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Uanonatuyeckue
BOCNa/inTeNibHble MUOMNATUN

pynna XxpoHUvecKmnx sabonesaHnu, Hen3BeCTHOMU
3TUOZIOTNN, OCHOBHbIM NPOABNEHMEM KOTOPbIX
ABNAETCA CMMMETPMYEan MblllevyHas cnabocTb
MPOKCMMA/IbHbIX OTAEN0B KOHEYHOCTEMN, CBA3AHHAA C
BOCMA/IEHNEM NOMNEePEYHO-NON0CATON MYCKYNATYpPbI.

K HUM oTHocaTca nonmmunosut (MM), aepmaTtommosuT
(AM), toBeHUAbHbIN AepmaTommno3uT (KOM); mmosurT,
coyeTatoLmMmnca ¢ CMCTeMHbIMU 3aboneBaHmnAMM
coeanHmnTenbHo TKaHU(C3CT) (nepeKpecTHbIN
CUHAPOM); MMO3UT, COYETAIOLLLMMCA C ONMYXONAMMU;
MMO3UT C BHYTPUKIETOYHbIMU BKIKOYEHUAMU U
HeKoTopble Apyrue, bonee peagkme 3aboneBanHuA.



dakTtbl 0 AM/NMM

3abonesaemoctb MM/AM umeet 6UMmoaanbHoe
BO3paCTHOe pacnpeaeneHmne ¢ NMKamu B BO3pacTe 40
15 (toBeHnAbHbIN M) 1 oT 45 no 54 neT;

B o6wein koropte 60nbHbIX MM/OM npeobnagatoT
eHwmHbl (HK:M -1,5:1,0).

Muo3uTt c BKAIOYEeHUAMM aBndaeTca Hambonee
PAacNpPOCTPAHEHHbIM NOATUNOM Y MYX4YUH CTapLue
50ner.

OM (pexxe NMM), accoumnmpytomeca ¢ Onyxoasamu,
cocTaBaaAtoT npnbansmntenbHo 20% Bcex cnyyaes
BOCMNA/IUTENbHbIX MMOMAaTUN.



Knaccudukauma namonatmuueckux
BOCNanmnTenbHbIX muonatum (moaund.

Miller 1994)

. MepsuuHbIM ManonaTnyecku nonmmuosut (M)

. MepsuuHbIM MauonaTnuecku gepmatommosut (4AM)

. Muo3surt, accoummnpoBaHHbIn ¢ gpyrumm cuctemHbimu C3CT
. DBeHunbHbIN gepmatomuosut (I0O4M)

. MunosuT, couetaowmmnca co 310Ka4eCTBEHHbIMM ONYXONAMM
. Muosut c BkntoueHnamum (inclusion-body myositis)

. [paHynemaTo3HbI MUO3UT

. 903UHOPUNIbHBIK MUO3UT

. Mno3ut npu Backynurax

10. Op6uTtanbHbI MUO3UT (FNA3HDbIX MbILLL)

11. PokanbHbIM (Y3€/1KOBbIM) MUO3UT

12. Occupmumpyrowmii MMO3UT

O 0O NOODUVLI B WNR



JANarHOCTUKa

NnarHoctmnka MM/M ocHoBbIBaeTcs, rMaBHbIM
ob6pa3om, Ha AAHHbIX

KIMHMNYECKOTO,

aHaMHecTu4YeKoro obcnenoBaHusA,
MblLLeYyHon buoncum,

a TaKKe, pe3ysbraTtax 1abopaTopHOro u

sanekTpomuorpaduyeckoro (M-OMr) nccnegosaHus.



AunarHoctuueckue Kputepuu NM/AM,

ACC u mmo3uTta ¢ BKAIOYEeHNAMHU
—

o Knaccuueckuin TM/AM
1 Bohan, Peter 1975

o 1. CUMMeTpUYHan NPOKCUManbHas cNabocCTb MblILLL, NEYEBOrO M Ta30BOrO MOSACA,
HapacTalowan B TeYEHMUE OT HECKOJIbKUX HeAEe b 40 HECKONbKUX MEeCALEB

01 2. XapaKTepHble KOXHble n3MmeHeHUA
7 3. NepBUYHO-MbIWEYHbIe U3MeHeHUA no N-DMT

o 4. Tuctonormyeckme nameHeHus (HEKPO3 1 BocnaauTeNbHas MHPUALTPALMA MbiLLEYHbIX
BOJIOKOH)

o 5. MNoBbiweHne ypoBHA KMblleyHbIx> depmeHToB KOK, mnornobuna, anbaonassl, AT,
ACT, ANT

0 [JdocmosepHoil MM =4 kpumepusa n.1-4.

