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Pesiome

MoHATME «MMOMATUYECKNIA CUHAPOMY MOAPa3yMeBaeT Nnog Cob6ol Hanmume MblWeyHOoN
€nabocTy, reHe3 KOTOPO MOXeT ObITb pasfivyeH, HECMOTPA Ha OBLWHOCTb KIIMHUYECKNX
nposBneHnin. NMPUYNHON MbILLIEYHON CIAGOCTM MOTYT CJTYXKWUTb Pa3fiyHble natosiormye-
CKMe COCTOAHUA BCIeACTBME NOBPEXAEHNA HENOCPEACTBEHHO MbILLEeYHOWN TKaHW, Nepu-
depryecKkon HePBHOWM CUCTEMbI MU HEPBHO-MbILWEYHOro cnHanca. CUHAPOM MbllLeYHON
cnabocTy MOXeT ObITb NPOoABEHEM Takux 3aboseBaHNIA, Kak BOCManuUTe/lbHble M1ona-
TV, 6oNe3Hb ABUraTeNbHOrO HEMPOHA, MUACTEHWSA, NMPOrPECCUPYIOLME MbILEYHbIE ANC-
Tpodun. B cBA3U C 3TMM HeobxoAMM TLLaTeNbHbIN AnddepeHUranbHbIi NOAXOA, MOCKONb-
Ky TaKTUKa BeleHNA N IeYeHNA TakuX NaLMeHTOB NPUHLMNNANbHO pa3nnyaeTca.
JmnarHo3 ngrnonatuyeckon BocnanutenbHon muonatum (MIBM) goctatouHo npocT y naym-
€HTOB C KJlacCMyeckrM Je6ioTom 3aboneBaHms, TUNMYHBIM pacnpeneneHnem mMbieyHomn
cnaboctn. OgHaKko NpuU MefsiIeHHO NPOrpeccrpyioLemM TeYeHU I, OTCYTCTBUN NMMYHOJIO-
MMYecKnx NPrU3HaKoB CUCTEMHOTO 3ab0NeBaHMsA BO3MOXHbI AMArHOCTUYECKME OWNOKN.
Mo3Tomy TONbKO TLATeNIbHAA OLeHKa KINHNYECKNUX AaHHbIX, AUHAMWUKM CMMATOMOB, Nat-
TepHa pacnpeeneHuns MbileyHol cnabocTn, a Takxke pesynbTaToB 1abopaTopHOro 1 NH-
CTPYMeHTanbHoro obcniefoBaHyA NOMOraeT NPaBUIbHO ANArHOCTMPOBaTh 3aboneBaHUA
n3 rpynnsl IBM.

KnioueBble cnoBa: HEKPOTM3MPYIOLWAaA MUONATUA, MblLleYHaa cnabocTb, M1O3UT-cneLu-
duyeckne aHTUTENA, MAMOMNATAYECKAA BOCNANUTEIbHAA M1ONATUA, ayTOMMMYHHOE 3a60-
nesaHue
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Abstract

The concept of "myopathic syndrome" implies the presence of muscle weakness, the
genesis of which may be different, despite the common clinical manifestations. The cause
of muscle weakness can be various pathological conditions due to damages to the muscle
tissue itself, those to the peripheral nervous system or the neuromuscular synapse. Muscle
weakness syndrome can be a manifestation of diseases such as inflammatory myopathy,
motor neuron disease, myasthenia gravis, and progressive muscular dystrophy. In this
regard, a careful differential approach is required, since the tactics of management and
treatment of such patients are fundamentally different.

The diagnosis of idiopathic inflammatory myopathy (IIM) is quite simple in patients with
the classic onset of the disease, with a typical distribution of muscle weakness. However,
with a slowly progressive course, the absence of immunological signs of a systemic disease,
diagnosticerrorsare possible. Therefore, only athorough assessment of clinical data, symptoms
progression, muscle weakness distribution pattern, as well as the results of laboratory and
instrumental examinations are helpful in correct diagnosis of IIM group diseases.

Keywords: necrotizing myopathy, muscle weakness, myositis-specific antibodies,
idiopathic inflammatory myopathy, autoimmune disease

B BBEJEHWE

C/HOPOM MbILWEYHOWN CNIAaboCT MOXKET ObITb MPOSABNEHMEM TakUX PasHbIx 3abone-
BaHWI1, KaK BOCMNaNUTENbHbIE MUOMNaTWK, 60/1Ie3Hb ABUraTENIbHOIO HENPOHA, MUACTEHNS,
nporpeccrpyloLime MbileyHble AUCTPOdUN, B TO XKe BPEMSA OHU UMEIOT CXOXKIME KIMHMNYe-
CKMe NposABEHNA.

MononaTtnyeckue BocnanutenbHble muonatum (VMBM) — rpynna 3aboneBaHui, Nposie-
NALWancA BOCNasieHem nornepeyHonosiocaTon Myckynatypol. Hanbonee spkumm npeg-
ctagutenamu MBM asnatotca: HekpoTusmpytowaa muonatua (HM), nonumunosut (MM),
Aepmatommno3sunTt (IM), cnopagnyecknin Mmo3uT ¢ BkntodeHnamm (CMB) [T, 2].
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Ta6nuua 1

AHTUTena, xapakrtepHbie gna HM [7]
Table 1

Antibodies typical for NM [7]

Ay'roaH'rvrrena AyToaHTIIIreHbI KnuHnyeckune npoaBneHnAa

3-rnapoKcn-3-metTnnraytapun-
KkodepmeHT-A-peflyKTasa — GepMmeHT,
KaTanv3vpyoLwmin CHTe3 MeBasioHOBOM
AHTU-HMGCR KNCNOTbI, TMMUATUPYIOLLEN CTaanio Mme-
TabonmMueckoro nNyTn CMHTE3a xonecTe-
pVHa 1 ApPYryx n3onpeHonaoB. laHHbI
depMeHT ABNAETCA MILLEHbIO CTaTVHOB

MmmyHoonocpeaoBaHHas CTaTUH-accoLmm-
poBaHHas muonatus (M3pefKa MOXeT pas-
BMBaTbCA 6e3 NpefBapuTENIbHOrO HasHave-
HUS CTaTUHOB).

= Taxenoe MbIWEYHOE NOpaKeHWe, BbICOKUI
ypoBeHb KOK

= HekpoTtusumpyiowasa Muonatua (BblpaxeH-
Haa CNaboCTb, KapAMOMMONATNS, BbICOKUN
ypoBeHb KOK).

