OBIIEPOCCHUMCKAS OBIIECTBEHHASI OPTAHU3AIIUSA
«(ACCOIIMAIINA PEBMATOJIOI'OB POCCHUN»

denepajbHble KINHUYECKHE PEKOMEHAALNNT
Mo IMATHOCTHUKE M JICUEHHUIO UINONMATHYECKHUX
BOCHAJIUTEJIbHBIX MUONIATHH



CnuMcok cCOKpameHui:

NBM — U nnonatuyeckrue BOCHAJIUTEILHBIE MUOTIATUHN

[IM - ITonmumMuo3ut

JAM — JlepMaTOMHO3UT

FOJAM — KOBeHWIIbHBIN AEPMATOMUO3HUT

ACC — AHTUCUHTETa3HBII CUHIPOM

MCA - Muosut-cneniudpuieckue aHTuTeNa

C3CT — CuctemubIe 3a00JIeBaHMs COSTUHUTEIHLHON TKAaHU
N-OMI" — UronpyaTas 35ekTpoMuorpadus

NILI - MaTepcTUMaibHOE HOPAKEHUE JIETKUX

K®K — Kpearundochokunaza

AJIT — AnanuHaMuHOTpaHcepasza

ACT — AcnapraramuHoTpancdepasa

JIAL - JTakraTaeruaporenesa

MPT - Maruaurto-pe3oHaHCHasi ToMOrpadust

KTBP - KomnbrorepHas Tomorpadus BbICOKOTO pa3penieHus
DA - Oubpo3upyrouuii aaTbBEOIUT

IMACS - International Myositis Assessment and Clinical Studies Group
KEJI — )Ku3HeHHast eMKOCTb JIETKHAX

DLCO - Iuddy3uonnas cnocoOHOCTH JIETKUX

'K — I'mroKkOKOpTUKOUIBI

H® - [uxnodochamua

PTM — Putykcumab

MMO® - Moderuna mukodenonat

BBUI" - BHyTpuBeHHBI HMMYHOTJIOOYJIUH



OraBJjenune

9.
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Metonosnorus

Omnpenenenune UBM

Onunemuonorus UTBM

Knaccudukamus NBM

Juarnoctuueckne kputepuu [IM/JIM u Muo3uTa ¢ BKIFOYCHUSIMHA
JlaboparopHble U UHCTPYMEHTAIbHBIE METOIbI fuarHoctuku [TM//IM
AJNTOPUTM AMATHOCTHYECKOTO TIOUCKA U AU PEepeHIINATbHBIA TUAarHO3
MeToabl OIIEHKHA MBIIIEYHOMN CHIIBI

Jleuenne [IM/IM

9.1 OcHoBHbIe 1Ienu papmakorepanuu [IM//IM

9.2 O0mIHe peKOMEHIAlUH TI0 JICYCHUTO

9.3 Pexomennanuu 1o siedeHuro [IM/JIM cooTBETCTBEHHO HanboJiee TSHKEIbIM CHHIPOMaM

10. PeaGwiMtanimOHHBIE MEPOTIPUATHS U 00pa3oBaHUE OOJIBHBIX



1. MeTtonosaorus

MCTOI[LI, HCIOJIb30BaHHbIC JJIA cﬁopa/ce.ﬂemmn A0Ka3aTECJIbCTB: IIOUCK B 3JICKTPOHHBIX 0azax

JNAaHHBIX.

Onucanue METOA0B, HCITI0Jb30BAHHBIX IJIfA cﬁopa/cenekunn AO0Ka3aTe/IbCTB:

JIOKa3aTeJIbHOW 0a301 JUIsl peKOMEHIAIMi sIBJIseTCs r1yOrnHa myOaukanuii Bomeamux B KoxpaHos-

ckyro oubnmoreky, 6a3pl gaHHBIX EMBASE nu MEDLINE. I'my6una noucka cocrasmisita 10 ner.

MeTO}ILI, HCIOJIB30BAaHHbIC 1JI1 OICHKH Ka4YeCTBa " I‘.]'Iyﬁl/ll-[bl A0Ka3aTe/IbCTB:

e KoHceHcyc 3KkcnepToB

e OileHKa 3HAYUMOCTH B COOTBETCTBUU C PEUTUHOTOBOM CXEMOM

PeiiTuHoroBasi cxema JJil OMEHKH CHJIbI peKOMeH)IaIIHﬁ

cuia ONMCaHUE

A [To meHbIIel Mepe, OAMH MeTaaHalIHW3, cucTeMarnueckuid 063op, unu PKU nanpsimyro npume-
HEHHBIE K 11€JICBOM MOIMYJISIUU U JEMOHCTPUPYIOIIHUM YCTOMUUBOCTD PE3YIbTAaTOB

B ['pynna noka3aTenbCTB, BKIIOYAIONIMX PE3YJIbTAThl UCCICIOBAHUM, HAMPSAMYIO MTPUMEHUMBIE K
[EJIEBOM MOMYJIALNY U AEMOHCTPUPYIOIINX OOIIYI0 YCTOHUYHUBOCTh Pe3yIbTaTOB

C XOpolIo MNPOBEJIEHHBIE HCCIEIOBAHUS CIy4ail-KOHTPOJIb WJIM KOTOPTHBIE HCCIEAOBAHUS CO
CpeaHel BEPOSITHOCTHIO MPUYMHHON B3aUMOCBSI3H

D HeOGounbime numoTHbIE UCCIEAOBaHMS, OMIMCAHKUE CITy4YaeB, MHCHUE DKCIIEPTOB

Onucanue MeToAa BaJNAN3aAIMH peKOMeH)IaIII/Iﬁ

Hacrosiiue pekoMenaanuu B npeABapuUTENbHON BEPCUU OBUIM PELIEH3UPOBAaHbI HE3aBUCUMBIMU
JKCIIEPTAaMH 110 JOCTYITHOCTH Ul IIOHUMAaHUs Bpayeil peBMaTOJIOrOB, Bpauel IIEpBUYHOIO 3BE€HA
Y Y4aCTKOBBIX TEPAIEBTOB, OLEHKU UX BaXKHOCTHU I [IOBCEIHEBHOM MPAKTUKH.