0 HocmosepHsbili IM=4 Kpumepus, 8Ka4YaA 1.5.
0 Bepoam~Heoit [TM.= 3 Kpumepus n.1-4

0 BepoammHeil AM= 3 Kpumepus, 8Kkao4aA n.5.

0 Bo3amoxcHbil [MM=2 Kpumepus nl-4.

0 Bo3amoxHbil AM=2 Kpumepus, 8KA04aA 1.5.



JdpUTEMA 30HbI «AEKO/bTEY
N




30Ha «LWanm»




«[ennotponHbie OYKN»




Jputema [O0TPOHa




O O 0O O

ACC Munosur c BKAroYeHnamum
(npepBapuTenbHble KpUTEPUIN)
Solomon, 201 1

bonblwue Kpurepuu:

1. UMNJ1, He cBAA3aHHOE C BAMAHMEM OKPYHKatloLlen
cpenbl, NpodeccUoHaNbHOW AEATENbHOCTbIO,
NpMemMom NeKapcTs

2. [IoNMMKno3nNT NN 4epmMaToMmUO3nT, COMMACHO
Kputepmnam Bohan u Peter

Manble Kputepum.

1. ApTpuTsl

2. PeHomeH PeunHo.
3. KPyKa mexaHuka>



«PyKa mexaHuKa»




MuUo3unut ¢ BKAKYEHNAMMU
Askanas R.C., Di Mauro 1995 [7]

1. KnnHunueckue:

ANNTEeNbHOCTb 60nblue 6 mecAues,
BO3pacT Havana — ctapuwe 30 ner,
cnabocTb crmbartenem nanbLUeEs,

cuna crmbaTenem 3anAacTba U
nanbLeB 2pa3rnbarenen

2. JlabopaTtopHble:
He3HauyutenbHoe nosbiweHne KOK;

3. Mopdonoruyeckue:

WHBAa3UA MOHOHYK/1IeapHbIMMU
BOCMa/IMTENbHbIMU KNETKaMU
HEHEKPOTU3NPOBAHHbIX MbILLUEYHbIX
BOJIOKOH, BAKYO/IN3MPOBaHHbIE
MblLLEYHbIE BOJIOKHA UM
BHYTPUK/IETOUYHbIE AEMNO3UTbI
amunonga nnmn 15-18 Hm
TY6ynopuniameHTbl Ha 3NEKTPOHHOM
MUKPOCKOMNUY;

4.9neKTpomuorpadpuueckue:

NPU3HAKM BOCNAAUTENbHOMN
MMOMaTUX,

Ho BO3MOXXHO Hannyune
yBe/INYEHHDbIX NO HEBPOreHHOMY
T™MNy NoTeHUunanos



O

J1abopaToOpHO- MHCTPYMEHTa/IbHbIE
MeToAbl UCCneaAoBaHUA

YeBennuenne KOK, AT, ACT, 141
aHTMHYKNeapHble aHTUTena (AHA)
52 %

aHTM-Ul puboHyKneonpoTtengHble
(aHTN-U1-RNP) aHTHTENna — 12%

Anti-PM/Scl aHTutena
onpeaenatoTca 'y okono 8%
NauueHToB

Mwuo3ut-cneundunyeckume
aHTUTEeNa BbIAB/IAKOTCA TONbKO
npn UBM n mapkupytot
KNNHUYecKne peHoTUnb.l.

K HUM oTHOCATCA aHTU-Mi-2,
Anti-SRP n ap.

[103NTUBHOCTb MO
AHTUCUHTETA3HbIM aHTUTE/IaM
(aHTH-Jo-1, aHTUTENa PL-7, aHTK-
PL-12, aHTn- KS, aHTN-OJ, aHTU-
EJ, aHTU-Zo, aHTUTENa K TUPO3Un
— T-PHK — cuHTeTase) n
conpAxeHa ¢
CUMTOMOKOMINIEKCOM,
Ha3biBaembim ACC.



UHCTPpYMeHTa/IbHaA ANAarHOCTUKaA

N-OMI —BbiaBNeHME
JIOKA/IN33aLUMIO MOpParkeHus,
onpeaeneHue CtTeneHmn
BbIPAXXEHHOCTU HaPYLUEHHbIX
GYHKUMW, CTaANM U XapaKTepa
NaTO/I0OrMYECKOro npotuecca.
ABnaeTcsa, TaKkxKe, HeobxoaNMbIM
METOAOM AOJ1 KOHTPO/1A 33
3PEKTUBHOCTBIO TEPANUN.

KTBP - BbiAB/1eHMe BOB/1IeYeHUA
IeroyHom TkaHu (ot 6a3anbHoOro
NHeBMOCK/epo3a Ao PA).

MPT - paHHAA AMArHOCTUKA
3aboneBaHunA bharogaps
BbIAABEHWUIO OTEKA MbILLIEYHOM
TKaHWU, B T.4., 40 NOABNEHUA
KIMHNYECKMX NPU3HAKoB 6one3HU

®YHKLMOHANbHbIE N1eroYHbIe TeCTbl
Mopdonornueckoe uccnegosaHue.