= Taxenoe TeyeHve, TPYAHO NoAAaeTcA neve-
HUo, Nnoxon oteeT Ha NKC

CurHan-pacnosHatoLlas yactuua

AHTK-SRP
(co3peBaHue 6enka B pubocomax)

HM - ayTonmmyHHOe 3aboneBaHune, Ha AONI0 KOTOporo npuxoanTcsa go 20% Bcex BOC-
nanuTenbHbIX MronaTuii [3, 4]. [laHHoe 3aboneBaHrie MOXKET BO3HUKATb B N1l0OOM Bo3pac-
Te, HO MPenMyLLeCTBEHHO HabogaeTca y B3pOCsblX, HauMHaACb NMBO OCTpo, AocTuras
CBOEro MNrKa B TeYeHMe HECKOJNIbKMX AHeN Unu Hepesb, M0 NoAoCTPO, HEYKITIOHHO MPo-
rpeccupys 1 Bbi3blBas BblpaXKeHHYIO CabocTb U noBblweHne ypoBHs KOK [5, 6]. bonb-
LWMHCTBO NAaUMEHTOB C AaHHbIM MOATMMOM MMOMATUN UMELOT aHTU-SRP- nnn aHTn-HMGCR-
aHtutena. AHTU-SRP-aHTUTena (anti-signal recognition particle (SRP) antibodies — aHTuTena
NPOTUB YaCTWL, CUTHaNbHOIO pacno3HaBaHua) n aHTu-HMGCR-aHTuTena (anti-3-hydroxy-
3-methylglutaryl-coenzyme A reductase antibodies-aHTuTena npotus 3-rupgpokcu-3-
METUAIYTapun-KosH3nM-A-peflyktasbl). OTCyTCTBME ayTOaHTUTEN pacLeHMBaeTca Kak
cepoHeraTtnBHas ¢opma HM [4, 7] (tabn. 1).

Hanuuune y nauneHToB aHTU-SRP-aHTUTEN accoummpyeTca C pa3BUTUEM TAXKENbIX, Obl-
CcTponporpeccmpyolmx n pedpaktepHbix K neyeHmto HM [8]. AHTU-SRP-aHTUTEna yacTto
paccMaTpmBaloTCA Kak MmosuT-cneuudurueckme, XoTa MOryT BCTpeYaTbCA U y NaumeH-
TOB C ayTOVMMYHHbIMW 6071e3HAMU 6€3 NEPBUYHOIO NOPAXKEHMWA MbILL, (PEBMATOVAHDBIV
apTpuT, cuHgpom LlerpeHa, ayTOMMMYHHbI renaTuT, NepBUYHbIA OUIMAPHBIA LUPPO3)
[9, 10]. YyBCTBUTENBHOCTD MMO3UT-CNeUndUYecKnx ayToaHtTuten 92-98%, cneunduu-
HOCTb cocTaenaeT 89-93% [11, 12].

B HacToALwlee BpemA ana guarHoctukm IBM akTyanbHbiMu aBnAoTca Kputepumn EULAR/
ACR 2017 r., KOTOpble OCHOBaHbI Ha AaHHbIX KJIMHUKO-NIAb0opaTOPHbIX 11 MaToMopdosioru-
yeckux nccnefosaHu. OCHOBHble NPU3HAKKW, KOTOPbIE aHaNM3nUpPYITCA B HUX: BO3pacT
pebloTa CMNTOMOB, MblleYHan cnaboCcTb, MOpaXkeHe KOXK, TabopaTopHble Npr3HaKy,
pe3ynbraTbl GUONCUN MbilwL,. [JJaHHbIe KPUTEPUN MOXHO UCMOJSb30BaTh, KOrAa UMetoLme-
CS CUMMNTOMbI U MPU3HAKM HE MOTYT ObITb 06bACHEHbI ApYrMY 3aboneBaHuaMHA [4].

KnuHnyeckas kaptuHa

[na nauymeHToB ¢ aHTN-SRP-accoyumposaHHon HM xapakTepeH cnegyowun natrepH
NOpPa)KeHNA MbILL: NPENMYLLECTBEHHO NPOKCUMASIbHbIN CUMMETPUYHBIN BblpaKeHHbIN
TeTpanape3s (6onblue B HOrax), Nopax}eHne akcuanbHoM MycKynaTypbl (puc. 1).
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Puc. 1. NaTTrepH nopa)xeHuna mbiwy npn UBM [1]
Fig. 1. Pattern of muscle damage in IVM [1]

3aboneBaHue YacTo HauMHAETCs C HeloMoraHus, obLuer cnabocTu, NOBbILIEHWA TEM-
nepaTypbl Tena, NOXyAaHusA, NoTepy anneTuTa, C NocneayoLWwrM NPorpeccnpyoLLum Ha-
pactaHmeM cnabocT B NPOKCUManbHbIX rpynnax mbiwy. HM moxeT pa3BrBaTbca Kak
MeANEHHO (B TeUeHMe HeCKONbKUX Hefenb U MecALEB), Tak U OCTPO (YTO Yalle npouc-
XOAWT y UL, MONIoAoro Bo3pacTa). [lebtoT 3aboneBaHnsA NPUXOAUTCA Ha BO3PACT CTaplue
30 nert. KeHwmHbI 6oneloT B 2 pasa valle My>unH [13].

[nA KNMHNYECKOro NPOABNEHNA MbILLEYHO CNaboCcT HEOOXOAUMO NopaXKeHne Mu-
HUMYM 50% MbILLEYHbIX BOSIOKOH (Takum o6pa3om, Hanuume mbileyHon cnabocTtn cau-
LEeTeNbCTBYET O pa3BepPHYTOM CTaAuM M1o3mnTa). lNaumneHTbl MOTYT UCNbITbIBaTb 3aTpYyAHe-
HMA NPU NoAgbeMe PYK Bbillie YPOBHA Mnney (Npu NpuyecbiBaHny, ofeBaHnn), BCTaBaHUU C
HM3KOro CTyna 1 KpoBaTu, MOCajike B TPAHCMNOPT, Xoabbe BBepx no nectHuue. MNpu ganb-
HelLweM NporpeccnpoBaHny 3aboneBaHUA HabnAaTCA HapyLIEHNA NOXOAKN N HEOXKU-
[aHHble NageHnA 6e3 06bEKTUBHON NPUUNHBI. BcieacTBue BbipaXKeHHOMN c1aboCcTi MblLuLy,
nieyeBOro 1 Ta30BOro Nosica NaLMeHTaM MOXET NOTPeboBaTbCA UCMOIb30BaHNE Kpecsa-
KaTanku Uiy oHW MoryT ObITb NPUKOBaHbl K NOCTENN. B TO e BpemMsa MblleyHas cuna B
LAMCTaNbHbIX OTAENAX KOHEYHOCTEN NOYTH BCEraa COXpaHeHa.

