl OHKOMapKe-
pbl. OmyxoJib He BbIsiB/IeHA. [1py MpoBeieHN UTOIbYATOM
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ayiekTpoHelipomuorpadpuu (SHMTI') B MbIlILIaX KOHEYHO-
CTEil MPU3HAKOB TEKYIIETO MePBUYHO-MBIIIIEYHOTO IOpa-
JKEHUS HE BBISIBJICHO.

YauThIBasi IPeMMYIIECTBEHHOE ITOpakeHHe y 6OJIEHOTO
JIbIXaTeJIbHOM MYCKYJIaTYphl, OblJIa Clie/IaHa OMOIICHS MEX-
pebepHBIX MBIIIILL, OPeae MBI HAUIMYME B MbIILIEYHON
TKaHM BBIPAXKEHHBIX JeTeHEePAaTUBHBIX, TUCTPODUISCKMX
1 aTpoUIYECKUX U3MEHEHUI ¢ y4acTKaMU MaCCUBHBIX
HEKPO30B, NePUBACKYISIPHON TUMMOTUCTUOLIMTAPHOMI
UHUIBTPALUN.

bBoin evicmasnen duaerno3. OCHOBHOE 3a00J1eBaHME: TTOJIM-
MUO3UT, OCTPOE TeYCHUE, BHICOKASI aKTUBHOCTbD C TIPEUMY -
IIECTBEHHBIM MOPaXXeHUEM JIbIXaTeJIbHOM MYCKYJIaTyphl,
BBICOKMM CTOSIHUEM AuadparMbl ¢ pa3BUTHEM KOMIIPEC-
CUHW HIDKHMX JOJIeH JIETKUX, IBYyCTOPOHHEM HIXKHEIOJICBOM
ITHEBMOHUM,, IBYCTOPOHHETO IIJICBPUTA, MHOXECTBEHHBIX
arejiekTa3oB. [HOMHBII TpaxeoOpoHXUT. Muokapaut. Mu-
TpaJIbHasl M TPUKYyCIMAalbHas peryprutanuu 11 crenenm.
Tpaxeoctomust 17.07.2019 . Onepartus 25.07.2019 &. — Mu-
HUTOPAKOTOMMUSI CIIpaBa, OMOIMCHUS KOXHU U MeXpeOepHOI
MBIIIILIBI CIIpaBa. TpaH3UTOpHas UIleMHYecKasl aTaka OT
13.07.2019 r. AprepuanbsHas runepreHsus I craaus, puck
IV. Arepockiiepo3 aopThl, KOPOHAPHBIX, MO3TOBBIX COCY-
noB. @oHoBoe 3abojieBaHmMe: caxapHbIid quabdeT I1 Tuma;
nrabeTryecKasi aHrMomnaTus; CCHCOPHO-MOTOPHAs! TOJIH -
HeiiponaTus; M30bBITOYHAsI Macca Tejla, abJoOMUHaIbHAS
(opma. OcIoXHEHUS: OCTpasi TbIXaTeJbHask HeI0CTaTOu -
HOCTb; OCTpasi CEPACYHO-COCYAUCTast HeJOCTATOYHOCTD;
OTEK JIETKHX; OTeK MO3ra.

C y4eToM BBICTABJICHHOTO OMarHo3a U MpakKTUYeCKU
JIMKBUAMPOBAHHOTO THOMHOTO IIpoliecca B JIETKMX ObLIO
MIPUHATO peliieHre o HazHayeHur 'K Tepanum — MeTu-
npenHu3ooHa 32 Mr/cyTku. BrociencTBuu B CBSI3U C He-
BBIPaKEHHBIM 3(h(PEKTOM U OTCYTCTBUEM OTpHIIATEIbHOM
JUHAMUKU CO CTOPOHBI OPOHXO0-JIETOYHOM CUCTEMBI 103y
METUJINPEAHU30I0HA YBEIUIUIU 10 48 MI/CcyTKU, 100a-
BUJIM BHYTPUBEHHOE BBeJAEHUE COJTy-MeapoJa mo 250 mr/
CYTKU TPMXIbI, 3aTeM 1o 500 MI/CyTKU TPUKAbI, 3aTeEM
JBaXKIbI COTy-Meapos BBoaucs 1o 750 mr/cytku. Ha done
T'K repanuu HaMeTUIaCh CTa0MIM3aLIUs COCTOSTHUS. Boib-
HOTO Jlaxke Ha HeKOoTopoe BpeMs oTkitovyanu oT UBJI, on
HayaJl XOIUTh OKOJIO KPOBATH.