AM - KomnnemeHT-3aBUCMMAA MUKPOAHIMONAaTUA, BeayLlan
K pa3pyLleHU0 Kanuanapos, NOBbILLEHHON UHOUIBbTPALUMK
NNa3MOM M BOCNANUTE/IbHbIMU KNIETKAMM B
nepndacyMKynAapHbIX NPOCTPAHCTBaxX. BocnaneHue -
NPENMYLLLECTBEHHO NEPUBACKYNAPHOE, HO MOXET BbIABAATLCS
nepndacyuMKynapHoO 1 codeTaeTcs ¢ nepndacunKynapHoOm
aTpoduren MbilLEYHbIX BOJIOKOH.

Mpu noaMmunosute n cnopagnyeckom Mmmosure ¢
BK/IIOYEHUAMM B SHAOMMU3UM HABNOAAOTCA MHOXKECTBEHHbIE
oyaru BocnaneHus, rae solasnaTcA CD8+T-KneTKU, KoTopble
NPOHMKAIOT B HEM3MEHEHHbIE MblLlleYHble BO/IOKHA,
aKkcnpeccmpyrowme antureH MHC-I, kotopbi pacnonaraeTca Ha
NOBEPXHOCTM HONbLUMHCTBA BO/IOKOH.

Komnnaexkc MHC-I u CD8+ xapakmepeH 045 noaumuosuma u
cropaou4yeckoro MMo3unTa ¢ BKaAUYeHunamm. Cnopaanyeckum
MMO3UT C BK/IIOYEHUAMM OTIMHAETCA HA/IMYMEM BAKYOJ1EN C
0604KOM M HEXHbIMM AEeN03UTaMM ammuionaa, obbl4HO
PACNONOXKEHHbIMU BHYTPU NN PASOM C BaKYyONAMM.



AnddepeHumanbHbIK ANArHo3

|

o o o oo oo oo o o

leHepanusoBaHHaA MblleYHaA
cnaboctb

Kaxekcua,

MwuacteHus (ycununsaetcsa npu
Harpyske),

nepmMogmnvecKkmni napanunyd u ap.
AccmmmeTpuUHana MblilieyHas cnaboctb
uepebpoBackynapHan

6onesHob,

AeMUeNnHU3Inpytowmne
noavenponaTum,
KOMMNPECCMOHHAA HerMponaTuma,
MOHOHenponaTua n gp.
AucranbHaa mbiweyHaa cnaboctb
MNepudepunyeckan HerponaTua,
BonesHn MOTOPHbIX HEMPOHOB

o 0o o o o o o O

OTcyTCcTBME OOBEKTUBHbBIX MPU3HAKOB
MblWweyHou cnabocTtu

KapanonynbmoHasnbHble 601e3HU
AHemunA

XpoHunyeckaa nHpekuua
OHKonaTonormAa

[enpeccua

JeTpeHnpoBaHHOCTb

ApTput

dunbpomuanrua n ap.



MaHya/sibHOe TeECTUPOBAHMNE CUNbI MPOKCUMA/IbHbIX N aKCUANbHbIX
MbILLUL, NpoBOANTCA cornacHo pekomeHgaumam IMACS um
oueHuBaeTca no 10-n 6anbHOM LWKane

bannbi BbinonHAemble ABUXKeHUA
Hem OdsuxceHus
0 HeT HUKaKOro cCoKpaw,eHMA MbiLLbl
JeuxceHue 8 20pu30HManbHOU naockocmu

1 YacTnuHbIi 06bem ABUKEHUA B TOPU3OHTA/IbHOMU NJIOCKOCTU

MonHbI 06bem gBUKEHUA B TOPU3OHTA/IbHOM NOCKOCTH

JAeuxceHue npomues epasumayuu

YactuuHoe aBuKeHue NpoTUB rpaBuTaLum
MonHoe aABUKEHME C NOCTENEHHbIM HErnpou380/1bHbIM ONyCKaHUeM KOHeYHocmu
BonbHOM yaepkusaeTt no3uuuio 6e3 nocmopoHHe20 0aeseHUsA
BonbHOM yaepKnBaeT NO3ULUIO NPOTUB s1e2K020 0a6/eHUs
BonbHOMN yaeprKMBaeT NO3ULMUIO NPU AaB/IEHUU Bpavya O0m s1e2K0 00 ymepeHHO020
BonbHOM yaepKMBaeT KOHEYHOCTb NPU yMepeHHOM 0d8s1eHuUU epava

O 0 N O VN1 A W

BonbHOI yaepKuBaeT No3uLMIO NPU AaB/IeHUX Bpaya OT YMepPEeHHOro A0 CU/IbHOTO
10 BonbHOI yaepKuBaeT No3uLMIO NPOTUB CUNbHOTO AaBNeHUA Bpaya