Mpun NopakeHnn akcanbHbIX MbILULL LIEN CTAHOBUTCA HEBO3MOXKHbIM OTOPBAaTb roJslo-
BY OT NOAYLLUKM, NAaLNEHT POHAET ronoBy Ha rpyab. [py nopaxxeHun nonepeyHononoca-
ThIX MbILLL FIOTKK, FOPTaHM 1 BEPXHEN TpeTu NuLLeBoAa pa3BurBatoTca gucdharus (y Tpetm
naLMeHTOB OTMeYaeTCA NonepxuBaHe TBEPLOW NULLEN 1 BbINUBAHME XUAKOWN MWLM Ye-
pe3 HOC), HapyLLeHVe FoTaHnA U CUMNTOMbI acnpaumun. Aucdarua n gucdoHus (Bbipa-
XaeTcA B XpUnIocTy, c1abocTu ronoca, NoABNeHNN FHycaBoCcTn) obbluHO HabnogatoTcA
npwu GbiCTponporpeccupyoLlem TeueH 3aboneBaHnA U ABNAIOTCA HeOAaroNnPUATHLIMU
NPOrHOCTUYECKMMYM MPU3HaKamu. MNopaxkeHne mexxpebepHbix MbilL 1 gnadparmbl Npu-
BOAWT K CHUPKEHMIO [IbIXaTeJIbHOW 3KCKYPCUU, SKCMUPATOPHOW OfblLLKe.
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BoBneueHve nuueBoi MycKynaTypbl BCcTpeyaeTca pefko. B 30-65% cnyuyaeB Habnto-
[aloTCA BHeMbILWEYHble NPOABAEHNA CO CTOPOHbI cepAua (HapyweHua putma 1 NpoBo-
AMMOCTN, KapgnomuonaTtusa) [14, 15]. B 15-25% cnyuyaes VIBM conpoBokaaeTtca nonvap-
Tpanrnamum [16].

OmnarHocTtuka

Mpu noctaHoBKe anarHo3a MBM nomumo cbopa aHamHe3a 1 KNMMHUYECKUX JaHHbIX
naumeHTy HeobXo4MMO NPOBECTU KOMMIEKC TabopaTOPHO-UHCTPYMEHTalbHbIX CCNeao-
BaHMN. OCHOBHbIMU NabopaTOPHbIMY MapKepamy ayTOMMMYHHbIX MUONAaTUI ABNAOTCA
KpeaTuHKMHa3a, TpaHcammHasbl (ACT n AJTT), mmornobuH. ns HM xapaktepHbl n3meHe-
HMA nabopaTopHbIX MoKasaTenemn: NosbllleHne ypoBHel KpeaTuHdochokmnHasbl (KOK)
(6onee uem B 50 pa3 npeBbllWaOLWMIA BEPXHWIA Npeden HOpMbl B Havane 3abonesaHus),
anaHMHaMmmnHoTpaHcdepasbl (AJ1T), acnaptatammHoTpaHcdepasbl (ACT) n naktaTaerngpo-
reHasbl. [oBbilweHne KoHUeHTpaunn C-peakTuBHOro 6enka He Habnogaetca [1, 17].

Broxmmuueckoe obcnepgoBaHue noaTeepxaaer GpakT muonmsa (paspyLieHns Mblll-
Ubl) U NPUMEHAETCA B Lienax onpeaeneHna nokasaHui K yrnybneHHomy obcnefoBaHuio
nauueHTa: onpeaeneHnio aHTUHyKNeapHbix aHTuTen (AHA), KoTopble 06Hapy»KuBatoTCA
y 24-60% nauuveHTOB, a TakXKe MUO3UT-cneundrUecknx ayToaHTuTesn, 6ONbIUMHCTBO U3
KOTOPbIX BblpabaTbiBalOTCA NPOTUB aHTUreHoB (6enkoB, GepMeHTOB) KNETOUHbIX Afep.
HecoMHEeHHbI KNMHUYECKMIN UHTepeC NpefcTaBaAeT ceposiornyeckasn Knaccudumkauma
MBM, KoTopas 6a3npyeTca Ha OLeHKe ayTOaHTUTeN, NrpatoLLMX BaXKHY ponb B nartore-
He3e. Ceponorunyeckasn xapaktepuctuka VIBM onpegenset deHoTunmnueckme cyb6Tmnol na-
LIMEHTOB, KOTOPbIE Pa3NNYaloTCA Kak Mo AebloTy 1 TeuyeHuto 601e3HK, Tak 1 No OTBETY Ha
Tepanuto NKC [7, 18] (tabn. 2).

OCHOBHbIMU 1 CaMbIMV/ MOKa3aTeNlbHbIMW UCCNefoBaHUAMYN ana anddepeHUmanbHoM
anarHoctuku VIBM anatoTtca nronbyataa snekTpomuorpadus, Kotopaa No3BonseT Bbl-
ABWUTb NEPBUYHO-MbILIEYHbIE U3MEHEHNA (YMeHbLUeHNe AANTENbHOCTY U aMNANTYAbI NO-
TeHLManoB ABUraTenbHbIX eAUHUL, CNOHTAHHAA aKTUBHOCTb MbILLIEYHbIX BOSIOKOH) [1, 6], a
TaKXke MarHMTHO-pe3oHaHcHaa Tomorpadua mbiwwl. C ICNoNb30BaHUEM Pa3HbIX UMMYNbC-
HbIX nocnepgosaTtenbHocTen MPT BbiABNAeT BOCNanuTenbHOe NopaXeHne n nossonset
NpeanonoXnTb 4aBHOCTb MOPaXKeHMA MbilL, a B Mocnegylowem B AMHaMMKe nomMoraet
OLeHUTb OTBET Ha Tepanuio. Ha HauanbHbIX CTaAuAX 06HaPY>KUBAOTCA NPU3HAKK OTeKa
B Buge dokanbHoro nnu anddysHOro NOBbILEHNA NHTEHCUBHOCTY CUrHana B pexnmax
T2, STIR. Ha no3gHux cTtagmax onpenenalTcs MblleyHasa aTpodus, XKuposas MHOUIb-
Tpauma / 3amewleHmne mbiwy [2]. Mpn HM npenmyLiecTBeHHO NopaXkaloTca natepanbHble
poTtaTopbl 6eapa, ArogMyHbIe MbILULbl, MEANASTbHBIN 1 3aJHUA KOMMAapTMeHTbl 6eapa [6].

C nomouybto MPT MOXHO BblOpaTb MULLEHb AJ1A NPOBEAEHMA NpULEenbHOM Groncumn
MbILLbI Y BbIABUTb PAA XapaKTePHbIX U3MEHEHUI MbILeYHOW TKaHW. brioncma mbiweyHom
TKaHW, KOTopan ABNAETCA MHBAa3MBHbIM BMeLLATENbCTBOM, He BCeraa AoCTynHa u uHdop-
MaTMBHa, HO NP MOMOLLY Hee BbIABAAIOTCA XapaKTepHble rCTONIornyeckne N3MeHeHus:
MHOXeCTBEHHble HEKPOTMU3MPOBaHHbIE MblLLIEYHbIE BONIOKHA, CKYAHblE MepuUBaCcKyNApHbIe
1 nepummnsnasnbHble CKOMIeHA BOCNanuTeNbHbIX KNeTok [17].