Opnako 21.08.2019 . Al cHusunocs go 100/70 MM pT.
cT. bonu B cepllie OTCYTCTBOBaIU, MapKephbl TOBPEXIe-
HUSI MUOKapAa ObLIM oTpuuateabHbiMu, DKI — 0e3 nu-
Hamuku. KpoBoredyenus mmo naHHbIM PTJIC He BBISIBICHO.
BBonuiics HopaapeHalIuH, IPEeAHU30JI0H BHYTPUBEHHO.
BonbHoI BHe3amHO moTepsil co3HaHue. Al 1 TyJibC Ha
MarvMcTpajbHBIX COCyaxX He onpeaeasuiuch. [IpoBeneH-
HbIE B IIOJJTHOM 00beMe peaHMMAalIMOHHbIE MEPOIIPUSTH
adpdekTa He nanu. Ha DKI Obi1a 3adpukcupoBaHa npsmast
nHus. KoHctaTupoBaHa cMepTh OOJILHOTO.

m OBCYXJIEHUE

Onucannbiil [IM ¢ HeGIaronpusITHBIM UCXOAO0M ObLI
KpaiiHe CJIOXHBIM IJISI Bpaueil B CBSA3U C BBIPAXKCHHOM
TSKECThIO 3a00J1eBaHuUs, 3HAYUTEIbHBIMU TPYIHOCTIMM
JIMarHOCTUKHU M TIoa0o0pa ageKBaTHOM Tepanuu. TsKecThb
3a0o0JieBaHUsI ObLIa 00YCIOBJICHA OCTPOM IbIXaTeJIbHOM
HEJI0CTaTOYHOCThIO, Pa3BUBIIEHCS BCISACTBUE CIa00CTH

55



56

14.01.22 PeBmaTonorus

Rheumatology

Hayka M mHHoBauuMm B MeguuunHe T.4(4)/2019

PucyHok 1. 3ameLeHne MbiILLEYHOV TKaHn Ha ¢pnbpo3Hyro (1)

u xuposyto (3). JiumgboructroymTapHas HUILTPALMS MbILLIEYHbIX
BOJIOKOH (TEMHbIV LiBET).

Figure 1. Replacement of muscle tissue with fibrous (1)

and adipose tissue (3). Lymphohistiocytic infiltration of muscle

fibers (in dark color).

nuadparMbl ¢ BBICOKUM €€ CTOSTHUEM (Ha YpoBHe 4 pe-
Opa), U MOCJIeaYIOIIUM MPUCOEAUHEHUEM THOHHOTO 9H-
JNOOPOHXUTA, IBYCTOPOHHE! THEBMOHUY, MHOXKECTBEHHBIX
aTeJieKTa30B, IBYCTOPOHHUX IJIEBPUTOB CO CMEILIEHUEM
cpenocteHus. PasBuBIIMiicss HA 9TOM (POHE TMIIOBEHTH -
JISIIMOHHBIN CUHAPOM OOYCIOBWI TPAH3UTOPHYIO UILIEMUIO
Mo3ra, mopaxeHue Muokapaa (Co CHIXeHUeM (pakiiuu
BbIOpOca 10 46%, 04aroBoil rTUMIOKUHE3UEN ), TTOBIIEK HE-
00X0IUMOCTb MOCTOSIHHOTO npuMeHeHus MBJIL.

ITpu nocTyraeHU nalyeHTa B CTallMOHAp He ObLIO SIB-
HBIX KIMHUYECKMX MTPU3HAKOB MOPaXKeHUs MPOKCUMAaTb-
HBIX MBI KoHeuyHocTeli, KPOK mnoBbIianock He3HaY-
TeabHO (10 397 en. /1) OMHOKPATHO, MO JAHHBIM UTOJTbYaTON
OHMI npu3HaKOB TEKYILETO NEPBUYHO-MbIILIEYHOTO 10~
paxeHus BbIgBIIeHO He Ob110; ypoBHU KDK-MB, Muo-
rinobuHa, TponnoHuHa, ACT, AJIT ocraBanuch B npeaenax
HopMbI. He Ob110 00HapykKeHO aHTUSIAEPHBIX, aHTU(OC-
ONMMUAHBIX, MUO3UT-CIIELIMDUUECKUX aHTUTEIT, KOTOPhIE
110 HEKOTOPBIM JaHHBIM [ 1 1] TOKHBI MPUCYTCTBOBATH ITPU
HMBM B 90% ciyuaes.

