PexomeHnganum mo Je4eHU0 HIHONATHYIECKUX BOCIIAJIUTEIbLHBIX MUOIIATHIA.

E.JI. HaconoB, O.A. AHTenaBa 1o Nopy4eHHUIO rpymisl s3kcriepto APP.

NnunonaTnyeckne ocnajuTe/JbHble MUONATHM — TPYIINAa XPOHUUECKUX 3a00J1€BaHHUM, OCHOB-
HBIM TPOSBICHUEM KOTOPBIX SIBJISETCS MbIIIEUHas c1a00CTh, CBA3aHHAs C BOCHAJEHUE IONEPEUHO-
noniocatoit myckynarypsl. K HuMm otHocsarcs nmonuMuo3ut (IIM), nepmatomuos3ut ([JIM), 10BeHUITBHBIH
nepmaromuo3ut (FOJIM); MHO3UT, COYETAIOUIUIICS C CHCTEMHBIMU 3a00JEBAaHUSIMHU COCIUHUTEILHON
tkaHu (C3CT) (mepekpecTHbIN CUHAPOM); MHUO3UT, COYETAIOIIHUICS C OMyXOJIIMU; MHO3UT C BHYTPUKJIIE-

TOYHBIMH BKJIFOYCHHSIMH U HEKOTOpBIE IpyTHe Oojee penkue 3aboneBanus [ 1-4]

M 33.1 —nepBUYHBIN UANOMATUYECKHUI 1€pMATOMUO3UT
M 33.2 - nepBUYHBIN UANONATHYECKUN TOJTUMHUO3UT
M 33.6 - MHO3UT, COYETAIOIIMICS CO 37I0KAYECTBEHHBIMU OITYXOJISIMHU

M 33.9 - nonuMHuO3UT/IePMaTOMHO3UT HEY TOYHCHHBIMN.

OcHoBHble nean papmaxkorepanuu IIM/IM

» IOCTH)KEHHE MOJHOI0 KJIMHUYECKOro 0TBeTa (OTCYTCTBHS KIMHHKO-Ta00paTOpHON aKTHBHO-
CTH B T€UCHHUE, HE MEHee ueM 6 MecsIeB Ha (poHe Tepanuu) Ui peMHCCHM (OTCYTCTBUS KITHU-
HUKO-1a00paTOpHOH aKTUBHOCTH B T€UCHHE, HE MEHee 4eM 6 MecsleB Ha ()OHE OTMEHBI Tepa-
nun) (YpOBeHb JI0Ka3aTejibHOCTH B),

» cHIKeHue prcka komapouaueix nHpekuuii ['K) (ypoBens nokazareabnoctu C)

» BBISBJICHUE U CBOCBPEMEHHOE JICYCHUE MALIMCHTOB C HAHMOOIBIIMM PUCKOM BUCIIEPATBHBIX OC-
JIO’)KHEHHUH (MHTEepPCTUIIMAIbLHOTO opaxkenus aerkux (UI1T))

Hoanep:xkano pekomenaanusivu APP [1]

Kommenmapuii. Oyenxa s¢pgpexkmuenocmu  mepanuu 00AHCHA OCHOBLIBAMbCSA HA KIUHUYECKUX (CAH-
0apmu3sUpoBanHHvle UHOEKCbl MAHYAIbHO20 Mbluieunoeo mecmuposanus (MMT), nabopamoprnvix noka-
3amensax (OuHamuxa yposHs «mvlueunvixy gepmenmos: KOK, JIII, ACT, AJIT), a makaice OaHHbIX UH-
CMPYMEHMAIbHO20 UCCNe008aHUs (U2onbuamas snekmpomuocpagus). B cayuae nanuyus U3J1 — npose-
Oenue KT epyonoti kiemxu u QYyHKYUOHATbHBIX 1€20UHbIX MEeCmo8 8 OUHAMUKE.

Momnepxkano pexomenaauusiMu International Myositis Assessment and Clinical Studies
Group - (IMACS) [4-7]



O0mme pekoMeH AU

1. Jleuenne manueHToB [IM/JIM nOKHO TPOBOUTHCS BpadyaMHU-PEeBMATOJIOTaMHU.

2. B cnyuae nanuuust UILJI ¢ cunapomom ¢ubposupyromero anseeonura (CPA) mo tunmy Xamma-
Ha-Puua npu antucunrerazHom cungapome (ACC) — ¢ NpuBIEYEHHUEM IYJIBMOHOJIOIOB U OCHO-
BBIBaThCSl HA TECHOM B3aUMO/JICHCTBUY Bpaya U MalyeHTa (ypoBeHb J0Ka3aTeJbHOCTH B)

3. CnenyeT pekOMeHI0BaTh MalMeHTaM u30eraTh PakTopoB, KOTOPHIE MOTYT CIIPOBOIMPOBATH 000-
cTpeHue 00JIe3HH: 0TKA3aThCS OT MPeOBIBAHUS HA COJHIIE, OT KYpPEeHHsI, OT KOHTAKTOB U MH(DEK-
IUOHHBIMU OOJIEHBIMH, U30eraTh GU3NUYECKUX U TICUXO0-IMOIMOHAIBHBIX EPETPY30K.