OcHoBHbIe uenu papmaKoTepanuu
nM/oM
—

1 AOCTUXEHWE MNONHOro KIMHUYECKOro oTBeTa
(OTCYTCTBUA KAMHUKO-1ab0pPaTOPHOM aKTUBHOCTHU B
TeyeHne, He MeHee Yem 6 mecaueB Ha GoHe Tepanumn)
NN PEMUCCUN (OTCYTCTBUA KNMHUKO-/1a00PaTOPHOM
aKTUBHOCTU B TEYEHME, HE MeHee Yem 6 mecALEeB Ha
dboHe oTmeHbl Tepannmn) (ypoBeHb AOKa3aTe/NIbHOCTU
B),

1 CHUXKEeHUE PUCKa KOMOPOUAHbIX MHEKUUIN (YpOBEHb
AokKasatenbHoctu C)

7] BbliBIEHME U CBOEBPEMEHHOE JIeYeHMe NaLUMeHTOB C
Hanbonbwmm pmckom UMJ



OcHoOBHble npuHUunbl nedyeHna MK

PaHHee Hayano Tepanuu (B TeueHUe NepBbiX 3-X MecALEeB OT Hayana
CMMNTOMOB) accouumpyeTca ¢ 61aronpUATHLIM NPOrHO30M.

ApekBaTHas MHULMANbHaA A03a: B 3aBUCMMOCTU OT TAXKECTH
3aboneBaHuA HayanbHaa Ao3a Konebnetca ot 1 go 2 mr/Kr/cyrT.

ExxegHeBHbIN npuem K.

CyTounyto no3y MK B Hayane neyeHms cneayeT AennTb Ha 3 npuema
(oueHMBan ee NepeHOCUMOCTb), OJHAKO B TEYEHME NEPBOMN NOJIOBUHDI
[HA; 3aTeMm nepesecTu NauueHTa Ha npuem noaHon ao3bl MK B yrpeHHue
yacbl.

OueHka 3a¢pPpeKTUBHOCTM Tepannum NnposoauTca yepes 2-4 Hegenm ot
Hayana tepanuu lNK.

MonoxkutenovHoit 3apPeKT Tepanmmn pacLeHUBAETCA NPU HaYyaBLUEMCA
cHKeHun ypoBHAa KOK, ACT, AJ/IT, ymeHbWEeHUN UHTEHCUBHOCTU KOXKHbIX
NPOABAEHUN, HapaCTaHUU MbILLEYHOWM CUNbI.




Ob6Lme NpUHLMNbI TEPANUM

Omcymcmeue nonoxcumesnbHol OUHAMUKU 8 me4yeHue 4 Hedeslb mpebyem rnoemopHo20
nposedeHus ouggepeHyuanbHOo20 O0Ua2HO3a € heHOMUMUYEeCKU CXOHUMU HO30/102UsIMU,
BKOYAIOWUMU 8 KAUHUYECKOU KapmuHe muonamu4yeckuli CUHOpomMam, 8 m.y., nepecmompa
Mopghos02u4ecKko2o Mmamepuand.

DnutenbHocTb MHUUMaNbHOM Ao3bl MK cocTtaBnser, B cpeaHem, 2,5-3 mecaua.

CHuXeHune po3bl K HauuMHaeTca npm Hopmanmsaumm ypoBHs KOK B cbiIBOPOTKE KPOBU,
NCYE3HOBEHUM CMOHTAHHOM aKTUBHOCTM Npu M-IMI, HapacTaHMM MbiLLEYHOM CUAbl, 06bemMa
ABUXKEHUN U NPOBOANTCA NOA CTPOTMM KANHUKO-1abopaToOpPHbIM KOHTPONEM.

[03a K nocTeneHHO CHMXKaeTca B cpeaHem, no . 1-2 . Tabnetkn B 5-7-10 gHeln A0 AOCTUXKEHUA
noaAepKUBatoOLWEro ypoBHA. Temn CHUXKEHMA 3aBUCUT OT ncxoaHom Ao3bl K n cteneHun
aKTUBHOCTU BbonesHun. Yem HuKe ao3a K, Tem meaneHHee ee CHUXKEHMeE.

Noapepxusalowan aosa MK nHamsmnayanoHa: 5-10, pexke 15 mr/cyTKu 1 3aBUCUT OT KIMHUKO-
MMMYHOJIOTMYEeCKoro noatmna 6one3Hun, BospacTta 60abHOrO.