O6s3aTenbHO NPOBOAUTCA OLleHKa COCTOAHMA BHYTPEHHUX OpraHoB ¢ nomoubio KT,
axokapguorpadum, cnupomeTpun, KT opraHoB rpynHoONM Knetku. B HekoTopbix ciiyyasx
TpebyoTCA KOHCYNbTaLMK CMeXHbIX CNeLnanncToB: Kapamnonora, NyfbMOHONOra, racTpo-
3HTEpPOIOra, a TakXXe CoOBMeCTHasA paboTa HeBposiora 1 peBMaTonora.
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Ta6bnuua 2

KnuHunyeckuin npodpunb mmnosunt-cnegupuuecknx anturen [1]
Table 2

Clinical profile of myositis-specific antibodies [1]

AHTMTENa, pacnpo-
CTPAHEHHOCTb NpU | AHTUreHbl HLA KnuHunueckne accoynauumn
nm/gm

AHTUCHMHTETa3HbIe aHTUTeNa (20-25%)

OcTpbiin TAxenbiin yawe MM, yem M nnu overlap-
c*04 cmHapom (57% npotus 28%), B KNUHUYECKOW

AHTK-Jol, 20% I:';tt'ggati\m DRB1*0701 | kapTuHe mMoryT npeobnaaatb M3J1, nuxopaaka
4 DQA1*0201 | (35-70%), CUMMETPUYHbI HE3PO3NBHbIN apTPUT
(57-100%)
C*0304 ®eHomeH PeinHo (60%),

Threonyl tRNA

AHTW-PL7, 5-10%* DRB1*1501 | «pyKka MexaHuKa» (20-70%),

sysnthetase DQA1*0501 | nebloT yalle BeCHOWN, HEMOMHbIN oTBeT Ha K
Alanyl tRNA DR3-91%
-] —504*
AHTU-PL12, 1-5% synthetase DQ2-80% YacTble 060cTpeHns Ha doHe CHKeHNA Jo3bl [K

YacTble 060CTpeHns Ha GoHe CHKeHNA Jo3bl [K.
MporHo3 HebnaronpuATHbIN, 5-NeTHAA BblXKKMBae-
mocTb 70%

Isoleucyl tRNA DR3-91%

—504H*
Anti OJ, 1-5% synthetase DQ 2-80%

Glycyl tRNA

O/ %
A B, <5% synthetase

DRw 52

Asparaginyl tRNA
synthetase

Tyrosyl t RNA
synthetase

Phenylalanyl tRNA
synthetase

AHTU-KS, 1-5%*

AHTU-YRS, <1%

AHTU-Z0, 1%**

Ll,pyrvle Mmosvn-cneumquecxwe aHTUTeNa

iSnRtf&_]cytoplasmic B* 5001 MM, oCTpOe Hauyaso TAXKENOro HEKPOTNYECKOTO
AHTU-SRP, <1-5% protein DQA1%0104 MMO3KTa, MopaxeHne cepaua, NNoxow oTBeT Ha

. 'K, BblcOKaA cMepTHOCTb
translocation

M, fApKne KOXHble U3MeHEeHNA («aeKonbTe»,
«lwanby, 3puTeMa foTTpoHa), HM3KMIA puck U371,
xopowwii oteeT Ha 'K

Helicase protein, DR7

-Mi — 0/
AHTN-Mi2, 20-30% 220kfa DQB1*0701

Mpumeyannsa: * ACC: U311 > mmosuT; ** ACC; peunansupyioLee U3J1.

OndPepeHumanbHbin gnarHos. [Natonornyeckme COCTOAHUA, KIMMHUYECKM NPOSB-
NALWUECS MbILIEYHON ClaboCTblo, MOTYT 6bITb CIeICTBUEM LUIMPOKOTO CEKTPA Pas3finy-
HbIX HEPBHO-MbILLEYHbIX 3a60/1E€BAHNIA, B KOTOPbIX UMEET MECTO KaK MOoBpeXAeHNe Hemno-
CPeACTBEHHO MbILEYHOWN TKaHW, Tak 1 BOBNIEYEHME LeHTPaNbHON Unn nepudepuyeckomn
HEPBHOW CUCTEMBbI.

OunodepeHLmanbHbI AnarHo3 Yacto npoBoanTcA mexay VIBM, 6onesHblo aBuratesb-
Horo HelpoHa (bIH), HacneaCTBEHHBIMM HEPBHO-MbILLEYHBIMU 3a60/1EBAHNAMMN, XPOHU-
YyecKoW BOCManuTeNIbHON AeMUeNnHM3upYLoLLel nonmHenponatmen (XBAM).

OCHOBHbBIMY OTAIMYMTENBHBIMU KNVHNYECKUMU nNpoasneHnamu bIH asnaloTca: acum-
MeTpUYHas aTpodus 1 clIAaboCTb ANCTANIbHBIX MbILL, PYKW, 3aTEM MJIEYEBOrO 1 Ta30BO-
ro MoACOB, reHepanmM3oBaHHble dacumKynauny, runeppednexkcns, naTonornyeckue
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pednekcbl, 6ynbbapHble HapyweHus. YpoeeHb KOK B Hopme nnu mMoxeT ObITb NOBbILLEH
(ao 1000 Ea/n). SQHMI-KapTuHa xapaKTepusyeTca HeNpoHanbHbIM (NepefHeporoBbiM)
YPOBHEM Nopa<eHus.

Y naumeHTOB C HacNe[CTBEHHbIMY HEPBHO-MbILLIEYHbIMU 3a601eBaHUAMYN OTMEYAOTCA
nporpeccrpytowas MbllleyHana cnabocTb, aTpoPuA CKeNEeTHbIX MbILL, Y NEePBUYHO-MbI-
LIeYHbI YpOBeHb NopaxeHua no gaHHbim IHMI. YpoBeHb KDOK mokeT ObITb B HOpMe 1nu
nosbiwweH (8o 2000 Ea/n). CumnTombl 3TOW rpynnbl 3abonesaHWin B OCHOBHOM NPOABNAIOT-
CA B [ETCKOM WUJIM IOHOLLIECKOM BO3pacTe, a 3aTeM HeYyKJIOHHO NPOrpeccupyioT.

Mpu XBAMN nepBoHayanbHO OTMEYAIOTCA: HAPYLLEHWA YyBCTBUTENbHOCTY, rMno-/aped-
NeKcus, MbllleyHana cnabocTb B KOHEYHOCTAX, faHHble CUMMTOMbl Pa3BMBalOTCA B Teue-
Hue He MeHee 2 MecAueB. MoryT HabnogaTbca NPU3HaKK NopaXkeHNa YepenHbiX HEPBOB.
HeBponorunyeckme cUMNTOMbl CUMMETPUYHBI, C BOBNIEYEHNEM KaK AMCTaNbHbIX, Tak U
NPOKC/MasbHbIX OTAENI0B KOHeYHoCTel. XapaKTepHO nporpeccupyollee cTyrneH4yaToe
unn peungmsnpyiollee TeueHue. MNpun SHMI BbiABNAIOTCA NOpa)KeHWUA AeMUENNHN3NPY-
foLLero Tuna.