4. Crnenyer peKkOMEHA0BaTh MAllMEHTaM UCKIIIOUUTH (DAKTOPHI, MOBBIIIAKOIINE PHCK Pa3BUTHS 10-
0ouHbIX 3¢ dexToB Tepanuu I'K: He ynmoTpebnsaTe crnagkue NPOAyKTHI, BKIIOYAs MEI U Cla-
K1e (PPYKTHI, MOBBIMIAIONINE PUCK PA3BUTHS CTEPOUIHOTO CaXapHOTo AuadeTa, Takke, UCKITIoYe-
HUE OCTPOW MUIIM, TPUMEHEHUE TaCTPOIPOTEKTOPOB C LENBIO IMPEJOTBPAIECHUS SI3BEHHBIX OC-
J0)KHEeHHH (ypoBeHb Aoka3aTeabHocTH C)

5. Bce mamueHThl HY»KIAIOTCS B AKTHUBHOM NMPOQMIAKTHKE W JIeYEHUH TJIIOKOKOPTHKOUIHOTO
octeonopo3a. [Tondop aHTHOCTEONOPETHUECKON TEPANUU 3aBUCUT OT PE3YJIbTATOB JCHCUTOMET-
PHUYECKOTO MCCIEIOBAHUS U OLICHKU JIOTIOJIHUTEIBHBIX (PaKTOPOB PHCKA OCTEONOpo3a (MeHOMay-
3a, SHJAOKPUHHBIC 3a00JieBaHus1). B 3aBUCHMOCTH OT MCXOJHBIX JaHHBIX MHUHEPAIBHOU IMJIOTHO-
CTH KOCTHOM TKaHU Ha3HA4aloTCd Mpenaparbl KajiblMs B COUYETAHUM ¢ BUTAMUHOM /Jl, uiu 31u
K€ TIpernaparthl B coueTannu ¢ ouchocdanaramu.

6. Y mauuentoB [IM//IM crnenyer u3deratr BHYTPHMMBbIIIEYHbIX MHBEKIHI, TPOBEICHNUE KOTO-
pBIX, 3aTparvBasi MBIIIEYHYIO TKaHb, MOXKET CIOCOOCTBOBATh KaK (POPMHUPOBAHUIO TTOCTUHBEK-
[IMOHHBIX KAJIBIIUHATOB, TaK OBITH MPUYHHOM JIO)KHOIIOJIOKUTEIBHBIX PE3yJIbTATOB YPOBHS Kpea-
tuHpochokunazpl (KDOK).

Hoanep:xkano pekomennanusavu APP [1] u IMACS [4-7]

OcHoBHOe MecTO B JedyeHun [IM//IM 3annmarot riawkoxkopruxonasl (I'K)

U UMMYHOCYIIpECCMBHBIE NIpEliapaThl.

Benymas poJas B Jedyennu [IM//IM orBoautes 'K [1-3, 8- 12].

OcHoBHbIe NpUHIHNGI JedeHus 'K:
e Pannee Hauano Tepanuu (B TEUYCHHUE NMEPBBIX 3-X MECSILEB OT HaYaJla CUMIITOMOB) aCCOLMH-
pyercsi ¢ 6J1aronpUATHBIM IPOTHO30M.
e A/leKBATHAS MHHLIMAJbHASA /103a: B 3aBUCUMOCTHU OT TSDKECTH 3a00JIeBaHUs HadasbHas J10-

3a konebnetcs oT 1 10 2 Mr/Kr/cyT.



E:xenneBnsblii npuem ['K.
Cyrounyro no3y 'K B Hagase yieueHus ciemyeT AeUTh Ha 3 mpueMa (OIleHUBas €€ MepeHo-
CUMOCTB), OJJHAKO B TEUEHUE MEPBOU MOJOBUHBI JHS; 3aT€M MEPEBECTU MAIMEHTa Ha MIPHEM

nosHoi 1036l 'K B yTpeHHme yachl.

Kommenmapuu: - 6 ciyuae «nioxoui» nepeHoCUMOCmuU OOHOMOMEHMHO20 npuema noaHou 0oswvl I'K

(HanpuMep, pe3Koe noevluieHue A,ZZ) BO03MOJICHO €€ pa3defzeHue HA HECKOJNbKO npuemoe, Komopbsle

00JICHBL NPOBOOUMBCSL, 8 CpeOHeM, 00 12 uacos Ous.

Ouenka 3¢ ¢GeKTHBHOCTH TEpANUU NPOBOIAUTHCS Yepe3 2-4 Henenu oT Havana tepanuu ['K.
[TonoxxurenbHbI 3G (HEKT Tepanmuu paclieHWBAeTCs MPH HAuyaBIIEMCS CHUKCHHHM YPOBHS
K@K, ACT, AJIT, yMeHbIIECHUM WHTEHCUBHOCTU KOXXHBIX MPOSIBJICHUM, HApaCTaHUU MbI-

II€YHOU CUJIBI.