Mpu KOOAM M3BECTHbI CTly4an KAMHUKO-N1abopaToOpPHOM pemMmmccum Ha GoHe ANUTEeNbHON OTMEHbI
Tepanuu. NonHasa otmeHa MK y B3pocC/ibix NALMEHTOB, Kak NPaBuIo, BeAEeT K 060cTpeHnto 6onesHu,
[a*Ke ec/IN OHU HECKOJIbKO NeT HaXxoAMUNNCL B COCTOAHUM MOJIHOTO K/IMHMYECKOTo OTBETa.

NMynbc-tepanua MK y B3pocabiX NaLMeHTOB He ABAAETCA ocHoBononarawuwei npy NMM/OM n He
CNYXKWUT NOBOAOM AN NPUMEHEHUA MeHbLUNX (He aaeKkBaTHbIX) 403 K Ha3HaYaembIx BHYTPb, KaK B
OCTpPbI Nnepuoa 6one3Hun, Tak n npu ee obocTpeHun.



MoTeHuManbHble NOKa3aHUA K NOAKAIOUYEHUIO
MMMYHOCYNPEecCUBHOU Tepanuu

[MprHaaNeXHOCTb 60/IbHbIX K KTMHUKO-UMMYHONOTMYECKUM
noatunam NMM/OM, ocobeHHOCTbIO KOTOPbIX ABAAETCA 3aBeJ0MO
Knnoxon oteetT> Ha Tepanuto [K: ACC c A, y naUMEeHTOB aHTUTEN
K SRP

A3BEHHO-HEKPOTUYECKNIN BACKY/IUT
ObocTpeHmne 3aboneBaHmna npu CHUXKeHUN ao3bl MK

CtepounapesncTteHTHOCTb Y B0bHbIX, paHe NOAy4YaBLUMNX
HeaJeKBAaTHO masible A03bl [K

HeadpPpektTnsHocTb MK B TeyeHMe 3-x mecsaues

Taxkenble noboyHble apPpeKTbl K, iumuTnpytowme HazHadyeHue
afeKkBaTHoM A03bl K (HEKOHTPOIMpPYEMbIe CaxapHbIN AnabeT nau
apTepnanbHana rmMnepTeH3nA, oCcTpan A3Ba XKenyaka,
MHOECTBEHHbIE OCTEONopeTUYeCcKmue nepesiombl)



PekomeHpaauum no neyeHuto NTM/OAM
COOTBETCTBEHHO Hanbonee TaXKenbim CUHAPOMaM
UL/l c cudapomom PA npu ACC

Hanbonee TAXKeNbiM U N1I0X0 KOHTPOAMPYyeMbiMm MoHoTepanuei MK npu NMM/OM
cuHapomom asnsaetca ACC.

Mnoxoi NporHo3 onpeaenseTca BOB/Ie4eHUEM B NATONIONMUYECKMIA NPOLLECC IerOYHOMU
TKaHu - UMJ1 c pazsutnem OA.

O6bem Tepanum 1 Bbibop npenapata (B codetaHmu ¢ N'K) onpeaensetca Taxkectbto UIMJT (no
AaHHbIM KT n ®NT: popcrposaHHoi HKEJ, DLCO u ¢ yyeTom aHamHesa (paHee
NPMMEHAEMbIE MMMYHOCYNPECCUBHbIE NpenapaThbl).

OcHoBHOe mecTo B ieyeHum UMNJ1 3aHumaet UP, HazHayaembIn BHYTPMBEHHO B 103€
500mr/m2 -750 mr/m2 mr B mecsu, B coyetaHum ¢ MK (yposeHb 0okazamesnsbHocmu A)

OnvtenbHoctb L® ponkHa 6bITb He MeHee 6 mecaues (yposeHb 0oKazamenosHocmu C)

KoHTponb apPpekTnBHOCTM LUD ocyuwiecTBnaaeTca no gAnHammn4yeckom oueHke (1 pa3 B 6
mecaueB) popcupoBaHHoi HKEJ, nokasaTtenen DLCO (yposeHb 0okazamenobHocmu A), a
make aaHHbIX KTBP nerkmx.

Mpu arpeccuBHom TedeHun COA npu BbiparkeHHOM cHMKeHun KEJ1 n DLCO, a TaKkKe, B
cnyyae HeapPeKTUBHOCTM paHee NnpumeHsaemon Tepanum LL®, uenecoobpasHo npyumeHeHue
PTM.

MpumeHeHne MM® paccmatpusaeTca B KauecTse Tepanuu BToporo>> paga npu UM/ 8
C/lydae HEBO3MOXKHOCTU npumeHeHuna LULd nan PTM



Aucdarusn

Ouncdarmna asnaerca GakTopom pMcKa acCNnMpPauUoOHHOMU
NHEBMOHMUM, TEYEHNE U TePANMA KOTOPOM OCNOXKHAETCA
NMMMYHOCKOMIMPOMEHTUPOBAHHOCTbLIO MaLMEHTOB,
CBA3aHHOW C Tepanuemn BbICOKMMU Ao3amu K
LLMTOCTAaTUKOB.