KomMmeHnTapuu, noiaydeHHble OT 3KCIEPTOB CUCTEMATHU3UPOBAINCH U 00CYKIAINCh IpeceaaTe-
JIeM U 4ieHaMHu pabodeil rpynmbl, perucTpUPOBAIUCH U3MEHEHHS KaXKJIOT0 MyHKTa peKOMeH/1a-
uuii. [IpenBaputenbHble peKOMeH1alluu ObUIN MpeACcTaBiIeHbl A Auckyccun Ha Kondepenuun
OI'bY HUNP PAMH, Ha coBemannn OxcneptHoro Cosera Acconuanuy peBMaTonaoros Poccnn

U BBICTABJIEHBI AJIs IIUPOKOTro o0cyxaenus Ha caiire ®I'bY HUNP PAMH u APP.

PatGouyas rpynna

Jlnst okoOHYATEeNbHON peakiui M KOHTPOJIS KauecTBa PEKOMEHIAIMK OBLIN MOBTOPHO MpOaHa-
JU3UPOBAHBI YJIEHAMH paboueil TPYIIbI, KOTOPhIE MPUIILUTH K 3aKIIF0UEHUH, YTO BCE 3aMEeUaHus U
KOMMEHTApUU SKCIEPTOB MPHUHSATHI BO BHUMAHHE, PUCK CHCTEMATHUYECKHX OIIMOOK CBEACH K

MUHHMYMY.

OcCHOBHbIE peKOMEHIAIUU

Cuna pexomennanmii (A-D) npuBoasTcs mpy U3JI0)KEHUN TEKCTa PEKOMEHIAITHIH.




2. Onpenenenne

NnuonaTnyeckne BocnajuTe/JbHbIe MUONATUM — TPYyIMIa XpOHUYECKUX 3a00JIeBaHUM, HEU3-
BECTHOM ATHOJIOTUH, OCHOBHBIM MPOSBICHHEM KOTOPBIX SIBISETCS CHMMETpHYEasi MbIIIEYHAsS CI1ab0CTh
MIPOKCUMAJILHBIX OTJIEJIOB KOHEUHOCTEH, CBSI3aHHAs ¢ BOCHAJICHUEM MOIMEPEYHO-T0JI0CATON MYCKYJaTy-
pel. K HEM oTHOcsaTcs mommmuo3ut (IIM), nepmarommosut (/IM), FOBEHMJIBHBIH JIE€pPMAaTOMHO3UT
(FOJIM); MHO3HUT, COYETAIOIIMICSA ¢ CHCTEMHBIMU 3aboieBanusMu coequauTenbHoil Tkanu (C3CT) (me-
PEKPECTHBIN CHHAPOM); MUO3UT, COYCTAIOIIUNCS C OMyXOJISIMUA; MHO3HUT C BHYTPUKJICTOYHBIMHU BKIJIFOUEC-

HUSIMHU ¥ HEKOTOPEIE JIpyTHe, Ooliee peaKue 3a00aeBaHusl.

Kox no MKB-10:

M 33.1 —nepBUYHBIA UAMONIATUYECKUM 1€PMATOMUO3UT

M 33.2 - nepBUYHBIN UAMOTIATUYECKUMA MTOJTUMHUO3UT

M 33.6 - MHO3HT, COYETAIOIIMIICS CO 3TTOKAYECTBEHHBIMU OITYXOJISIMH
M 33.9 - noAMMHO3UT/ IepPMATOMUO3UT HEYTOYHEHHBIH.

3. DnuaeMnoJI0rus

PacnipocTpaHeHHOCTH M 4acTOTa BapbUPYET B Pa3IMYHbIX HOMyasanusx. CorjiiacHo 3MueMuo-
JIOTUYECKUM HCCIIEIOBAaHUIM, TIOKa3aTesn 3a001eBaeMOCTH Bappupyto ot 2,18 no 7,7 ciay4aeB B o Ha
MUJUTMOH HACEIeHUS KaBKa30UIO0B.

3at6oaeBaemocts IIM//IM nmMeer OMMOIaTbHOE BO3PACTHOE pACIIPEACIICHUE C MUKAaMU B BO3-
pacte a0 15 (toBenwnbHbIA [IM) 1 oT 45 1o 54 net; k Tomy xe 10 50 et Oosee pacpocTpaHEHHBIM
seasierest [IM, gem TIM. B o6mieit koropre 6oabHbIX [IM/JIM npeobnanatot xenmuasl (OK:M -1,5:1,0).
Mmuo3uT ¢ BKIIOYEHUSIMU SBJISIETCSl HauOoJee paclpOCTpPaHEHHBIM MOJATHIIOM y MYX4YuH crapiie 50
JET.

M (pexxe IIM), accouuupyroumecsi ¢ OMyXo0JsIMH, COCTAaBIAIOT pubau3utensHo 20% Beex
CIIy4aeB BOCHAJIUTENbHBIX MUONATUH. OMyX0JId MOTYT pa3BUBAThCs 0 MOSBICHUS MPU3HAKOB UIMOMa-
TUYECKOTO BOCTIAJIUTENIbHOTO MUO3UTA, OJHOBPEMEHHO C HUMU WJIM TOCJe UX NosBieHus. Yacrora 31o-
Ka4eCTBEHHbIX HOBOOOpa3oBanuil npu [IM/IIM B 12 pa3 Beiuie, yeM B nomyiasuuu. OmyXxoiad MOTyT
pa3BHUBaTbCA A0 MOsABIEHUS Npu3zHakoB MIBM, oZHOBpEMEHHO C HUMHM WM IOCIE UX nosBieHus. Ha
¢doHEe 3JI0KaueCTBEHHBIX HOBOOOpazoBanmii vame pa3BuBaetcs [IM, yem [IM. CooTHoleHne MyX9UH 1

JKEeHIINH cocTaBiser 1:1

4. Knaccupukanus HIHONATHYECKHX BOCHATUTEIbHBIX MuonaTuii (mogud. Miller 1994)

1. [TepBuunbIil nauonarnyeckuit noaumMuo3ut (I1IM)

2 [TepBuuHbIi nauoNaTHyecKuit JepMaToMuo3uT (JAM)

3. Mnuo3ut, acconuupoBaHHbli ¢ 1pyrumu cucreMHbiMu C3CT
4 FOBenunbHbIi nepmaromuosut (FOIM)
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D03UHODUITBHBI MHO3HUT

Muo3uT npu BacKyJIuTax

MHUO3UT, COUYETAIOIIUICS CO 3JT0KAY€CTBEHHBIMU OITYXOJISIMU
Muosut ¢ Brmouenusmu (inclusion-body myositis)

I'panynemaTo3HbIA MHO3UT

10. OpOuTaIbHBIA MUO3UT (TJIA3HBIX MBIIIIII)

11. @oKaJIbHBIH (Y3€JIKOBBIN) MHUO3UT

12. Occupunupyronmi MHO3UT

5. JlmarHocTuka.

Huarnoctuka [IM/]IM OCHOBBIBaeTCsI, TJIABHBIM 00pa3oM, Ha JAHHBIX KIMHHUYECKOTO, aHaM-

HECTHYCKOI'O O6CJ'I€)IOB3HI/I${, MBIICYHOM 6I/IOHCI/II/I, a TAKXKE, pe3ylibTaTax J'Ia60paTOpHOl"O n DOJICK-

TpoMuorpaduieckoro (1-OMI) uccnenoBanusl.