B ciydae oTcyTCTBHSA MOJI0KUTEIbHON THHAMMKH - yBen4uuTh 103y ['K 10 1,5 Mr/kr/cyT.

Ilpumeuanue: npu IIM//IM nonosxcumenvuas ouHamuka.: HApAcCmauue u 60CCMAHOGIEHUE Mbl-

WeYHOU CUbl, HOpMAnU3ayus 1abopamopHuIX nokasamenel pazeueaemcs meoieHHee, 4em npu Opyux

pesmamudecKux 3a00/1e6aHUSIX.

Kommenmapuu: - omcymcemeue nonoxcumenvroti OUHAMUKU 6 medeHue 4 nedenvb mpedyem no-

8MOPHO20 NpoBedeHUs OUDDepeHYUATIbHO20 OUACHO3A C (PEHOMUNUYECKU CXONCUMU HO30J0SUAMU, BKIIO-

yarowumu 6 KIUHUYECKOLL KapmuHe MUONAMUYECKUTL cqupomaM, 6 m.4., nepecmompa M0p¢0ﬂ021/llte€l(’0-

2o mamepuana [10-12].

JumrensHocTh nHMOHMAIBLHOM 10361 'K cocraBinser, B cpeanem, 2,5-3 mecsua.

Cuauxenune 1036l 'K Haumnaercs npu HopMmanmzauuu ypoBHs K®K B chIBOpoTKE KpoOBH,
HCYE3HOBEHHUH CTIOHTAHHOW aKTHBHOCTH Mpu U-OMI', HapacTaHUU MBIIIEUYHOHN CUIIBI, 00beMa
JIBUKCHHUM ¥ TIPOBOAUTHCS MO/ CTPOTUM KIIMHUKO-JIabopaTopHbIM KoHTponeM. Jlo3a 'K mo-
CTETICHHO CHUYKAETCS IO Y4 TO3BI OT MCXOJAHOM B MECHII, B CPEIHEM, TIO Y2 - V4 TabneTku B 5-
7-10 aHE# M0 MOCTUKEHUS MOACPKUBAIOIIETO YPOBHS. TeMIT CHIDKEHHS 3aBUCUT OT UCXOJI-
HoM 7036l I'K m cTenenn akTuBHOCTH OoJie3nu. UeM Hinke nosa I'K, TeM MeajieHHEE ee CHU-

KCHUC.

IMoanep:xxuBaomas no3a I'K unnusunyansHa: 5-10, pexe 15 MI/CyTKu U 3aBHCHUT OT KIIU-
HUKO-UMMYHOJIOTHUECKOT0 MoATHNa Oone3Hu, Bo3pacta 6ompHoro. [Ipu FOAM un3BecTHBI
CIy4ad KIMHUKO-TA00paTOpHOH peMUCCUU Ha (OHE UIUTEIBHONH OTMEHBI Tepanuu. [lomHas
ormeHa 'K y B3pOCIBbIX MalMEHTOB, KaK MPaBWIIO, BEIET K 000CTPEHUIO 00JIE3HH, JaXKe ECIIH

OHH HCCKOJIBKO JICT HAXOJUJIHUCh B COCTOAHHUHN ITOJTHOI'O KIMHHUYCCKOI'O OTBETA.

Honnepxano pexkomenaauusamu APP [1] u IMACS [4-6,10,11]



Iyabc-Tepanus 'K y B3pocCibIX ManyueHTOB He SIBJsieTC ocHoBormonaratomieii npu [IM//IM u

HE CJIYKUT MNOBOAOM AJifl IPUMCECHCHHUA MEHbLIINX (He aIleKBaTHLIX) 103 I'K nHazHayaeMbIX BHYTPb,

KaK B OCTPBIil epuoj 00J1e3HH, TAK U IIPH ee 000CTPEHHUH.

ITokazanus x mpoBeacHMIO Iysbc-Tepanuu 'K, mpencraBieHbl HUXeE, B pas3ziele, MOCBIIIEHHOM

JICUECHUIO CHHAPOMOB, coryTcTByIommx [TM/IM.

IloTeHIHAIbHbIE MOKA3AHUS K MOAKJIIYEHHI0 HMMMYHOCYIIPEeCCHBHOM Tepanuu [9-16]:

— IIpuHaanexHOCTh OONBHBIX K KIMHUKO-UMMYyHoOJorudeckuM noarunam [IM/JIM, ocoGeHHO-
CTBIO KOTOPBIX SIBIISIETCS 3aBEIOMO «IU10X0i oTBeT» Ha Tepanuio ['K: ACC ¢ ¢pubposupyro-
IIMM aJIbBEOJIUTOM, Y NMallMeHTOB aHTuTen K SRP