PekomeHaoBaHO npoBegeHue nynbc-tepanuu NK
(meTunpea 1000mr) N 3 B coyeTaHMKM C NepopasibHbIM
npunemom K B agekBaTHOM Ao3e.

Ta)Kenaa gucdarua aBnaeTca NoTeHUNa/IbHbIM
nokasaHunem BBUI.

Hanuyue oucgpaauu y 6oabHbix [MTM/AAM cayxcum nosooom
0718 nposedeHuUa bosee akmMusHoO20 OHKornoucka (ypoeeHb
dokaszamenoHocmu /).



Ko}XHble npoAaBieHUA

A3BEHHO-HEKPOTUYECKUI BaCKYIUT

Hannyne A3BeHHO-HEKPOTUYECKOrO BAaCKy/1MTa ABNAETCA NOKAa3aHUem
ANA NpoBeaeHUA Nynbc- Tepanuu umknodpochamuaom B gose 600-800-
1000 mr B mecsy, B coyeTaHnmn metunnpeaHmnsonoHom 500-1000mr.

KoxXHbin cuHgpom npu M B coueTaHUU € NPOKCUMAZIbHOU MbILLEYHOMN
cnabocTblo OTpaXKaeT aKTUBHOCTb 60Ne3HMn 1, KaK NpaBuno,
KoHTponunpyetca 'K B aieKBaTHbIX J03axX B OCTPbIN Nepunoa 6onesHun.

[MTpy pe3UCTeHTHOM KOXXHOM CUHApPOME, COXpaHALwWemMca Ha doHe
BOCCTAaHOB/IEHUA MbILLEYHOMU CUJIbl, PEKOMEHAYETCA NPUMEHEHUE
aHTUManNAPUMHbIX NpenapaTtos (rmapokcnxnopoxuH no 200—-400 mr/cyT),
MM®, Tonnyeckux cteponos.

Hanuyue pe3ucmeHmHo20 KOXHO20 CUHOpOMA U/usu A38€HHO-
HeKpomuy4yeckKo2o sackyauma y 6oabHsix [TM/IM cayymcum nosodom 011
nposeoeHus bosee akMuBHO20 OHKOMOUCKA (YypoBeHb
dokazamesnovHocmu C).



[lopaXeHue cycTtaBoOB

Hannuune aptputa npu NMM/OM moxeT npucyTcTBoBaTb B Hayasie 601e3HM.

ApTpuUTbl BXOAAT B COCTaB cmmnTomoKkomnaekca ACC, xopowwo KoHTpoaupytotca MK n He
TpebyloT 4ONONHUTENBHOIO /IeYEHUS.

CrubaTtenbHble KOHTPAKTYPbI, Kak NPaBUIO, IOKTEBbLIX, PEXe KOJIEHHbIX CYyCTaBOB,
pa3BMBaloTCA B ocTpbii nepuog NMM/AM n 0bycnoBaeHbl BOCNAANUTENIbHbIM MNOPaXKeHNeM
MbILIEYHOM TKaHW, a HEe HeNocpeaCTBEHHbIM MopaXeHnem cycTaBoB. [lono/IHUTENbHOro
MeIMKaMEHTO3HOTo NieyeHuns He TpebyeTca (ypoBeHb AoKasaTtenbHoctu C).

KanbuuHo3 MArkux TkaHemn

KanbumnHO3 MATKKUX TKaHel Hanbosee YacTo npucyTcTeyeT (M 6onee arpeccuseH) npu KOAM

[NosABaEeHME MHOXKECTBEHHbIX KaJbLLMHATOB, KaK NPaBWJI0, COMYTCTBYET OCTPOMY TE€YEHMUIO
MM/OM. KanbuMHaTbl COXPaHAOTCA HAa POHE CHUKEHUA aKTUBHOCTU BONIE3HMU, AarKe Npu
AOCTUXKEHUU KNMHNKO-N1abopaTopHOM pemuccum n Hambonee BbiparkeHunu npm KOAM.

Mpu KOOAM, c uenblo CHUXKEHUA PUCKA PA3BUTUA KAJIbLLMHO3a M ero pacnpoCTPaHEHHOCTH
npumeHaeTca nynbc-tepanusa MK 8 nose 1-2 mr/kr/cyr.

Xupypruyeckoe neyeHme manosdPekTMBHO, NOCKO/bKY NOBbIWAET PUCK NPUCOEAUHEHUA
BTOPUYHOM MHDEKLUNM U MOXKET CNPOBOLMPOBATL NOABAEHME HOBbIX Ka/IbLLMHATOB.