BocnanurenbHas MUOIATUS MOKET OBITh 3aI10JI03PEHA Y MALIMEHTOB C CUMMETPUYHON MPOKCH-

MAaJIbHOM MBIILIEYHOM CI1a00CThIO B COUETAHUU C KOKHOM ChIIBbIO WM 0€3 KOXKHOU ChIIIH.

Juarnocrudyeckue kpurepuu [IM//IM, ACC 1 Mu0o3UTA ¢ BKJIIOYECHUAMHA

Knaccuuecknii [IM/IM

ACC

MHuo3uT ¢ BKIIOYEHUAMHU

Bohan, Peter 1975

(IpenBapuTEIbHBIC KPUTEPHH)
Solomon, 2011

Askanas R.C., Di Mauro 1995 [7]

1. CumMerpuyHas NpOKCHMAanbHas
€1a00CTh MBIIII] IJIEYEBOIO U Ta30BO-
TO Iosica, HapacTamouas B TeYeHUE OT
HECKOJBKUX HEJENb 10 HECKOJIBKUX
MECsIIIEB

2. XapakTepHble KOXHbIE H3MEHEHUS
3. NepBUYHO-MBINIEYHbIE H3MEHEHUS
no U-OMI'

4. T'mcronorndeckue  HM3MEHEHHMS
(HEKpO3 W BOCHANUTEIbHAS WH(WIH-
TpaIys MBIILICYHBIX BOJIOKOH)

5. IloBbllIeHHE YPOBHS «MBILIEUHBIX»
dbepmentoB KOK, muorinobuna, anb-
nmonasel, JIAT, ACT, AJIT
Jlocmosepuwiti [IM =4 kpumepus n.I-
4,
Jlocmosepuviii/[M=4
BKAI0UAS 1. 5.
Beposmmuuuii [IM.= 3 kpumepus n.1-4
Beposmnoui JIM= 3 xpumepus, kiio-
yas n.S.

Bosmoorcnviti I[IM=2 kpumepus nl-4.
Bosmoorcnwiti - JIM=2  kpumepus,
eKxmo4asn n.5.

Kpumepus,

Boabmue xpurepun:

1. UIIJI, He cBsA3aHHOE C BIUSHUEM
OKpY’Karomie cpempl, mpodeccuo-
HAJILHOU JIESITeIbHOCTHIO, IPHEMOM
JICKapCTB

2. TIoMMMHO3UT WK JAEPMATOMHO3UT,
cormacHo kpurtepusMm Bohan u
Peter

Mauible KpuTEpHu:
1. ApTpuThI
2. ®enomeH PeitHo.
3. «Pyka MexaHuKa»

1. KniuHu4ecKue: TIUTEIbHOCTh 0OJIb-
nre 6 MecsIeB, BO3pacT Hayajga — Ccrap-
me 30 ner, cimabocTs crubaresneil majib-
1IEB, CUJIa crubaTeneii 3amsicThsi U Hallb-
1eB > pasrudaTeneit
2. JlaGopatopHble:
noBsimeane KOK;

3. Mopdotornueckne: MHBA3HS MOHO-
HYKJICQPHBIMHA BOCHAIUTEIFHBIMU KIICT-
KaM{d HEHEKPOTH3HPOBAaHHBIX MBIIICY-
HBIX BOJIOKOH,  BaKyOJH3HpPOBAaHHBIC
MBIIICYHBIC BOJIOKHA WIIN BHYTPHUKIJIC-
TOYHBIE IEMO3UTHI aMuaonga i 15-18
HMTYOYJIO(QHIaAMEHTBl Ha 3JEKTPOHHOM
MHUKDPOCKOITHH;
4.JdaexkTpomuorpadguueckKue: MpHU3Ha-
KA BOCIAJIMTEILHOU MHOIIATHH, HO BO3-
MOXXKHO HaJlUYUe YBEIUYCHHBIX IO
HEBPOT€HHOMY THUITY IIOTCHIIUAIOB

HC3HAYUTCJIBHOC

6. JlaGopaTopHO- HHCTPYMEHTAIbHbIE METO/AbI HCCIeJOBAHUS

Veemnuenue KOK, AJIT, ACT, JII'.

AyTtoanTHuTena oOHapyXUBarOTCs B ChIBOpoTKe nauueHToB 50% I[IM/AM. IlpucyrcrBue muo-

SUT-aCCOMHUPOBAHHBIX aHTUTCII Ha6HIOJIaeTCH " IIPpU JPYTrUux pEBMATUYCCKHUX 3a0oneBanusax. K uum ot-
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HocsTCs: aHTHHYKIeapHble anTutena (AHA), antu-Ul pubonykneonporeuansie (antu-Ul-RNP) an-

TuTena, Koropsie nipu [IM/JIM obHapyxuBatotes B 52%, 12% u 11%, coorBerctBeHHO. Anti-PM/Scl
aHTHUTEJIa ONPEAETSIOTCSA y OKOJIO 8% ManueHTOB ¢ 3a00JIeBaHUEM, NTPEACTABICHHOM (EHOTUITNYECKUMU
YepTaMy MOJTMMHO3UTA U CHCTEMHOMN CKJICPOACPMUH.

Muosut-cienududeckue aHTUTEeNa BBISBISIOTCS TOJIBKO Tpu MBM 1 MapkepyroT KIMHUYECKHE

¢enotunsl. K HuM otHOCsTCs anTU-MIi-2, Anti-SRP u np. [103UTUBHOCTD IO aHTHCUHTETa3HBIM aHTH-
tenam (antu-Jo-1, anturena PL-7, antu-PL-12, antu- KS, antu-0J, antu-EJ, antu-Zo, aHturena K Tu-
posua — T-PHK — cunTeTase) u conpsikeHa ¢ CAMTOMOKOMILTEKCOM, Ha3biBaeMbiM ACC.