— SI3BEHHO-HEKPOTUYECKUIN BACKYJIAT

— OO0ocTtpenue 3a060aeBaHus Npu CHIKEHUU 10361 'K

— Pa3BuTHE CTEpONIPE3NCTEHTHOCTH Y OONBHBIX, paHEe MOMyYaBIINX HEAJCeKBATHO MAJIbIe TO3bI
I'K

— HesddextuBnocts 'K B Teuenue 3-x Mecsiie

— Tsoxensie mobounsie 3 dextor 'K, numutupyromue HazHadeHue aaekBatHoi 1036l ['K (He-
KOHTPOJIUPYEMBIE CaXapHbI [uabeT Ui apTepualibHas TUNIEPTEH3US, OCTpas si3Ba KENyIKa,
MHOKECTBEHHBIE OCTEOMOPETUYECKHE TTEPETOMBbI)

Hoanep:xkano pekomennauusivu APP [1] 1 IMACS [4-6,10,11] (YpoBenb noka3arenbHocTH A/B)

PexoMeHIAIIMN 110 _NPHMEHEHHI0 MMMYHOCYNPECCHBHBIX M _0HOJOTHYECKHX INpPEenaparoB

CTpYHIIMPOBAHBI HUKE COOTBETCTBCHHO HanboJee THKEIBIM CHUHJAPOMaM II0 OpraHaM U CUCTEMaM C yuc-

TOM MEXIYHapOJHOIO ONbITa U B cooTBeTcTBUM € Bepcueit APP [1] u IMACS [4-7, 10]

HNuaTepcTunnanbHoe nopaxkenue jgerkux (UILJI) ¢ cnnapomom ¢pudpo3upyomero ajibBeoauTa
(CPA) mpu ACC [17-21]

1. Haumbonee TspKeNbIM M HEJAOCTATOYHO KOHTpoJHpyeMbiM MoHoTepanuei 'K mpu IIM/IM
cuapomoM sBisiercss ACC, mMapkepyeMblil BBISBIEHUEM MHUO3UT-CIIELU(DUUECKUX aHTH-
cuHTeTa3HbIX aHTtuTen (aHtu Jo-1, antm PL-7, ant PL-12 u mp.) B CHIBOPOTKE KpOBH.
[110x0¥ mpOrHo3 onpeeseTcs BOBICUEHUEM B MaTOJIOTMYECKUN MPOIECC JIETOYHOM TKa-

uu - UIJI ¢ pasButueM GpuOpo3upyromero aibBeoInTa.

2. O6bem Tepanuu M BbIOOpP mpemapara (B couetaHuu ¢ I'K) ompenensercs TsimkecTblo

HILJI (o nanueiM KT 1 pyHKIIMOHANBHBIX JIETOYHBIX TECTOB — (DOPCUPOBAHHOMN KU3HEH-
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Hoii emkoctu nerkux (JKEJI), muddysnonnas cnocobHocts serkux (DLCO) u ¢ yuerom

aHaMmHe3a (paHee IPUMEHSEMbIE MMMYHOCYIIPECCUBHBIE IPENapaThl).

3. OcnoBHoe Mecto B jedeHuun HUIII 3anumaer mmkiaogochamua (L{P), nazHayaeMblid
BHYTpPUBEHHO B 703¢ 500 Mr/M* =750 Mr/m” Mr B Mecsin B codetannu ¢ K (yposensv ooxa-

3amenbHocmu A).

Kommenmapuu: neobxo0um KOHmMpob YpOGHs 2eMO2100UHA, YUCTA TeKOYUMO8, MPOoMOOYU-
moe, azoma Mo4esuHbl, KpeamuHutd, Konyenmpayuu modegou xuciomol, axmusnocmu ACT,
AJIT, JUIT, usmepenue ouypesa, yO0erbHoU NIOMHOCIU MOYU, GbIAGIEHUE MUKDPOLEMAMYPUL.
Ipu ymenvuwenuu wucia nelikoyumos menee 2,5x10°/1 w/unu mpomboyumos — menee 100 x
10°/n u nosviwenuu rkonyeumpayuu ACT, AJIT 6onee wem 6 3 paza om eepxueti paHuybl HOp-
Mbl, JleyeHUue HeoOX0OUMO NPeKpamums 00 YCMPAHeHUs CUMAMOMO8 MOKCUyHocmu. J[is
NPOQUIAKMUKU 2eMOPPASUYECKO20 YUCTUMA (MOdHCem Pa3umsbcs 8 meyenue HeCKOIbKUX 4a-
CO8 UL CNYCMs HeCKOIbKO Hedellb nocie 66edeHus) neped mepanuetl L{D u 6 mevenue 72 ya-
€08 nocie e20 npuMeHeHUsi peKOMeHO08aH OOUTbHBIL NUMbEBOL pedcum (00 3-X IUmpo8 8 cy-
MKU) U npUMeHeHue cpeocms, nooweiravusarowux movy. Ilpu noseieHuu nepevix NpuzHaAKos

2eMoppazuiecKo20 yucmuma nedenue npekpawjaemcs (ypoeenvb 0okazamenvHocmu B).
4. JlnurensHocth LI® nomkHa ObITh HE MeHee 6 MecsLeB (yposens dokazamenvrnocmu C)

5. Konrpons addexruBHOCTH L[D OCymiecTBisieTcs mo qnuHaMudeckoi oreHke (1 pa3 B 6 me-
csueB) @opcupoBanHoi JKEJI, nokazateneit DLCO (ypogenv dokazamensnocmu A), a

Takxe qaHHbelX KT gerkux.