TpagMUMOHHbIE MMMYHOCYNPECCUBHbLbIE
npenapartbl, NIpuMeHsemMsble B neyeduu NMNV/AM

MertoTpekcar no 7,5—-25 mr/Heq, BHYTPb UM BHYTPUBEHHO (Npu
HeO0CTAaTOYHOU 3PPEKTUBHOCTU UIN NIOXON NEPEHOCUMOCTU
nepopasibHOro NprMema npenaparta, 0cCob6eHHO B BbICOKMX A03aX).

AsatnonpuH no 2—3 mr/Kkr/cyt (100—-200 mr/cyT)

LiuknocnopuH A no 2,5-5.,0 mr/Kr/cyTK1 Ha3Ha4atoT naumeHTam ¢
pe3ncTeHTHbIMU K K dopmamm 3aboneBanHmsa, B T.4. Npwu
XPOHUYECKOM TeyeHUn bonesHun, cBA3aHHOM C HEaAEKBAaTHO MaJIOMN
nHuymanobHon aosomn MK (yposeHb AokasaTenbHocTu C).

MM®. UmetoTca aaHHble 06 apdpekTuBHoCcTM MM npu UM n
PE3UCTEHTHOM KOXHOM cuHApome. lpmnem HaumHatoTt ¢ go3sbl 1000
mr/cyT (B 2 npuema), nocteneHHo TMTpys Aoy ao 2000 mr/cyT noa
KOHTPO/1IEM NOKa3aTtenen obuwero n GMOXMMmMYeCcKoro aHanmM3oB
KpoBu (ypoBeHb AoKa3aTenbHoctn C).



Ob6Lwune NnpUHUUNDbI NeYeHnn
MMMYHOCYNPECCUBHbIMM NpenapaTamm

-mumpoeaHue 003bl: Ha3Ha4yeHue ¢ Hebonbwol 003bl U MocmerneHHoe ee
rnossiweHue rnoo KOHMpOo-

semMm riepeHocumocmu.

- KOHMPOs1b MepPeHOCUMOCMU: OUEHKA YPOBHA 2emMo2a0buHa, Yucaa nelKoyumos,
mpomboyumos,a3oma MoYe8uHbl, KpeamuHuHa, akmusHocmu ACT, AJIT.

[Mpu ymeHbweHuU yucna aelikoyumos meHee 2,5x109/n u/uau mpomboyumos —
meHee 100 x 109/n u nosbiweHuu KoHyeHmpayuu ACT, AJIT 6onee yem 8 3 pasa
om sepxHel epaHuybl HOPMbl, s1e4yeHuUe Heobxoo0uMo rnpekpamume 00
yCmpaHeHUA CUMMMOMO8 MOKCUYHOCMU.

- Ipu npucoeduUHeHUU UHMepPKyppeHomou UHgeKyuu, 8 m.4y. 2epriemu4eckKol —
8peMeHHAss OMMeHa UMMYHOCYNPeCcCUBHbIX NMpernapamos 00 ucye3Ho8eHUA ee
MPU3HAKO8.

MpumeHeHue BBUT 2 r/kr 1 pa3 B mecAL, B TeyeHUe 3 mecALEeB SBAAETCA
3 PpeKTUBHbIM MeTogom iedeHna NMM/OM (ocobenHo FOM), pe3ncTeHTHOrO K
CTaHAAPTHOM Tepanuu.

[MoTeHUManbHbIM NOKaszaHnem ansa BBUI asnaetcs Taxkenas amcoarus. (YypoBeHb
[OKa3aTeNbHOCTU B)




Hosble HanpasneHua Tepanuu NM/AM.
buonornyeckue npenaparbl.

B HacToALLee BpeMAa aKTUBHO M3y4aeTcs posib U MecTo bruonormyeckoin Tepanum B Tepanumn MM/OM.

MpumeHeHue B Tepanun NMM/AM uHrnbutopos ¢pakropa Hekpo3sa onyxonu o TNF(MHbAuKcumaba) He
NPUHECNO }KeNaeMblX Pe3y/1bTaToB: MOCKO/IbKY OH He CNOCO6eH KOHTPO/IMPOBaTb aKTUBHOCTb HONe3HM, B
ToM uncne UMJI, a TakKe, yBEIMUMBAIOT PUCK ONMNOPTYHUCTUYECKMX MHPeKLmi [10, 44].