U-DMI" —BbIsiBJICHUE JOKAIM3ALUIO MOPAKEHUS, ONPECICHUE CTENEHU BBIPAXKEHHOCTU Hapy-
HICHHBIX (YHKIMH, CTAJIMU U XapaKTepa MaToJIOTHIYECKOro mporecca. SBiseTcs, Takke, He00X0AUMBIM
METOJIOM JJIsl KOHTPOJIS 32 3P(HEKTUBHOCTHIO TEPAIUU.

KTBP - BbisiBIcHHE BOBJICUYCHHUS JICTOYHOM TKaHH (0T 6a3aibHOro MHEBMOCKIIEpo3a 10 DA).
MPT - panHss quarHocTHKa 3a00JIeBaHus OJ1arofaps BBISBICHUIO OTEKa MBIIICYHON TKAaHH, B T.4.,
J10 MOSIBJIEHUSI KIIMHUYECKUX MTPU3HAKOB OOJIE3HHU.

DYHKIIMOHAILHEIC JIETOYHBIC TECTHI. Cpezm HEWHBA3UBHBIX METOA0B AuarHocTuku MIIJI HanooIee J0-

ctynubiMu U uHpopmatuBHbIMU sBIIsIFOTCS DJIT. IIpu UIDJT pyHkunoHanbHbI poduiab BBISBISET pe-
CTPUKTUBHBIN TUI BEHTWJISLUOHHBIX HapyuieHU. CIUpoOMeTpusi — caMblil MPOCTON M pacpoCTpaHEH-
HBIH MeTOJ (YHKIMOHAIBHON JMArHOCTHKH, MPEIHA3HAYCHHBIN ISl M3MEpPEHHs JIETOUYHBIX 00BEMOB
IPU Pa3JIMYHBIX JbIXaTEJIbHBIX MaHEBpaX, KaK CHOKOMHBIX, TaK U (POPCHUPOBAHHBIX. MeTO MO3BOJISIET
YCTQHOBUTH, CYILECTBYIOT JIM HApYyIIEHUS BEHTWISILIMOHHON (DYHKLUHU, ONPENEIUTh UX TUI (PEeCTPUK-
TUBHBII, OOCTPYKTUBHBIN, CMEIIAHHBIN) U MOHUTOPUPOBATh TeueHue 3a0oseBanusa. Hambosnee BaKHBI-
MU XapaKTepUCTHUKAMU CIUPOMETpUH SIBIISIOTCS (opcupoBanHas ku3HeHHas (PXKEJI) u 06béM dopcu-
poBaHHOTO BbIIOXa 3a nepByro cekyHay (ODPB1). ®XKEJI - makcumanbHblii 00bEM BO3yXa, KOTOPBIi
YeJIOBEK MOYKET BBIJOXHYTh MOCIE MaKCUMalbHO IIyOookoro Broxa. O®B 1- makcuManbHbI 00BEM
BO3/lyXa, KOTOPBIM YeIOBEK MOKET BBIIOXHYTH 3a 1-t0 cekyHaa manéspa ®IKEJI. O6a nokazarens Mo-
I'YT CHWXKAThCSl KaK MPU PECTPUKTUBHBIX, TaK U MPU BBIPAXKEHHBIX OOCTPYKTUBHBIX HapylleHUsX. Bax-
HBIM CIIUPOMETPHUECKUM I[OKa3aTeseM, MO3BOJIOMUM Au(QepeHIpoBaTh OOCTPYKTHUBHBIE U pe-
CTPUKTUBHBbIE HapymieHus, siusgercs otHomeHne ODBI1/DXKEJL, momudukamus unnekca Tuddho,
OOBIYHO BBIPAXKAIOIIASACS B MPOLIEHTAX.

Mopdoaornyeckoe UcclieJ0BaHNE.

B ocnose IIM, JIM u MHO3HUTa ¢ BKIIOUYECHUAMHU JIEKAT PA3JIUYHBIE TATOTCHETUYECKUE MEXaHU3-
Mbl. Tak, 71epMaTOMHO3HUT SBIISETCS KOMILIEMEHT-3aBUCUMOM MUKPOAHTMOIIATUEH, BEAYILEH K paspy-
HICHUIO KaMWUISIPOB, MOBBIIIEHHOW MHQWIBTPAUU IUIa3MONW M BOCHAJIUTENbHBIMHU KJIETKaMU B IMEpU-
daciuKyIsIpHBIX MpOCcTpaHCTBaX. BocnaneHue - NpeuMyecCTBEHHO NEPUBACKYIISIPHOE, HO MOXET BbI-

SBIIATHCS TEPU(PACHUKYIAPHO U COUYETACTCS C MepUpacHUKyIApHON aTpodueil MBIIIEUHBIX BOJOKOH.
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Hanuuue nepudacuukynspHoit arpoduu, qaxe npu OTCYTCTBUU BOCHAJICHHUS, MTOBBIIIAET BEPOATHOCTD

HaJIMYUs 1epMaTOMUO3HUTA.

[Ipy MOMMMHMO3WUTE U CIOPATUICCKOM MHO3HUTE C BKIFOUEHUSMHU B SHJOMU3UH HAOIIOTAFOTCS
MHO>KECTBEHHBIC 04aryd BOCHANCHUS, I¢ BeIBISAIOTCS CD8+T-KkIeTku, KOTOphie MPOHUKAIOT B HEU3Me-
HEHHbIE MBIIIEYHbIE BOJOKHA, 3kcrnpeccupytomue antured MHC-1, xoTopsiii pacnosnaraercss Ha IMo-
BEPXHOCTH OOJBIIMHCTBA BOJIOKOH. Komniexc MHC-1 u CD8+ xapakTepeH s mOJIMMHO3UTA U CIIopa-
JUYECKOT0 MUO3HTA C BKIIOUYCHUSIMH.