6. Ilpu arpeccuBHoM TeueHun CDA npu BeipakeHHOM cHkeHuu JKEJI u DLCO, a Takxe, B
ciyyae Hed(pPEeKTUBHOCTH paHee mpuMeHsiemoi tepanmuu L[D, nenecooOpa3sHo npumeHe-

HUe puTykcumada [22, 23].

7. Ilpumenenune modetmna mukoderonata (MMD) paccmaTpuBaeTcs B Ka4eCTBE TEpanuu

«BTOporo» psana npu UIJI B cinyyae HeBo3MoxHOCTH puMeHenust LD v PTM [25]

ducharus
1. Hapymienne rinotanus (nucdarusi) siBisercs (GakTOpOM pUCKa acIUPAIMOHHOW IMTHEBMOHUH, Te-
YeHHEe U Tepamusi KOTOPOH OCIOKHSAETCS UMMYHOCKOMIIPOMEHTHPOBAHHOCTHIO MAIIMEHTOB, CBSI-
3aHHOM ¢ Tepanueit BeicokuMu no3amu ['K u nurocratukos [12].
2. PexomennoBano nposenenue myibc-repanuu 'K (metunpen 1000mr) N 3 B coueranuu ¢ nepo-

panbHbiM niprieMoM 'K B afgexkBaTHOM f03€.
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3. Tsoxenas I[I/IC(bal"I/ISI ABJICTCS NMOTCHIUAJIIBHBIM IMOKA3aHUCM JIA MPUMCHCHUSA BHYTPUBCHHOI'O

ummyHornoOynuna (BUD') [26].

Kommenmapuu: - nanuuue oucghacuu y oonvuwix IIM/JIM cryscum nogooom onsi npogedenus 6oinee

akmugHo2o onkonoucka (ypoBeHb J10ka3zatejbHocTH C).

SI3BEHHO-HEKPOTHYECKUH BACKYJIUT
Hannune s3BEHHO-HEKPOTHYECKOIO BACKYJIMTA SIBJISIETCS MOKA3aHUEM JJI MPOBEACHMS ITyJIbC-

Tepanuu 1uKiodpochamunom B goze 600-800-1000 Mr B Mecsill B COYETAaHUN METHINPEIHU30IIO-

HOM 500-1000mr.
KoxHblil cunapom

Koxuplii cunzapom npu JIM B coueTaHuu ¢ MPOKCHMAIbHOW MBIIIEUHON CIa0OCThIO OTpa)KaeT aKTHB-

HOCTh 00JIE3HU U, KaK paBuio, KoHTposupyetcs ['K B anexkBaTHBIX 033X B OCTPBIH MEepHO] OOIE3HH.

[Ipy pe3UCTEHTHOM KOKHOM CHHPOMeE, COXpaHSIONEeMCs Ha ()OHE BOCCTAHOBIICHHUS MBIIICIHON
CHJIBI, PEKOMEHIyETCSl NMMPUMEHEHNE aHTHUMASIPUMHBIX TpenapaTtoB (TUAPOKCUXIOPOXHH 1o 200—
400 mr/cyT), Tonuyeckux crepounion [14, 25, 27-30].

Kommenmapuu: - Hajudue pe3uCmeHmHoc0 KOHCHO2O cum)poma u/unu A36EHHO-HEKPOMUYECKO20 8AC-

kyauma y 6onvrwix IIM/JIM crysicum noeodom 01 nposedernus boiee akmueHo20 OHKONOUCKA.

(ypoeenv ookazamenvrnocmu C).

JInxopaaka uim cyopedpunurer
1. Berpeuaercs penko, riaaBHbIM 00pazom npu ACC ¢ ocTpbIM HavanaM OOJIE3HH.
2. Konrpomupyetcst 'K u He TpeOyeT NOMOIHUTENBEHON TEPATTHH.

(yposensv ookazamenvrnocmu B).

Kommenmapuu: - npu nosenenuu cyogedbpunumema (uiu 1uxopaoku) y nayueHmos Ha goue jieue-

Hust I'K 6 nepuoo KiuHuKo-1ab60pamopHoil NOJOHCUMENbHOU OUHAMUKY — UCKTIOYeHUe NPUcoeouHe-
HUs conymcmeyrowel UHpeKyuu.
- He0OX00UMO YUUMbIEAMb AMUNUSM MedeHUs. UHQEKYUOHHBIX OCTONCHEHUN HA (OHe UMMYHOC)-

npeccusnoti mepanuu [31].