Takxe gmarHo3 «MauonaTnyeckas BocnannTesibHas MMONaTMA» MOXeT ObITb oWNbou-
HO YCTaHOBNEH Npu rukoreHo3ax (6onesHn Mak-Apana, Nomne) — HacneacTBeHHbIe 60-
Nne3HU, B OCHOBE KOTOPbIX JIEXUT reHeTnyYeckuin aedekt nponssoactsa pepmeHToB, Npu-
HUMaLWKUX yyacTme B MeTabonmsme yrneBofoB. XapaKTepHbIi Mpr3HaK — Ype3mepHoe
OT/IOXKEHVe FMNKOreHa B MMoLUuTax, renatouutax 1 pyrux Knetkax opraHusma. Mmukore-
HO3bl NPOABAAITCA CUMNTOMaMW FUMOMNIMKEMUM, renaToMeranuu, MbilleyHon cnaboctu,
neyeHOYHOM, cepeYHO, AblXaTeNbHOWN U NOYEYHO HeJOCTaTOUHOCTH.

CaMonMMUTUPYIOLWAACA CTaTUHOBasA MUOMATUA MOXET BO3HUKaTb y MauMeHTOoB, Npu-
HUMaLWMX CTaTUHbI (KaK NpaBuio, M1onaTa NPoAosiKaeT NporpeccupoBaTb Aaxe no-
CJ1e X OTMEHbI, HO eClIN MMO3UT perpeccrupyeT B TeueHne 4-6 Heaenb Nocne OTMeHbI CTa-
TUHOB, BEPOATHO, MMonaTnA Obina Bbi3BaHa TOKCMUECKUMM 3bdeKTamy npenapara, a He
UMMYHHbIM npoueccom) [12]. 3ToT BUA MronaTm xapakTeprsyeTcsa coueTaHnem npouec-
COB HEKpo3a U pereHepauun muodudbpunn, NpUBOAALWKX K NX aTpoduu, 1 OTCYTCTBUEM
BblpaeHHo numdoLuTapHon UHGMALTPaLUNU. KNnnHUYeCKN NpoABNAETCA NPorpeccupy-
toLier cnabocTbio MPOKCUMASbHBIX MbILLL, BEPXHUX U HUXHUX KOHeYHoCTen. Kak npasu-
10, He NopPaatkoTcA SKCTPaMbllLeYHble opraHbl. BONbLIMHCTBO NaLMEHTOB C JaHHbIM NOJ-
TMNomMm mmonatum umetoT aHTU-SRP unn aHTn-HMGCR aHTUTena. CBoeBpeMeHHO HavaTas
UMMYHOCYNpeCcCcrBHas Tepanua No3sBonseT AOOUTbLCA N3NneYeHus.

OunarHo3 VIBM goctaTouHO NpocCT y NaumueHToB C Knaccuyeckum gebrotom 3abonesa-
HUA, TUMWYHBIM pacnpefeneHmemM MblleyHon cnaboctn. OgHako Npu MeasieHHO Npo-
rpeccupyoLlem Te4eHUn, OTCYTCTBUM UMMYHOJIOMMYECKUX MPU3HAKOB CUCTEMHOTO 3a60-
neBaHMA BO3MOXHbI IMarHOCTMYeCKMe OLLNOKN.

JleueHnne

Tepanua MBM HanpaBneHa Ha npoBefieHe UMMYHOCYNPeCCUn, BOCCTaHOBNEHUE Mbl-
LIEYHOM CUMbl, MUHMMM3aLMI0 BHEMbILLIEYHbIX MPOABNIEHUI C cCObntofeHrem npodunakTu-
KU1 HexenaTenbHbIx 3bdekToB Tepanuu [1, 3].

Mepsown nuHwen B neueHnn MIBM asnatoTca rnokokoptukoctepoungbl (FTKC) nepopanb-
HO UNK B KauecTse nynbc-Tepanuu (Taén. 3). NMpuem MKC npogonxaeTca 4o BOCCTaHOBIe-
HMA MbILLIEYHOW CUIbl B MaKCMMasibHO BO3MOXHOM 0b6beMe, AnA yero obbiuHo TpebyeTca
2-4 mecaua [11].
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Ta6bnuua 3

KoHceHcycHble KpuTepum Tepanumn Hekpotusupytowux muonaruii no Y. Allenbach et al. (2018) [17]
Table 3

Consensus criteria for the treatment of necrotizing myopathies according to Y. Allenbach et al.
(2018) [17]

AHTU-SRP-Mmuonatua

Taxenas (Kputepun TAXKeCTn: HapyLieHue
xoAbbbl n/unn gucharns)
+ BHYTPVBEHHbIE [IIOKOKOPTUKOCTEPOUb! | BHYTpMBEHHbIE FIOKOKOPTUKOCTEPOMADI

HeTsxenas

0,5-1,0 r/cyT 3-5 pHeinn / 0,5-1,0 r/cyT 3-5 pHen /
nepopa’sbHble MIOKOKOPTUKOCTEPOU DI nepopa’sibHble MTIOKOKOPTUKOCTEPOU DI
1 mr/Kkr/cyT 1 mr/Kkr/cyT
VHnuvauma OpHOMOMEHTHO UNK B TeyeHne 1 Mec. HayaTb 2-10 UNK 3-10 INHWIO Tepanuu:
Tepanun = nepopasbHbI/NOAKOXKHbIN MeToTpeKcaT 0,3 Mr/Kr/Hefl, MakcMmanbHo 15 Mr y feTe,

25 Mry B3pochibIx (@3aTMonpuH nnn modpetrna MmkodpeHonat npu HenepeHoCUMoCTn
MeToTpeKcarta);

= BHYTPMBEHHbIE UMMYHOTNOGYNNHDI 2 I/Kr/Macchl Tena, 3-6 KypCcoB, eXXeMeCcAuHo;

= putyKcMmab 750 mr/m? (MakcimanbHo 1 1) (BMecTe ¢ METOTPEKCATOM MPU THXKENIOM
TeyeHumn)

TuTtpoBaTb NepopanbHble MIOKOKOPTUKOCTEPOMAbI SO MUHUMAJIbHO HEOGXOAVMON UK
NepeHOCMON J03bl (OPUEHTVPYACH Ha MAKCUMATbHYIO MOJIb3Y).

MpoponxaTb Npuem MeToTpeKcaTa Mo KpaiHen Mepe 2 roaa Npuv XOpoLLeM KOHTposie
MonpepxuBaowan |3aboneBaHus (MeLNEHHO CHUXATb Ha 2,5 Mr/mec).

Tepanus MpogonxaTtb Npuem pUTyKcrmaba Kaxxable 6 Mec. Mo KpaliHei Mepe 2 roga npw Xopo-
LIeM KOHTpoe 3a60sieBaHus.