BocnanurenbHble M3MEHEHHUS NMPU MUO3UTE C BKIIOYEHHUSIMHU, KaK MpPaBUIIO, 00Jiee 3aMETHBI B
Hauase 3aboneBaHus. B nmanbHeiimem mpeobiafaroT JereHepaTUBHbIE M3MEHEHHs (HAapuUMep «odep-
YEHHBIE» BaKYOJIM, KOHIO-KPAaCHBIM-MIOJIOKUTEIIbHBIE BKJIIOYCHHS, BKIIOYEHUS TyOyno(uiIaMeHTOB).
Kpome toro, ciopaanueckuii MMO3UT C BKJIIOYCHUSIMU OTIMYAETCS HAIMYHUEM BaKyoJIed ¢ 000KOM U
HEKHBIMU JICTIO3UTAMU aMIJION 14, OOBIYHO PACTIOIOKEHHBIMUA BHYTPH WIIH PSIZIOM C BaKyOJISIMH.

7. AJropuTM IMarHOCTUYECKOro nmoucka v q1uddepeHuaibHbIH AUATHO3

[TaTonmornyeckue COCTOSIHUS, KIMHUYECKU MPOSBISIONIUECS OO0 B MBIIIIAX WX MBIIIECYHON
c1a00CThI0, MOTYT OBITH CIEACTBHEM IIUPOKOTO CIEKTpPa Pa3iUYHBIX HEPBHO-MBIIIECUYHBIX 3a00Je-
BaHMM, B KOTOPHIX MMEET MECTO KAaK MOBPEXKICHHE HEMOCPEACTBEHHO MBIIICYHOW TKaHU, TaK U

HepBHOﬁ CHCTCMBbI U1 HCPBHO-MbBIIICYHOT'O CHHaIICa.



AJITOPUTM JMATHOCTHYECKOr0 NMOMCKA M JUu(PPepeHUNATBLHBIH IMATHO3 Y MANUEHTOB C MbI-

me4Ho# cnabocTthio (He momydarommx ['K):

O0bexTHBHAs (MOATBEP KACHHAS TECTHPOBAHNEM)

MBIIIEYHAS ¢J1a00CTh

I'enepanu3oBanHast
KaXGKCI/Iﬂ, MHACTCHHUA (YCI/I—
JUBACTCS TIPU HATPY3KE),
HepPIOI[PI‘IeCKI/Iﬁ napajnud u

Ap.

AccuMMeTpUYHAas
Hesponornueckue 3aboneBanus,
B T.4. lepeOpoBacKyysipHast 60-
JIe3Hb, IeMUCITHHU3UPYIOIIUE
MIOJINHENPONIATUH, KOMIIPECCUOH-
Hasl HelponaTusi, MOHOHeHpona-
THSL U JIP.

HespoJsioruyeckue us-

MCHCHHUSA
Hesponornueckne 3abomneBa-
HHS

KapauonynsMoHanbHbIE 00JIE3HH
Anemus

Xpouuueckast HHOEKIUSI
OHKOIIATOJIOTHS

Henpeccus

JeTpeHnpoBaHHOCTH

ApTtpur

Jlokaan3zoBanHast

dubpomuanrus u np.

CumMmeTpuYHasn
JAucranbHast
IpokcumaibHas [Mepudepuueckas Heitpomna-
THA, 00JI€3HU MOTOPHBIX
HEWDOHOB
v
N-I9MT

IlepBuuyHO-MbIIIEYHBbIE H3MeHeHus + CA

IIM/IM (npu HaIU4MHU J1a00PATOPHBIX U MOP(OTOTHYECKUX

U3MEHEeHN I
1 Uckmtounth: [IM]], MmeTabonuueckue, SHIOKPUHHbBIE, JIEKAPCTBEHHBIE 1
JIPYTHe MUOTIATHH.
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10
MeToabl OIIeHKH MBIIIEYHOH CHJIBI.

MaHyaJ'IBHOG TECTUPOBAHNEC CUJIbI MPOKCUMAJIIBbHBIX U aKCHAJIBHBIX MBI ITPOBOJUTCA COTJIaCHO

pexomenmanusm IMACS u onieruBaercs o 10-u 6anpHOM mkane:

0aJ1IbI ‘ BeinonHsieMble ABHKEHUS
Hem dsusicenusn
0 | Her HMKaKOro COKpaleHusi MbIIILbI
Jsujicenue ¢ 20pu3onmanwvHoli n1OCKocmu
1 YacTuuHBIH 00bEM JIBIKCHHS B TOPU30HTAIBHON TUIOCKOCTH
2 [omHEI 00beM IBMKEHUS B TOPH3OHTAIBHON TNIOCKOCTH
Hesucenue npomug zpasumayuu
3 YacTnyHOE NBMKEHHME TPOTUB I'PABUTALIUU
4 ITonHOE ABM)KEHHE C OCTEIICHHBIM HENPOU3B0AbHbIM ONYCKAHUEM KOHEYHOCIU
5 BonpHOM yaep KUBaeT MO3UIUIO He3 HOCHOPOHHE20 0aGIeHUs
6 BonbHOW ynep KHBaeT MO3ULHIO IPOTHUB 1€2K020 TaBICHUS
7 BonbHOM ymepsKuBaeT MO3HIMIO NP IaBJICHHHU Bpada om 1e2K0 00 YMEPEeHHO20
8 BonbHOM ynep:kuBaeT KOHEYHOCTh NPH YMepeHHOM JasieHuy Bpada
9 BonpHOM ynepkKuBaeT MO3HIMIO MIPH JABJICHUH Bpada OT YMEPEHHOTO JI0 CHIBHOTO
10 BonbHOW ynep:KMBaeT MO3ULMIO IPOTUB CUIBHOTO JABJIEHUS Bpada
9. Jleuenue IIM/IM

9.1. OcnoBHbIe Heau ¢papmakorepanuu IIM/AM

JOCTHKEHUE MOJHOI0 KJIMHUYECKOro OTBeTa (OTCYTCTBUSA KIMHUKO-Ia0OpAaTOPHON aKTHB-
HOCTU B TeUeHHUE, HE MeHee YeM 6 MecsleB Ha (hOHEe Tepaluu) WK PeMHCCHU (OTCYTCTBHUS
KJIIMHUKO-JTA00pAaTOPHOM aKTUBHOCTH B TEUYCHHE, HE MEHee ueM 6 mecsieB Ha (OHE OTMEHBI
tepanuu) (YpoBeHb 10Ka3aTeJIbHOCTH B),

CHIDKEHHE pricka komapouaubix nHdekimii ['K) (ypoBennb qokazarenbnoctu C)

BBISAIBJICHUC 1 CBOCBPEMCHHOC JICUCHUC ITAITUCHTOB C HanOOIbIINM PUCKOM HII

9.2. O01mue peKOMeHIAMH O JIeYeHHI0

e Jleuenne nanueHToB [IM//IM noyHO MPOBOAUTHCS BpauaMHU-PEBMATOIOTaMHU.