IopaxeHnue cycraBoB
1. Hamwuwme aptpura ipu [IM/JIM MoXeT nmpucyTCTBOBaTh B Hadyayie OOJIE3HU. APTPHUTHI BXOIAT B
coctaB cumnroMokomiiekca ACC, xoporo koHTponupytores 'K u He TpeOyroT JOmoIHUTEb-

Horo jeueHus [20].
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2. CrubarenbHble KOHTPAKTYPHhI, KaK MPaBUIIO, JIOKTEBBIX, PEKE KOJICHHBIX CYCTaBOB, Pa3BUBAIOT-

cst B octphiit mepuoa [IM//IM u 00ycioBI€HBI BOCTIAUTEIBHBIM MOPAKEHUEM MBIIICYHOW TKa-

HHU, a HC HCIIOCPCACTBCHHBIM IMOPAXXCHUEM CYCTaBOB. I[OHOJ'IHI/ITCJ'IBHOFO MEIHUKaAMCHTO3HOTI'O

JeueHust He TpedyeTcs.

(yposenw ookazamenvrnocmu C).

Kanbuuno3 Markux tkanei [32-34]

l.
2.

KanpunHo3 MArkux TkaHeil Haubosiee 4acTo NpucyTcTByeT (1 Oosiee arpeccuser) npu FOAM
[losiBneHME MHO>KECTBEHHBIX KaJbL[MHATOB, KaK NPaBUJIO, COIYTCTBYET OCTPOMY TEUEHMIO
[IM/AM. KanpuuHaThl COXpaHAIOTCS HAa (POHE CHMKEHHUS aKTUBHOCTH OOJIE3HU, AaXKe MpPH
JTOCTHKCHHUH KIMHUKO-T1a00paTopHOM peMuccuu 1 Hanbosee BeipaxkeHuu npu FOIM.

ITpu FO/IM, ¢ Lenbpl0 CHMKEHUS PUCKA Pa3BUTHUs KaJbLMHO3a U €r0 PaclHpOCTPAHEHHOCTH

npumensiercs myibc-tepanus 'K B noze 1-2 mr/kr/cyr.

Xupypruueckoe JiedeHne Manod(PQeKTHBHO, MOCKOJIBKY IOBBIIIAET PUCK MPHUCOCTUHECHUS

BTOpH‘IHOﬁ I/IH(i)CKHI/II/I M MOXKCT CIIPOBOLIHUPOBATH MOABJIICHUC HOBBIX KaJIbIIMHATOB.

B kauecTBe MenuKaMEHTO3HOW Tepanmuu MNPUMEHSIOTT Oucdocdonarel (KeuaudoH, ¢oca-
Makc, (hocaBaHC M JIp.), OJHAKO IOJHOI'O KOHTPOJIA HaJl MPOLECCOM TIeTePOTONUYECKOTO
KaJTbIUHOOPa30BaHUs HE JOCTHTACTCA.

Jlnist nedeHust KanblIMHO3a TIPUMEHSIETCS, TAKKe TUHATPHEBAst COJIb STUIICHAMAMUHOTETPAYK-
cycHoit kuciotel (Na,DJITA), obpasyromieil KOMITJIEKCHBIE COSAMHEHUSI ¢ Pa3IMYHBIMU Ka-
THOHAMH, B T.4.c noHamu Ca’" u CIOCOOCTBYET BBIJICTICHUIO UX C MOYOH [35].

Nmerotcst nanapie 00 3GEKTUBHOM MPEIOTBPAIICHUH MIPOTPECCHPOBAHUS KAIbLIMHO3A MIPH
IPUMEHEHUN BHYTPUBEHHOro MMMYyHornoOyiauHa (BUI') B Teuenue 2 qHel kaxaplii Mecsl B

COYETAaHWH C METUJINPEAHU30JI0HOM [34].

(ypoBeHb noka3zareabHocTn C).

TpaanunoHHbIe HMMYHOCYIIPECCHBHBIE NIpenaparTsl, npuMensiemble B jiedenun [IM//IM [10-15]

1. MetoTpekcar no 7,5-25 Mr/Hen BHYTPh WIM BHYTPUBEHHO (IIPU HEAOCTATOYHOU 3P heKTHBHO-

CTU WM TJIOXOH IMEPCHOCUMOCTH IICPOPAJILHOI'O IIpHUEMa Ipcrapara, 0COOEHHO B BBICOKHX J0-

3ax).

2.AzaTuonpuH 1o 2—3 mr/kr/cyt (100-200 mr/cyT)



8
3.Huxnocnopud A (CanaumMmyH) 1o 2,5-5.,0 MI/Kr/CyTKH Ha3HA4YaIOT MAIIMEHTaM C PE3UCTCHT-

HeiMu K ['K dopmamu 3aboneBanusi, B T.4. IPU XPOHHYECKOM TEYCHHUHU OOJIC3HH, CBS3aHHOW C

HEeaJIeKBaTHO Maiol nHunnaibHou no3oii 'K [36,37] (ypoBenb noka3zareabHoctu C).

4. Muxodenonara moperna (MM®). Nmerorcs nanubie 06 sdpdextuBHocT MMO nipu UTLT u
pe3ucTeHTHOM KoKHOM cuHzpoMme [38,39]. [Ipuem HaumHaroT ¢ 10361 1000 Mr/cyT (B 2 mpuema),
MOCTEIIEHHO TUTPYs 03y a0 2000 Mr/cyT moa KOHTPOJIEM IOKa3aresaei o0mero u OnoxuMude-

CKOr'0 aHaJIn30B KpOBH (YpoBeHb A0Ka3aTeabHocTH C).