YuuTthiBast BO3MOXHOCTb Pa3BUTHS TOPAXKEHUST MBIIIILL
B paMKax MapaHeoIjaacTUYecKoro cuHapoma [12], obL1
MpOBeIeH OHKOMOKXCK, He BbISIBUBLIUI MCKOMOI MaTo-
Jorun. HecMoTpst Ha OTCYTCTBUE pa3BepHYTON KapTUHBI
IIM, 11 yTouHeHUs XapakTepa MopakKeHUsI IbIXaTeJIbHON
MYCKYJIaTyphl ObliIa IIpoBeAeHa OUOTICUST MEXPEeOEepPHBIX
MBI U KOXU. C ee MOMOILbIO ObIIIM BbISIBAEHBI BbIpa-
JKEHHbIE IereHepaTUBHO-IUCTpodrUeckue U aTpodu-
YyecKue U3MEHEHUS ¢ yYaCTKaMU MacCCUBHBIX HEKPO30B,
JTUM@OTUCTUOLMTAPHOU MHMUIBTPaLMeil MBIIIIEYHBIX
BOJIOKOH (pucynkm 1, 2).

ITonyyeHHbIE JaHHBIE MOP(OJIOTUYECKOTO UCCIeI0Ba-
HUS TO3BOJIWIM TMarHocTupoBath I1M ¢ mpenMyiiecTBeH-
HBIM ITOPaXKEHUEM JIbIXaTeIbHOM MYCKYJIaTyphl, a HaJI4Y1e
MEePUBACKYISIPHBIX MHMUIBTPATOB, MTOATBEPXKAAIOIINX BOC-
MaJIUTEJIbHBIN reHe3 3a001eBaHusl, UCKIIOUUTh MUOIIaTUH
WHOTO reHe3a (reHeTuJeckKue, SHIOKPUHHbBIE, METacTaTU-
yeckue u ap.) [13].

W3BecTHO, 4YTO HanboJIee YacToil MpUYMHONM HebJaro-
MPUSTHOTO TeueHus1 U ucxona npu UBM sBisiercs mopa-

PucyHok 2. Crieynghndeckoe cBe4eHne HeKpoTU3NPOBaHHbIX
MBILLIL| B 10/15ip30BaHHOM CBETe.

Figure 2. Specific glow of necrotic muscles in polarized light.

JXEHWeE IBIXaTeJIbHOM crucTeMbl (45—50%) v mipexkie BCero
pa3BuTHe THeBMOHUit [11, 14, 15], KoTopbie K TOMY ke
orpaHuuuBaioT agekBaTHylo 'K tepanuio. Taxeneitas
MHGbEKIUS AbIXaTeIbHOM CUCTEMBI y 00JILHOTO 00YCIOBUIIA
OTHOCHTEJIPHO TT03IHEee U B OTPAaHMYCHHBIX 103aX (0CO-
OeHHO Ha HavyaJibHbIX 3Tanax) HazHaueHue I'K.

Heo6xoauMo 0TMETHUTh, YTO OCOOEHHOCTBIO Pe3yJIbTa-
TOB, TIOJIyYEHHBIX TP [TaTOJIOr0aHATOMUYECKOM HCCJIe-
JIOBAaHUU M TIOJIHOCTBIO COIIACYIOIINXCS C KIMHUYECKOMN
KapTUHOM 3a00JIeBaHUs, SIBUJIOCH IIPEUMYILIECTBEHHOE
TSIKEJI0€ TTOPaKEHME TbIXaTeIbHON MYCKYJIaTypPhI C PE3KO
BhIpaxKeHHOI aTpodueit, HEKpo3oM, GPUOPO30M MexKpe-
OEpHBIX MBILIL, AUadparMbl, NEPUBACKYAIPHON TUMPO-
TMCTUOLMTApHON MHOUABTpauueii. B Mbliiax 6eaep Bbl-
SIBJICHBI aHAJIOTUYHbIC U3MEHEHNsI, HO B MEHBIIICH CTETICHU
BBIpaXXEHHOCTH. JlaHHOE 00CTOSITEIbCTBO O0YCIOBIMBAET
OTCYTCTBHE OTYETIMBOM KIMHUYECKON CUMIITOMATUKH I10-
paxkeHUsI MPOKCUMAaTbHBIX MBI KOHEYHOCTEIA.