e B ciyuae nanmmuus UILJI ¢ @A npu ACC — ¢ npuBI€YEHUEM ITyJIbMOHOJIOTOB U OCHOBBIBAThCS

Ha TCCHOM BSaHMOHeﬁCTBHI/I Bpada ¥ nmanyecHTa

L4 CJ'IC,Z[yeT PCKOMCHAOBAThL IMALIUCHTAM n3oeraTh q)aKTOpOB, KOTOpPBIC MOTYT CIIPOBOLUPOBATH

obocTpeHue 00JI€3HU: OTKA3aThCs OT MPEOBIBAHUS Ha COJHIIE, OT KYPEHHs, OT KOHTAKTOB U WH-

(I)CKI_II/IOHHBIMI/I 60J'IBHBIMI/I, n3oerath (I)I/I3I/ILICCKI/IX " IICUXO0-OMOIMNOHAIBHBIX IMIEPETPY30K.

e CrnenyeT peKOMEHJOBATh MallMEHTaM MCKIIIOUNTH (DaKTOPHI, MOBBIIIAIOIINE PUCK PAa3BUTHS IMO-

60uHbIX 3 dekToB Tepanuu ['K: He ynoTpeOnaTe B MHILY CIaKue MPOIYKTHI, BKIItOYas MeJ U
ciazKue (QPyKThl, MOBBIIIAIOIINE PUCK Pa3BUTHsI CTEPOMIHOTO CaxapHOro AuadeTa, Takxke, uc-
KIIFOYEHHE OCTPOM MUIIM, NMPUMEHEHHE racTPONPOTEKTOPOB C LENbI0 MPEAOTBPAIllEHUs SI3BEH-

HBIX OCJIOKHEHHH (ypoBeHb qokazaTenbHocTh C)

e Bce MalMCHTBI HYKAAKOTCSA B aKTUBHOM HpO(l)I/IJ'IaKTI/IKe " JICUCHUHN TIIOKOKOPTHUKOUJIHOTO OCTC-

onopo3a. [Togdop aHTHOCTEONIOPETUUECKON Tepanuy 3aBUCUT OT PE3yIbTaTOB JEHCUTOMETpUYE-
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CKOT'O HMCCJIeIOBAaHUSI U OLICHKHU JOTOJHUTEIBHBIX (PaKTOPOB pUCKa OCTEONOpo3a (MeHomay3a,

OHIOKPUHHBIC 336OHeBaHI/IH). B 3aBucmmocTt ot HCXOAHBIX OAaHHBIX MHHCpﬂJ’ILHOﬁ IIJIOTHOCTHU

KOCTHOM TKaHM Ha3HA4YaIOTCs npenaparbl KajJblUgd B COYCTAHUHU C BUTAMUHOM I[, NI 3TH KC

npernapaTsl B coOYeTaHuu ¢ buchochanaramu.

e V manuentoB [IM/IIM crnenyer n30erats BHYTPUMBIIICYHBIX HHBEKIUH, MPOBEIEHHE KOTOPBHIX,

3aTparuBas MBINICYHYIO TKaHb, MOXET CII0coOCTBOBATh KakK (bOpMHpOBaHI/IIO IIOCTHHBECKIIMOH-

HBIX KaJbIIMHATOB, TaK OBITH HpH‘lHHOﬁ JIOKHOITIOJIOXKHUTEJIIBHBIX PE3YJIbTAaTOB YPOBHA KpCaTHH-

dochoxunassl (KOK).

e Beaymias poJasn B Jedenuu IIM//IM orBoantcest I'K. OcHoBHLIe npuHinnbl Jeyenus I'K:

Pannee HauaJji0 Tepanuu (B TEUCHUE MEPBBIX 3-X MECSIEB OT Hayajga CUMIITOMOB) aCCOIUH-
pyercs ¢ OJaronpUsSTHBIM MPOTHO30M.

AekBaTHasi HHHIMAJbHAS 103a: B 3aBUCUMOCTH OT TSDKECTH 3a00JIeBaHUS HadajabHAs J10-
3a Kosebsercst oT 1 10 2 MI/Kr/cyT.

ExenneBnbiii npuem ['K.

Cytounyro no3y 'K B Hauane neueHus cienyeT AeNuTh Ha 3 mpuema (OLeHHBAs ee MepPeHo-
CHMOCTB), OJHAKO B TCUCHHE NEPBOI IMOJOBUHBI JHS; 3aTEM IEPEBECTH MAllMCHTA HA TIPHEM
nosiHoM 1036l 'K B yrpeHHHe Yachl.

Ouenka 3¢ ¢ekTUBHOCTH Tepanuu MPOBOJUTHCS uepe3 2-4 Heaenu ot Havyana tepanuu ['K.
[TonoxuTtenbHbI 3hHEKT Tepanmuu pacleHUBACTCS TPH HAYABIIEMCS CHIDKCHHH YPOBHSA
K®K, ACT, AJIT, yMEeHbIIIEHNH WHTEHCUBHOCTH KOKHBIX TPOSBICHHUM, HApPACTAHUH MBbI-

II€YHOU CUJIBI.

Omcymcmeue nonodcumensHol OUHAMUKY 8 meuenue 4 nedenb mpedyem nosmopHo2o npogeode-

HUA OugbqbepeHuuaﬂbHozo ouazHo3a ¢ qbeHomunuquKu CXOAUCUMU HO30]102UAMU, BKIIIOUAIOWUMU 8 KIUHU-

yecKkou KapmuHe MUONAMUYECKUU CUHOPOMAM, 8 M. Y., NepecCMOmMpa MOp@oI02Uu4ecKo20 Mamepuad.

JumTtenbHocth nHMIManabHoM 10361 'K cocrasnser, B cpennem, 2,5-3 mecsiia.

Cuuxenue 1036l I'K Haumnaercst npu HopManu3anuu ypoBHs K®OK B chIBOpOTKE KpOBH,
MCYE3HOBEHUH CITIOHTAHHOM aKTUBHOCTHU Ipu U-OMI', HapacTaHUM MBIIIEYHOM CUJIBI, 00BEMA
JBYDKEHUH M TIPOBOJUTHCS O] CTPOTUM KIMHHUKO-JIa00paTopHbIM KoHTpoJdeM. Jlo3a I'K mo-
CTETIEHHO CHIDKAETCS 10 Y4 J03bI OT UCXOJIHOU B MECHIL, B CPETHEM, 10 %2 - %4 TabyeTKu B 5-
7-10 gHEH 10 AOCTHMIKEHUS MO KUBAIOIIETO YPOBHS. TeMIT CHUKEHUS 3aBUCUT OT UCXOJI-
HoM 7036l I'K m crenenm akTuBHOCTH Oojie3nn. Uem Hinke mo3a 'K, TeM MemiieHHee ee CHU-

KCHUC.