IHpumeuanue. 061/141/16 npuHyunsvl 1e4erHusl UMMYHOCYNPEeCCUBHbIMU npenapamamu.

- mumposanue 003bl: HA3HAUeHUe ¢ HeDONbULOU 003bl U NOCMENeHHoe ee NoBblueHUe N0O KOHMPO-
JleM nepeHoCUMOCmu.

- KOHMPOJb NePeHOCUMOCMU. OYEHKA VPOBHS 2eMO2N00UHA, YUCAA JIelKOYUmos, mpomooyumos,
azoma mouegunnvl, kpeamununa, akmusnocmu ACT, AJIT. [Ipu ymenvuienuu qucia 1etukoyumos meHee
2,5x10°/n whinu mpomboyumos — menee 100 x 1 0°/n u nosviueruu xkonyenmpayuu ACT, AJIT b6onee uem
6 3 pasa om eepxHeli 2panuybl HOPMbl, JleyeHue HeoOX0OUMO NPEKPAMmumy 00 YCMPAHEHUsL CUMNINOMOS
MOKCUYHOCIU.

- Npu NPUCOEOUHEeHUU UHMEPKYPPEHOMOU UHDEeKYUul, & m.4u. 2epnemuyecKol — 6pemMeHHds. OmmeHa

UMMYHOCYNpecCuernblx npenapanoes 00 ucyes3nosenus ee NPU3HAKOS.

5. IlpumeHeHre BHYTPHMBEHHOr0 UMMYHOr100yauna (BUI') 2 r/kr 1 pa3 B Mecs1l B TeueHue 3 Me-
csues sBisercs 3¢ dexkruBHbIM MeTo0M JeueHus [IM/IM (oco6enno FOIM), pe3aucTeHTHOro K
CTaHJapTHOW Tepanuu. [loJOXKHUTENbHBIN KIMHUKO-Ta00paTOPHBIH APQEKT, MOATBEPIKICHHBIH
mopdonormuecku, gokazan M.C.Dalakas B 1993 r. [TorennmansaeiM okazanueM s BUI sB-
nsiercs Tsokenas nucdarusa. HemoctaTkoM sBIsieTcsl KpaTKOBPEMEHHOCTh 3ddekTa, Tpedyromias

IpOBeIeHUs MOBTOPHBIX HHQY3wmii [10, 26, 40-43].

(YypoBeHb 10Ka3aTejibHOCTH B)

ILnazmadpepes ciiegyeT UCIOIB30BATh INIABHBIM 00pa30M y OOJBHBIX € TSHKEIBIM, PE3UCTEHTHBIM K ApY-

rum meroza nedenus [IM/JIM B couerannu ¢ 'K ¥ IIUTOTOKCUYECKUMH MTpeNapaTaMu.

Hosbie HanpaBJjgenus Tepanuu [IM//JIM. BuoJjiorndyeckue npenaparhbl.

B Hacrosiiiee Bpemsi akTUBHO U3y4aeTcs poiib M MeCTO Ouosnornueckoil repanuu B repanuu [IM//IM.

1 Tpumenenue B Teparnuu [IM/JIM nHrudutopoB pakropa Hekpo3a omyxou o TNF-a
(uHpauKcuMada) HEe TPUHECIO JKETAEMBIX PE3yJbTAaTOB: MOCKOIBKY OH HE CIOCOOEH
KOHTPOJIMPOBATh aKTUBHOCTH Oone3Hu, B ToM uucie UIIJI, a Takke, yBeTHUHUBAIOT PUCK

ONIMOpTYHUCTHYECKNX MHPekmwmii [10, 44].
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2 HNmeroTcs naHHbIE 00 YCHEITHOM IPUMEHEHUH ITaHepleNnTa B KauecTBe crepouacoepe-

raroieit tepanuu [17, 45, 46].

Jdannble cuctemaTnueckux 063opos PKU [15,17]

(YpoBenb nokazareabnoctu C)
3 Ilpumenenue 6J10KaTOPOB KO-cTUMYIAIUU T-muMm@onuToB (adaTamenta) B COUCTAaHUH C

trocynbdat Hatpus npu KOJIM ¢ sI3B€HHO-HEKPOTUYHCKUM BACKYJUTOM M MPOTPECCH-
PYIOIIMM KaJbIIMHO30M OKa3aJjio MOJOXKUTENbHbIN 3 (deKT B BUIe HapacTaHUS MbIIIEY-
HOM CHJTBI, BOCCTAHOBJICHHS IIEJIOCTHOCTH KOXKHBIN TOKPOBOB, CHIKEHHUS MIPOTPECCUPO-
BaHUSI KaJIbIIMHO3a, YTO MO3BOJIWIO CHU3UTH MojaepkuBatontyto no3y ['K [43].