[Tpu MopdoornIecKoM UCCIeIOBAHNN BhISIBJICHA BbI-
paxeHHast TUCTpoduUs MUOKapIa ¢ MHOXECTBEHHBIMU
CIMBAIOIIMMUCS 0YaraMy MHOJIM3a, KOTOpbIe, SIBISISICh
MpeacTaareil HeKPOTUYECKMX M3MEHEHU I, CBUACTEILCTBO-
BaJIv O ellle OOJIbIIIEM OTCTaBaHMM MOPaXKeHUsI MUOKapaa
OT BBIPAXKEHHOCTH MATOJIOTMUECKHUX ITPOLIECCOB B IIPOKCH -
MaJIbHBIX MBIIIIIIaX KOHEYHOCTE! 1 TeM 00JIee B IbIXaTe/Ib-
Holi MycKynatype. OgHako (hOpMUpPOBaHUE MUOKApAUTA
Ha JaHHOM 3Tarle SBUJIOCh TOCTATOYHBIM ISl Pa3BUTHUS
OTeKa JIETKMX, TOJIOBHOT'O MO3Ta, BEHO3HOT'O ITOJITHOKPOBHUSI
M TTapeHXMMAaTO3HOM TUCTPO(G UM BHYTPEHHUX OPraHOB,
MPUBEIIINX K CMepTU 00J1bHOTr0. Hepe3ko BhIpaskeHHbBIM
aTepOCKIIePO3 KOPOHAPHBIX COCYI0B BIMSHUS Ha MCXOM
3a00JIeBaHMsI HE OKa3aJl.

m BHIBO/IbI

1. HeoTueTnuBas KIMHUYECKask CUMIITOMAaTHKA Mopa-
>KEHUSI IPOKCUMAJTBHBIX MBIIIILI KOHEYHOCTE B COYeTaHUM
C OTCYTCTBUEM MEPBUYHO-MBIIIIEYHOTO X ITOPAKEHMS T10
naHHbIM OHMI 1 UMMYHOIOTMYECKUX CABUTOB, HEYOE a1 -
TEJIbHBIM ITOBBIIICHUEM YPOBHS MBIIIICUHBIX (PEPMEHTOB B
KpOBH feJiatoT nuarHoctuky ITM ciioxxHoi 3amadeii.

2. [pu HaJIMYKUK ObIXaTeIbHOM HEAOCTATOYHOCTH CIIey-
€T UMETh B BUIY PEAKO BCTpevarolieecs py MOJUMHO3UTE
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4. HauboJjiee 3HAaUMMBIM METOJIOM OOCJIeAOBaHUS IJIsI
YTOYHEHMST XapaKTepa IMOpakeHUs IbIXaTeIbHON MYCKY-
JIaTypHI SIBJISIETCS OMOITCHST MEKPEOEPHBIX MBIIIIL, TT03BO-
JISIIO11Ias1 BBISIBUTh BOCTIAJIMTEIbHBIN TreHe3 3a001eBaHus U
OITpEIeTNTh Ha3HAYeHIE TTAaTOTEHETUIECKOM TepaItiy. P

MpeBaMpylolliee MopakeHNE IbIXaTeIbHON MYCKYIaTyphl
C OTCTaBaHMEM BKJIIOUEHUS B MATOJOTMYECKHUIA MPOLIEce
MBIIIIL KOHEYHOCTEA.

3. JlaHHBII BapyuaHT MOJUMUO3UTA XapaKTePU30BaJICs
KpaiiHe TSDKEIbIM TeueHUEM (Pa3BUTHUEM OCTPOIA JbIXaTelTb-
HOI1 HEJOCTATOYHOCTH BCIIEACTBUE CIa00CTH AbIXaTeIbHBIX
MBIILILI, TIPUCOEIUHEHUSI THEBMOHUI, aTeJIEKTA30B, IJICB-
PUTOB) U B CBSI3U C 3HAYNTEIBHBIMU TPYIHOCTSIMU TUATHO-

Konghauxm unmepecoe: 6ce asmoput 3as615r0m 06 omcym-
cmeuu KoHgaukma unmepecos, mpebyouie2o packpblmus 8

CTUKHM — 3al1o3aaibIM U HEaACKBAaTHBIM JICUCHUEM.
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