Hoanep:xxkuBaromasn no3a 'K nanusunyansHa: 5-10, pexe 15 Mr/CyTku M 3aBUCHUT OT KITH-

HUKO-UMMYHOJIOTHUECKOTO MOATUIIAa Oose3HH, Bo3pacta OombHOro. IIpum FOAM u3BecTHBI
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12
ClIy4au KIMHUKO-JTA00paTOPHON PeMHUCCHU Ha (POHE JTUTENHHOU OTMEHBI Tepanuu. [lon-

Hast otMeHa ['K y B3pocipIX ManueHToB, Kak MPaBUio, BEEeT K 000CTPEHUIO 0OJIe3HH, Jaxke

€CJIM OHH HCCKOJIBKO JIET HAXOAUJIMCh B COCTOAHHUU ITOJIHOI'O KIMHHUYCCKOI'O OTBETA.

Iyabc-Tepanus 'K y B3pocibIX NAMEHTOB HE sBIsETCS ocHOBomonararomiei mpu [IM//IM u He

CIIYKHUT IIOBOAOM JIA IMIPUMEHCHUSA MCHBIIUX (He a,I[eKBaTHBIX) 03 I'K na3znagaembIx BHYTPb, KaK B OCT-

phlii iepuo] 00JIe3HU, TaK U MPU €€ 000CTPEHUU.

IloTeHIHAJIbHBIE NOKA3AHUS K NOAKJIYE€HUI MMMYHOCYIIPECCUBHOM Tepannuu

9.3.

e [lpuHAmIEKHOCTH OOJBHBIX K KIMHUKO-UMMYHOJIOTHYeCKUM moatunam [IM/IIM, oco-
OEHHOCTBIO KOTOPBIX SABJISETCS 3aBeoMO «I10Xxoi otBeT» Ha Tepanuio ['K: ACC ¢ DA,
y marueHToB aHTuTen Kk SRP

e $3BEHHO-HEKPOTHYECKHUM BACKYJIUT

e OOoctpenue 3aboneBaHusl Ipu CHUKEHUU 10361 ['K

e CTeponape3uCTEHTHOCTh y OOJBHBIX, paHE MOTYYaBIIUX HealeKBaTHO Maiblie 10361 ['K

e HeaddexkrtuBaocts 'K B TeueHue 3-x mecsien

e Tsxenpie modounsie 3hdextsl 'K, numutupyronme Ha3HaueHue anexkBaTHOM 11036l 'K
(HEKOHTPOJMPYEMbIC CaxapHbI JUa0eT WK apTephaibHas THIEPTEH3Us, OCTpas s3Ba

JKCITyaKa, MHOKCCTBCHHBIC OCTCOIMOPECTUUCCKHE HCpCJIOMBI)

PexoMenganuu no Jeuenuio [IM//IM cooTBeTCTBEHHO HAN00J1€€ TAXKEILIM CHHIPOMAM

HILJI ¢ curaapomom DA npu ACC

HauOonee TspkenbIM U 110X0 KOHTposupyeMbiM MoHoTtepanueit I'K npu [IM/IM cunapo-
MoMm siBisiercst ACC. IIoxoil NmporHo3 ompenensercs BOBJICYEHHEM B IATOJIOTHYECKHM

npouecc JierouyHoi Tkanu - UIUI ¢ pazButuem @A.

O0wem Tepanuu U BeIOOp npenapara (B coueranuu ¢ ['K) onpenensiercss Tsoxectsro UITJT
(o manueiM KT u @JIT: dpopcuposannoii )KEJI, DLCO u ¢ yuetom aHamHe3a (paHee mpH-

MCHACMbBIC UMMYHOCYIIPCCCUBHBIC npenapaTLI).

OcnoBHoe MecTo B jedennn UITJI 3anumaer 11®, HazHawaeMblii BHyTpuBeHHO B 03¢ 500

2 2
Mmr/m” -750 mr/m” mr B mecst B couetannu ¢ ['K (yposenws doxazamenvrnocmu A)
JmarenbHOoCcTh LI® nomkHa OBITE HE MEHEe 6 MecsleB (Ypogens doxkazamenvHocmu C)

KonTpomas apdexruBroctu LD ocymecTsisercs mo nuHaMuyeckoi ouenke (1 pa3 B 6 me-
csneB) ¢opcupoBannoit JXKEJI, mokazareneit DLCO (yposenv ookazamenvnocmu A), a

taxoke JaHHbIX KTBP nerkux.
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e [Ipu arpeccuBnom Teuenuu COA npu BoipaxkenHoM cHbkeHuu JKEJI u DLCO, a Taxxke,

B cirydae Hed(ppeKTUBHOCTH paHee mpuMeHseMmon Tepanuu LD, nenecooOpa3Ho nmpuMeHe-

aue PTM.

e [Ipumenenue MM® paccmarpuBaeTcs B KauecTBE Tepamnuu «BToporo» psiaa npu WUILI B

ciy4dae HeBO3MOXHOCTH ipuMenenus Ld nwim PTM

gncggarnﬂ

o Jlucarus sBisierca (HakTOpoM pUCKa aCIUPAMOHHON MHEBMOHUH, TEUCHHUE U Tepamnusi KOTOpoi
OCJIOXKHSIETCS. UMMYHOCKOMIIPOMEHTUPOBAHHOCTBIO MAIlMEHTOB, CBA3aHHOM C Tepamueil BhICO-
kuMmu o3amu ['K 1 nurocratukos.

e PexomennoBaHo nposeaenue mynbe-tepanuu ['K (merunpen 1000mr) N 3 B coderanuu ¢ mnepo-
panbHbM ipueMoM ['K B afexBaTHOI 103€.

e Tspkenas aucdarus sBIsSETCS MOTEHIIMAIBLHBIM Nokazannem BBUT.

Hanuyue oucghazuu y 6onvnvix IIM/JIM cnysicum noeodom 071 nposedenus 6o0lee akmusHo20 OHKONO-
ucka (ypoBeHb qoKa3aTtesbHOCTH [I).