Ecnwv 6bin HavyaT nprem BHYTPUBEHHBIX UMMYHOTNI06YIMHOB, BO3MOXXHA OTMEHA WK MNo-
CTENEHHOE CHUXXEHVE A03bl, B 3aBUCMMOCTY OT NMEPEHOCMMOCTYN

Mogaensowee 60NbIIMHCTBO NaumeHToB (o 90%) ¢ HM Hy»KaatoTcA B NOAKIIOUYEHN
Tepanuu 2- IMHUN B TeyeHne 6 MecALeB, U3 HUX 50% TpebytoT Ha3HauyeHus 4 npenapa-
TOB [AN1A KOHTPONA akTMBHOCTU 6one3nu [1, 15, 16]. 3To onpeaenaeT TpyaHoOCTU nogbopa
Tepanuu HM n paHHero fo6aBneHna MMMyHOCYNPeCCMBHbIX NpenapaTos. [TokasaHuAMM
K Ha3HauyeHuo 2-1 INHUK Tepanum ogHOMOMEeHTHO ¢ 'KC ABnAtoTCA BblpakeHHble napesbl
B febtoTe HonesHy, a TakKe Hannume BHEMbILLIEYHbIX NPOABNEHWIA. B Tepanun 2-n nnHum
NCMOJb3YT BHYTPVBEHHDBIN UMMYyHOrNobynuH (BBUI), Takponumyc, meToTpekcar, asa-
TUONPWH, LMKIOCMOPWH, LUKIopochamma, pUTykcrmab, a Takxke nina3moobmeH [3, 11, 16].

Kpome mMefrkaMeHTO3HOM Tepanuy NauueHTbl Hy>KAaloTcA B peabunutauum, Hanpas-
NEeHHON Ha BOCCTAHOB/IEHNE MbILLEYHON CUIIbl U NPOPUNAKTUKY OCIOKHEHWNI, CBA3AHHbIX
c rmnoanHamuen [1, 31.

B KJIMHUYECKUW CITYYAN

MayweHTka A. 67 net, NeHCMOHepKa, rocnuTanusnpoBaHa B PHIL HeBponoruuv un
HENPOXUPYPrnK C Xanobamm Ha c/labocTb B KOHEUHOCTAX. CO CJZIOB MALMEHTKN, OCEHbIO
2023 r. cTana oTMeuaTb CNaboCTb U HENOBKOCTb B MPABOW HOre, MOCTENEHHO B TeYEHME
6 MecALeB NpucoefMHUIach cnabocTb B IEBOI HOTe 1 pyKax.

HanpasneHa B PHIL HeBponorum v HeMpoxmpyprum ¢ AnarHO30M: CEHCOMOTOpPHas
NOSIMHENPONATUA C HVXKHMM BbIPa)KEHHbIM MPEVMYLLECTBEHHO NPOKCMMaNbHbIM BAbIM
napanapesom, JIerkum napesom SIeBon PyKn, YMEPEHHO BblPaXeHHbIMU CEHCOPHbIMU Ha-
pyLEeHMAMMN C HEMPONATUYECKNM KOMMOHEHTOM. [lepBrYHbIN reHepann3oBaHHbIN OCTEO-
apTPO3 C NPenMyLLeCTBEHHbIM NOPa*KeHNEM CYyCTaBOB HUPKHUX KOHeYHOCTen cTagum 1-2.
HO 2. Bone3Hb gBUratenbHOro HempoHa?
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HeBponornyeckuni ctaTtyc Ha MOMEHT NMOCTYMJIEHUA: CO3HaHWNE ACHOE, OPUEHTMPOBA-
Ha BepHO. YepenHble HepBbl, 3padukun D=S, ABMKeHNA rnasHbIx AGNOK B NOSIHOM O06beMme.
Aunnonun HeT. Cvna KpyroBow MblLLLbl Fnasa 5 6annos, nuueBor Myckynatypbl — 5 6an-
nos. HocorybHble cknagku CUMMETPUYHbI, A3bIK MO CpefHeln IMHUKN, MArKoe HEGO doHY-
pyeT, rMoTouYHbIN pednekc coxpaHeH, rofioc 3By4YHbii. Cna nepegHel rpynnbl MblLUL, LWeK
3 6anna (6.). Cuna B BEpXHUX KOHEYHOCTAX 2 6. NPOKCMManbHO, 4 6. ANCTANbHO, B HUMHNX
KOHeYHOCTAX 1 6. MbllLeYHbI/ TOHYC B KOHEYHOCTAX HU3KMIA. [Ny6oKme pednekcbl B Bepx-
HUX KOHeYHoCTAX D=S cpepHen »KMBOCTN, B HMKHUX KOHEYHOCTAX D=S, HU3Kmne, axmnno-
Bbl pedneKkcbl He Bbi3blBatoTCA. [aTonornyecknx 3HakoB HeT. MeHUHreanbHbIX 3HAKOB HET.
lunepectesna cton. HUXKHME KOHEYHOCTM OTEYHbIE.

Y3 mblwl: efuHUYHble dacumMKynauumn B mblwuax obeux Kucten. [eHepanusauum
dacumkynaumin He BbiaBNEHO. [MOBbIWEHa SXOreHHOCTb MbILUL, BEPXHUX U HUXKHUX KOHEY-
HocTel. llnmdenema obenx roneHen (puc. 2).

MPT noOsSCHWMYHO-KPEeCTLUOBOro OTAena MO3BOHOYHMKA W bGefep. 3aknioyeHue:
MP-KapTuHa fereHepaTUBHbIX U3MEHEHWI B MOACHNYHO-KPECTLOBOM OTAeN1e NO3BOHOU-
HMKa No TNy OCTEOXOHAPO3a, CMOHAUNoapTPo3a. MP-npr3Hakn BoCcnanuTenbHON MUO-
naTuu: napaeepTedpanbHble TKaHW C MPU3HAKaMU XXUPOBOW aTpodum 1 oteka. OTmeva-
eTcA [BYCTOPOHHEE CUMMETPUYHOE NopakeHne BCeX MbILUL, NepeHEero U NpruBoAsLLEro
KoMnapTMeHTOB 6efep B Buae nosbiweHna MP-curHana B STIR (oTek), »kupoBoit aTpodun
C OTEKOM MOAKOXKHO-KNPOBOW KNeTuaTku (puc. 3, 4).

OHMI: npu oueHKe NPOBOAUMOCTU MO HEpBaM KOMIMEKCHbIX OTBETOB AENCTBUA C
m. extensor digitorum brevis (n. peroneus) n m. abductor hallicis (n. tibialis) c 06eunx cTo-
POH He nonyuyeHo. Takxe He 6bin 3aperncTpupoBaH 1 NoTeHUran AencTBUA C YyBCTBU-
TesbHbIX HepBOB N. suralis. OgHaKo BblpaXeHHaA OTeYHOCTb CTOM He MO3BOJIAET rapaH-
TUPOBaTb AOCTOBEPHOCTb NOJTyUYeHHbIX AaHHbIX. TeM He MeHee, ¢ m. tibialis ant. nonyueH

Puc. 3. MPT-pexum STIR (akcnanbHas
npoekuyus). MoebiweHne MP-curiana

OT MbiL 6efep cBUAeTEeNnbCTBYET 06 oTeke
(ykasaH ctpenkamum). PacnpoctpaHeHHbIl 0TeK
NOAKOXHON 1 MmexdacuymanbHol XKUpoBon
KNeTyaTku