NmetoTcsa AaHHble 06 ycnewHoM NpUMEHEHUM 3TaHepLenTa B KayecTsBe cteponacbe-
peratoller Tepanuu. (YposeHb AoKasaTtenbHoctu 1)

MpumeHeHne 6aoKaTopoB Ko-ctumynaumm T-numdoumnTos (abaTayenTa) B couetaHUM ¢ TUOCYNbdAT OM
HaTpusa npu KOAM ¢ A3BeHHO-HEKPOTUYHCKUM BaCKYIMTOM U NPOrPeccMpyowmMm KanbLMHO30M OKa3ano
NOJIOXKUTENbHbBIN 3 DEKT B BUAE HAPACTaHMA MbILLIEYHOMN CUJIbl, BOCCTAHOBEHMA LLE/IOCTHOCTU KOXKHbIM
NMOKPOBOB, CHUKEHUA NPOrPECCUPOBAHMA Ka/ibLMHO3a, YTO NMO3BOINIO0 CHU3UTbL NOAAEPKMBAIOLLYIO A03Y
K. (YpoBeHb goKasarenbHoctu [l)

Ocoboe mecTo cpean BUoNOrMYecKkmMx NpenapaTos, Ha CeroAHAWHWIA AeHb, npumeHsaemblx npu NMM/OM,
3aHMMaET UCMNONb30BaHWE aHTK B-KkneTouyHoM Tepannun. HakonaeH NONOKUTENbHbIMA OMbIT MO NPUMEHEHMIO
PTM y nayMeHTOB C TAXENbIM MblweYHbIM nopa*keHnem m npm ACC ¢ COA, pe3ncteHTHbIX K TK n
NPUMeHAEMON paHee TPAAUUMOHHOM LMTOCTaTUYEeCKOM Tepanum (ypoBeHb AoKa3aTenbHocTh /1)

B cnyuae npumeHeHmsa PTM npu ACC ¢ COA, no3nTtusHbi apdeKT Habntogancs bonee, yemy

70% 60NbHbIX B BUAE YBENNYEHUA NOKa3aTenen GyHKUMN BHELIHETO AbIXaHWUA: YBE/IMYEHUA NOKa3aTenemn
HENT n DLCO, a TaKKe ymeHbleHns nHounetpatos no KT rpygHon KneTku.

MakcmmanbHbi 3¢ PeKT pa3BuBanca yepes 12 Hegenb nocae NnepBon HPY3UM N KOPPENUPOBANCO
cHumxeHmnem CD 20 + B KneTok.



Benexnue naumenToB MM/OIM ¢ XpoHU4YeCKUM
TeyeHUeM bone3Hu, cBsA3aHHbIM C HeaaeKBaTHO

MaJsion nHuumanbHou no3oun MK

CNnoXXHOCTb BeAeHMA TaKUX NaumMeHToB obycnosneHa pa3sutmem
NOCTBOCNANAUTENbHO GUOPO3HON U }KNPOBOU UHBONIOLMM MbILLEYHOWN TKAHU
(Mpn Ha3Ha4YeHUM He afeKBaTHOM UHMUMaNbHOM Ao3bl [K). B aTom cnyyae
OTCYTCTBYET (MM MUHMMANEH) BOCNANIUTE/IbHBIA KOMMOHEHT (MMO3UT),
asasaowmmnca cybctpatom ana nposeaeHua NPoTUBOBOCNANMUTeIbHOM Tepanumn K.

KnAnHnueckun - coxpaHaeTca NnpoKCMmasibHaA MbilleyHana cnaboctb, 0aHaKo
NoKa3aTenn akTMBHOCTU BbonesHun (yposeHb KOK, aaHHble n-OMI, buonTtaTa
MbILIEYHOM TKAHN) He CBUAETENBbCTBYIOT B MO/1b3Y TEKYLLErO BOCNANNTE/IbHOIO
npouecca.

MpucytctBne pubPO3HOMN U }KUPOBOMU MHBONOLUN MbILLIEYHOWN TKAHU
noaTeepxxaaetca npu MPT nccnenoBaHMM NPOKCUMANbHbIX OTAENO0B
KOHEYHOCTEMN.

MoBblweHne o3bl K LI,EI'IECOOGDEBHO npun Ha1IM4YN, XOTA 6bl MWUHUMaAJIbHbIX,
NPM3HaKOB BOCMAaJ/1IEHUA MbILLEYHOMN TKaHMW.

XpoHuuyecKoe TeyeHue 6one3Hm, CBA3aHHOE C HEAAEKBATHO MAsION MHULMANbHOM
no3ou 'K aBnaeTca noTeHUMaIbHbIM NOKa3aHUEM ANA NOAKNOYEHUA
MMMYHOcynpeccuBHoM Tepanuu (UnknocnopuH A, MM®, meToTpekcar,
a3aTUOMNpPUH) .



OwWwunbKU Tepanmnn

OpaHoBpemeHHoe Hayano Tepanun N'KC 1 UC npu
CTapTe Tepanuu

HeagekBaTHO HM3KaAa Ao3a KC Ha cTapTe
bbicTpaa otmeHa KC nnm cHUXeHue A03bl

[Mepeno3npoBKa N HEAOCTAaTOYHbIN KOHTPONb
Tepanun MT n A3A

MoHoTepanusa BBUT (6e3 MKC)

Ncnonb3oBaHue BBUI Kak npenapaTta nepBou
NNHUU
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