Jdannbie cucrematudeckux 0063opoB PKHU [15,17] (YpoBeHb noka3arejibHO-

ctu C)

4 Ocoboe MecTo cpenu OMOJIOTMUYECKMX MpEnapaToB, HA CETOAHSALIHMNA J€Hb, IPUMEHse-
meix Tipu [IM//IM, 3aHMMaeT ucmoib30BaHWE aHTH B-kierounoit Tepanuu. HaxomeH
IIOJIOKUTENBHBIN OIBIT 110 IpUMeHEHUI0 puTyKcuMada (PTM) y manueHToB ¢ TSXKENbIM
MblleyHbIM nopaxkeHueM u npu ACC ¢ CPA, pesuctenTtHsix k 'K u npumensiemoii pa-
HEe TPAIUIIMOHHON UTOCTaTUYEeCKOM Tepanuu [22-24,47-49]. (YpoBeHb A0Ka3aTelib-

HocTu B)

Kommenmapuu: - [Ipakmuuecku gce agmopvi Onucvléaiom blcokyio agppexmusnocmo PTM
npu IIM/JIM. Tax, na ¢pone mepanuu PTM (8 couemanuu c I'K) nabmooaemcs nonodxcu-
MenbHAs KIUHUKO-TIab0pamopHas OUHAMUKA (YMEHbUEHUE BbIPANCEHHOCTNU KOHNCHO20 CUM-

opoma, HapacmaHnue MoluleyHou cuvl) [47-49].

- B cnyuae npumenenus PTM npu ACC ¢ CPA, nosumusnwiii 3¢pgpexm nabdnooancs 6onee, uem y
70% 601bHbBIX 6 6UOe YeenuyeHus: nokazamenel QYHKYUU HeuHe20 ObIXAHUA.! Y8eudeHus NoKa-
sameneti JKEJI u DLCO, a maxoice ymenvuenust ungpurompamos no KT epyonotl kiemxu.

- Makcumanvhwiii 3¢hghexm pazsusancs uepesz 12 nedenv nocie nepsou uH@y3uu u KOppeiuposa.

co cHudicenuem CD 20 + B knemox [22, 24,48].

Benenne nmanuentoB IIM//IM ¢ XpOHHYECKHMM TeYeHHEM 00J1€3HHM, CBA3AHHLIM ¢ HealeK-

BATHO MaJI0OH MHMIHAJALHOM 1030 'K [43,50]

1. CnoxXHOCTh BEAEHHUS TaKUX MAIIEHTOB OOYCJIOBJIE€HA Pa3BUTUEM IOCTBOCHAINTEIILHON
¢uOpO3HOI U KUPOBOW MHBOJIOLMUYU MBIIIEYHON TKaHH (IIPU HA3HAUYEHUHM HE aJeKBATHOMN
nHumansHoi 1o3sl ['K). B aTom ciydae orcyTcTBYeT (W1 MMHMMAJIEH) BOCTIAJIUTEIbHBIN
KOMIIOHEHT (MHO3MT), SIBISIOIIMNCSA CyOCTpaTOM JUIsl IPOBEAEHUS MPOTHUBOBOCHAIUTEb-

Hol Tepanuu ['K.
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2. KiuHHMYeCKH - COXPaHSETCs MPOKCHMANbHASI MBIIIEYHAS CITa00CTh, OJHAKO MOKA3aTelu
aktuBHOCTH Oone3Hu (ypoBeHb K®K, nanusie u-OMI', Ouonrara MbIlIeYHONH TKAaHU) HE
CBHJIETEJILCTBYIOT B MOJIB3Y TEKYIIErO BOCHAIUTEIBHOTO Mpoliecca.

3. TlpucytctBue puOpO3HOI U KUPOBOK MHBOIIOLNY MBIIIEYHON TKAHU MOATBEPKIACTCS MPU
MPT uccnenoBanuy NPOKCUMAIBHBIX OTAEI0B KOHEUHOCTEM.

4. Tloseimenne 1036l 'K menecoodpa3Ho mpu HATUYHH, XOTS ObI MUHUMAJIBHBIX, TPU3HAKOB
BOCITaJICHUS MBIIICYHON TKaHMU.

5. XponHuueckoe TeueHue 00JIe3HH, CBSI3aHHOE C HeaIeKBaTHO Maoi MHUIMAIbHOU n030ii ['K
SIBJISICTCSI MTOTEHLMAIBHBIM IOKa3aHUEM JUIS MOJKIIOYEHUS UMMYHOCYIIPECCUBHOW TeEpa-

nmuu (L{uknocnopun A, MM®, meToTpekcar, a3aTHOTIPHH) .

Peabuaurannonnnie meponpusitus [1,10,17]
e [IpoBoasTCS B 3aBUCUMOCTH OT CTauH 3a00JIeBaHU
e B octpyio a3y nporuBonokazanbl JI®K u ¢pusuveckne Harpy3ku, npoBoauMbie mamu-
e€HTaMU «4epe3 CHIIY»; TOIYyCKal0TCs TOJIbKO MACCUBHBIC YIPAKHEHUS
e B craguio BbI3JOPOBIICHUS - U30METPUUECKHE, a 3aTEM U30TOHUYECKHE YIIPAKHEHUS

e B XpoHWYECKOH CTaJuH - aHadPOOHBIE YIIPAKHEHUS
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