Fig. 3. STIR (axial projection). An increase

in the MR signal from the thigh muscles indicates
edema (indicated by arrows). Widespread
swelling of subcutaneous and interfacial fatty
tissue

Puc. 2. Y3/ mbiiL: NOBbIWIEHA 3XOreHHOCTb MbILIL.
Numpepema oTmeueHa cTtpenkammn

Fig. 2. Ultrasound of muscles: increased echogenicity.
Lymphedema is marked with arrows
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Puc. 4. MPT B pexxume STIR (kopoHapHblii cpe3) Puc. 5. A - noteHyuan pacuukynauyuu. NepsBasa mex-

AEeMOHCTPUpPYET CUMMETPUYHOE NOBbILe- KOCTHas Mbiwila Kuctu. Macwra6: 10 mc, 250 mkB.
HUe curHana (ykasaHo cTpenkamu) ot MmbiLuly B - cnoHTaHHaA MbilleyHas aKTUBHOCTb. MoTeHymnanbi
6epep, cooTBeTCTBYIOWWEE OTEKY. B 6onbuieri dunbpunnayun. lenbroBugHas moiwua. Macwra6:
cTeneHu nopaxeHbl 60onblune npuBoAALYMe, 10 mc, 100 mkB. C - cnoHTaHHasA MbilWeYyHas
naTeparnbHble WNPOKMeEe N NPAMbIE MbILULbI aKTUBHOCTb. TPN NONIOXKUTENbHbIE OCTPbIe BOJIHbI

Fig. 4. MRl in STIR, (coronary incision) 1 NceBAOMUOTOHNYECKMNI peHoMeH. [lenbToBUAHaA
demonstrates a symmetrical increase in the mbiwya. Macwra6: 10 mc, 50 mkB. D - HelipoHanbHbIN
signal (indicated by arrows) from the thigh TN NHTepdepeHUnoHHon IMI - puTm «yacToKona».
muscles, corresponding to edema. The large MepepHan 6onbwebepLoBas Mmbiwilga. MacwTab:
adductor, lateral broad and rectus muscles are 50 mc, 500 mkB

more affected Fig. 5. A - fasciculation potential. The first interosseous

muscle of the hand. Scale: 10 ms, 250 pV.

B - spontaneous muscle activity. Fibrillation
potentials. The deltoid muscle. Scale: 10 ms, 100 pV.
C - spontaneous muscle activity. Three positive sharp
waves and a pseudomyotonic phenomenon. The
deltoid muscle. Scale: 10 ms, 50 pV. D - the neuronal
type of interference EMG is the "palisade" rhythm.
Anterior tibial muscle. Scale: 50 ms, 500 pV

oTeeT ¢ amnutypon 0,7 MB npm cKkopocTu NpoBeaeHna nMNynbca 26 M/C, 4TO MOXeT yKa-
3blBaTb Ha Bblpa)KeHHOE aKCOHalNbHOe Mopa)eHne nccneqoBaHHbIX HepBoB. [pu oueHke
NPOBOAVMOCTY NO CPEANHHBIM 1 JIOKTEBbIM HEPBaM MONYyYeHbl AaHHble B Npefenax Bo3-
PacTHOM HOPMbI.

VSMI: B NpOKCUMAanbHbIX MbILILAX BEPXHUX U HUXKHUX KOHEYHOCTEN onpegenaerca
NepBUYHO-MbILLIEYHBIN YPOBEHb MATONIOMMK, B ANCTaNIbHbIX, 0COOEHHO B MbILILIAX rose-
Hel, NPU3HaKK HeMpoHasbHbIX 3MeHeHuI (puc. 5a—d).

Brioxummnueckuin aHanuns kposu (anpenb 2024 r.): KK (o6bwan) 5173 ea/n, aBryct 2024 r. —
KK (obuwan) 3180 en/n, KK MB 295 en/n, NAT 677 en/n, CPB 2 mr/n.

Y3W ceppua, 3aKnioueHre: NeBbll Xenyaouek — He pacluMpeH, 30Hbl HapyLleHunsa Jlo-
KanbHOW COKPaTUMOCTV MMOKapha BbifBNeHbl, runeptpodus muokapga J1XK, cokpatu-
TeNlbHasA CNocobHOCTb MMOKapa B Nokoe cHuxeHa (OB 43%). JleBoe npefcepane: He3Ha-
unTeNbHO paclimpeHo. Mepukapa He N3MeHeH, NeBpasibHble NONOCTY CBOOOAHDI.

KT dpubpunnsauyma npegcepanii, Taxmcuctonmyeckas ¢opma c nepexoaom B TpeneTa-
Hue npeacepauii 2:1. NMonHaa 6nokaga neBon HOXKK Nyuka lMica.

BbinonHeHo nccnegoBaHue MUosnT-cneundryecknx aHTuTen Knacca lg G (nanH-6nor)
(tabn. 4).
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Ta6bnuua 4
Mwuo3ut-cneunduyeckne aHtutena, 6nor
Table 4
Myositis-specific antibodies, blot
WccnepoBaHune Pesynbrar PedepeHcHble 3HaueHna | KommeHTapwmii
Muo3suTt-cneunduueckne OG6Hapy»KeHbl aHTUTeNa
aHTuTena, 6not K SSa/Ro-52+/-; SRP 3+
PM-Sc100 OTpuuar. OTtpuuar.
PM-Scl 75 OTpuuar. OTpuuar.
SSA/Ro-52 +/- OTpuuart.
SRP +++ OTpuuar.
PL-7 OTpuuar. OTpuuar.
PL-12 OTpuuar. OTpuuar.
0oJ OTpuuar. OTpuuar.
Mi-2 OTpuuar. OTpuuar.
Ku OTpuuar. OTtpuuar.
Jo-1 OTpuuar. OTtpuuar.
EJ OTtpuuar. OTtpuuar.

BbifABneHHble aHTUTENa K SRP ABnAOTCA MapKepamy HEKPOTM3MpPYIOLWen MruonaTuu,
ayTouMMyHHoro 3aboneBaHus. Hannuune aHtuten kK SSA52 (Ro-52) He aBnaeTca 6onesHb-
cneundrUecKnM, OHU BbISIBAIAIOTCA TaKXKe MPW MUO3UTAX, CUCTEMHOWN CKiiepoaepmMuy,
LPYrux KonnareHo3ax, HeoHaTaNlbHOWM KpacHOW BonYaHKe, NepBrMYHOM GrnnapHoMm Lmp-
po3e, Npu ayTOMMMYHHOM FrenaTuTe 1 BUPYCHOM renatuTe.

Ha ocHoBaHUW JaHHbIX aHaMHe3a, 06 beKTUBHOrO OCMOTPa, 1abopPaTOPHbIX 1 UHCTPY-
MEHTasIbHbIX METOAO0B NCC/IefOBaHUA BbICTaBNieH AnarHo3: aHTu-SRP-accouumnpoBaHHas
HEeKpOTM3MpYIoLLaa MUOMATUA C YMEePEeHHOW ClaboCTblo akcManbHOWM MyCKynaTypbl, Bbl-
pakeHHbIM BASIbIM, MPEeNMYLLECTBEHHO MPOKCUMaNbHbIM TeTpanape3om.

B Hawem cnyvae guddepeHumanbHbiii ArarHo3 nposogunca ¢ 60nesHbio MOTOPHOTO
HenpoHa, XBAI.

B OBCYXJIEHWUE

B npriBegeHHOM KNMHUYECKOM CJlyyae obpallaeT Ha ceba BHUMaHVe pag HETUMNYHbBIX
ocobeHHocCTel: 1) NocTeneHHoOe Hayano 3aboneBaHna y NAUVEHTKY; 2) AINTENIbHOE Teve-
Hue 60M1e3HN NoA MACcKOI NOIMOCTEOAPTPO33; 3) HaNIMUME YYBCTBUTENbHbBIX HAPYLIEHWU B
BUAE rmnepecTesnmn CTon B coYeTaHnm ¢ runopednekcmei.

C uenblo yTOUHeHVA BOBNeYeHNA nepudeprnyecknx HepPBOB B MaTONOMMUYECKMiA NPo-
uecc 6bina BbinosHeHa SHMI, no3sonmewas nckntountb XBArN, HO He NnepeaHepPOroBo
ypoBeHb natonoruu. [na audpdepeHumnaumm nepBrUYHO-MbILIEYHOTO Y HEMPOHANbHOMO
(nepegHeporoBoro) nopakeHus 6biia BbiMnonHeHa MOMI. JleBasi AenbTOBMAHAA MblLL-
ua 1 TpaneuneBrMHaa MbllLA: YMEPEHHO BblpaXXeHHasA CMOHTaHHaA MblleYyHaa aKTuB-
HOCTb B BMAE NMOMOXUTENbHBIX OCTPbIX BOMH (MOB), noTeHumnanos ¢ubpunnauymin (NO),
NCeBAOMMOTOHMYECKMX Pa3pAaoB; UHTepdepeHUMOoHHbIN Tun DMI n noTeHUnanbl ABU-
ratenbHbix eanHny (MAOE) mmonatnyeckoro tvna (yKopoueHne n CHUXKEHWe aMnunTydbl
MNAE). MegunanbHasa Wrpokasa MblliLa 6eapa: CNOHTaHHOW MbILIEYHOW aKTUBHOCTU HE Bbl-
ABNEHO, HTepdEPEHLMOHHbIN NAaTTEPH B HOPME, ycpeaHeHHble napameTpbl MAE B HOp-
Me, TeM He MeHee, otMeueHo no 3 MNIE Kak Mrnonatuyeckoro, Tak 1 HEPOHAIbHOrO TUMa.
B nepBo MEXXKOCTHOI MbILLLIE KUCTU 1 NepeaHel 605bluebepLoBOi MbILLE BbIsIBEHDI
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Ha rpaHuLie HEBPONIOrUM 1 PEBMATONOMMN: KNIMHUYECKNI Cryyait
aHTU-SRP-accoLmpoBaHHON HEKPOTU3UPYIOLLE MOMaTHM

N3MeHeHMA HenpoHanbHoro Tuna. Mpn 3Tom B MblWwLe roneHn BbigeneHo Tonbko 8 MNAE
BMECTO MUHMManbHbIX 20, YTO YKa3blBaeT Ha BblpaXKeHHble AereHepaTUBHbIE N3MEeHeHMA
B Mblwwue. CnoxHocTb B IMI-gmarHoctmke gaHHoW natosnoruy obycnosuna pasnuyHas
CTaANMHOCTb MO MbILLEYHbIM FPYMMnam 1 No BPeMeHV BOB/IEYEHNA MNAaTONOrMyYeckoro npo-
Llecca, a TakXKe Halmymne HeKpOTUYECKNX POKYCOB MbILLIEYHOM TKaHM, Bbi3blBAIOLMX TaKKe
nopaxeHne KOHLEBbIX BETBEN HEPBOB, UTO CMOCOOCTBOBANO aKTMBU3ALUN PEUHHEpPBa-
LIMOHHBIX NpoLeccoB 1 YKpynHeHuio MAE (HenpoHanbHbIv TN U3MEHEHWIN) HapAZy C Npo-
TeKaLWMMN MUOMATUYECKUMN N3MEHEHNSMI.

Taknum 06pa3om, KOMMIEKCHbIN aHanu3 DMl No3BoNMA AMArHOCTUPOBATb NPOrpeccu-
pyowun npouecc NepBUYHO-MbILLEYHOTO YPOBHA Pa3fINyHbIX CTaAn akTBHOCTM: aKTUB-
HbI B NPOKCUMasbHbIX MbILWLIAX PYK C MAKCUMasIbHOWM CTeNEeHb CMOHTAHHON MbILIEYHOW
aKTMBHOCTM U NPaKTMYECKN 3aBEPLLUEHHON MbilEeYHOWN AereHepaumnein C COXpaHatoLwencsa
pPenHHepBaLen OCTaBLUMXCA MbILLEYHbIX BOJTOKOH.

TpebyeTca fanbHellwee HabnoaeHWe 3a NaLMEHTKOW Ha NpeaMeT BblABNEHMA accoum-
aumm MIBM c 3aboneBaHnem coeiHUTENbHOWN TKaHW — B MEPBYI0 OYepeb C CEpOHEeraTus-
HbIM PEBMATOMAHbBIM apPTPUTOM 1 CKnepogepmumen. Heobxoarmo npopoiKnTb KOHTPOJb
nokasaTenen cepaeyHO-COCYAUCTON CUCTEMbI, TaK Kak AeKOMNEeHcaUma CoOnyTCTBYOLEN
NaToNornmn B NpoLecce NeYeHna MOXET HeraTBHO NOBAUATL Ha COCTOSAAHME NaLMEHTKM.

B 3AKJTIOMEHUE

YunTblBas peKoCTb M pa3HO0Opa3mne KNMHUYECKNX npoasneHnin IBM, Hannune 6onb-
LIOTrO YMCNla HEPBHO-MbILLEYHbIX 3a001eBaHUN C NOXOXEWN CMNTOMATUKON, @ TakXe OT-
CYTCTBME MPOCTbIX AUArHOCTUYECKMX TECTOB, MOATBEPXKAAMOWMNX ANArHO3, BblABNEHMWE
3Tnx 3aboneBaHM MOXeT ObITb CNIOXKHbIM. [103TOMY TONbKO TLaTeNbHasA OLeHKa KIMHU-
YeCKMX JaHHbIX, AVHAMUKN CUMMTOMOB, NaTTepHa pacnpeaeneHns MbilieyHon cnaboctu,
a TakXKe pe3ynbTaToB 1aboOPaTOPHOro U UHCTPYMeHTanbHOro obcnegoBaHUA nomoraert
npasubHO AMarHoCTMpoBaTh 3aboneBaHna us rpynnoi IBM.
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