SI3BEHHO-HEKPOTHYECKHIL BACKYJIUT

Hanwuue sS3BEeHHO-HEKPOTHUYECKOTO BACKYJIMTA SIBJISCTCS MOKa3aHWEM Il TIPOBEACHHUS ITYIIbC-
tepanuu nukiIodochamuaom B 1o03e 600-800-1000 Mr B MecsI B COUCTAHUH METHIIIPEITHU30J10-

goM 500-1000mr.

Ko:xublii cunapom npu JIM B coueTaHuu ¢ MPOKCHMaJIbHOW MBILIIEUYHOHN €1a00CThIO OTpaXKaeT aKTUB-

HOCTb 0OJIE3HU U, KaK MpaBui0, KoHTpoaupyerca ['K B agekBaTHBIX 103ax B OCTpPBIN Mepuo/ O0JIe3HH.

[Ipyu pe3McTEHTHOM KOKHOM CHHpPOMeE, COXpPaHSIONIeMCsl Ha ()OHE BOCCTAHOBJIECHUS MBILIEUYHON
CHJIBI, PEKOMEH/IYeTCsI MMPUMEHEHNE aHTUMASIPUIHBIX MpenaparoB (THIPOKCUXIOpoXuH mo 200—
400 mr/cyt), MM®, TonmUYecKHX CTEPOUIOB.

Hanuuue pe3ucmenmnozo KOHCHO20 CUHOPOMA U/UNU S36EHHO-HEKPOMUUECKO20 8ACKYIUMA Y OONIbHbIX
TIM/JIM crystcum nogodom 0 nposedenus 6oniee akmugHoO20 OHKONoUcKa (ypoeens 0oKa3amenbHo-
cmu C).

JInxopaaka uiam cyogeOpuanTeT BCTPEUAIOTCS PeaKo, TIaBHbIM 00pa3zom rmpu ACC ¢ ocTpbIM Hava-

7aM OOJIe3HH.

e Konrpomupyercs 'K u He TpeOyeT JONOTHUTENBHOM Tepanuu (yposens dokazamenvhocmu B).
[Ipu nosenrenuu cyogpedpunumema (unu auxopaoxu) y nayuenmos na goue nevenus I'K 6 nepuoo
KAUHUKO-AO0PAMOPHOU  NOLONCUMENbHOU OUHAMUKU — UCKIIOYEHUEe NPUCOeOUHEHUs CONYMm-
cmeyiowel ungexyuu. Heobxooumo yuumeieams amunusm meuenus UH@GEKYUOHHbIX OCLOHCHe-
HUL Ha pOHe UMMYHOCYNPeCCUBHOL Mepanuu.

IlopaskeHue cycTaBoOB
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Hanuune aptputa npu [IM/IM MoeT npuCyTCTBOBATh B Hayasie 00JIe3HU. APTPUTHI BXOIAT

14

B coctaB cumnromokomiuiekca ACC, xopomo koHTposmpyioTes 'K u He TpeOyroT momoyHu-

TCIIBHOTI'O JICUCHUSI.

CrubarenbHble KOHTPAKTYPhI, KaK ITPABUJIO, JIOKTEBBIX, PCKE KOJICHHBIX CYCTaBOB, pa3BUBAKOTCsA

B ocTpsiid iepuo [IM/JIM u 00yciioBiIeHBI BOCAIMTEIBHBIM ITOPAKEHUEM MBIIICYHON TKaHH, a

HC HCIIOCPCACTBCHHBIM IMOPAKCHUEM CYCTABOB. I[OHOHHI/ITGJIBHOI‘O MCIUKaMCHTO3HOTO JICUCHU A

He TpeOyercs (ypoBeHb fokazarenbHocTu C).

KaablnHo3 MArKNX TKaHel

Kanpunno3 MIrkux TkaHei Hambosee 4acTo NpucyTcTByeT (1 6onee arpeccuseH) npu FOAM
ITossBIEeHNMe MHOXKECTBECHHBIX KaJIbIIMHATOB, KaK IIPaBHJIO, COIIYTCTBYCT OCTPOMY TCUHCHHIO
[IM/AM. KanpuHaThl COXpaHAIOTCS Ha ()OHE CHIDKEHHS aKTUBHOCTH OOJIE3HH, JAaXKe MPH JI0-
CTHKEHUH KIIMHUKO-1a00paTOPHOM peMuccuu 1 Hanbosee BoipakeHnu pu FO/IM.

[Tpu KO/IM, ¢ uenbio CHUXKEHUS PHUCKA Pa3BUTHs KaJbLUHO3a U €ro pacHpOCTPaHEHHOCTH

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

XI/IpprI/I‘leCKOC JICUCHHUC MaHOB(bq)eKTI/IBHO, ITOCKOJIBKY IOBBIMIACT PUCK IIPUCOCANHCHUS

BTOpH‘IHOﬁ I/IH(I)CKI_II/II/I 1 MOXKCT CIIpOBOLUPOBATD ITOABJICHHC HOBBIX KaJIbIIMHATOB.

B kauecTBe MeIUKaMEHTO3HOM Tepanuu MPUMEHSIOTT oucdocdonars! (kcuaudoH, Gocamakc,
docaBaHc M 1p.), OJHAKO TOJHOTO KOHTPOJIS HAJ TMPOIECCOM TeTePOTONMUYECKOrO Kallb-
IUHOOpa30BaHUs HE JJOCTUTACTCHI.

Jlns neyeHus] KambIMHO3a MPUMEHSETCS, TakKe TUHATPUEBAsi COMb ATHICHIUAMHHOTETPayK-
cycHoi kuciotel (Na;2JITA), oOpa3yromieil KOMIIJIEKCHBIE COCTMHEHHS C Pa3TUYHBIMHU KaTH-
oHaMH, B T.4.c noHamu Ca’* u CIOCOOCTBYET BBIJEICHUIO UX C MOYOH.

Nmerorcss nanHble 00 3()PEKTUBHOM MpEAOTBpAIllEHUN MPOTPECCUPOBAHUS KaJbI[MHO3A MPHU
npumeHennun BBUI' B Teuenue 2 qHel kaxablid MECSL B COYETAHUHU C METUIIIPEIHU30JI0HOM

(ypoBenb nokaszarenbHocTH C).

TpaguunoHHLIE HMMVHOCYVIPECCHBHBIC MPenapaThl, npuMeHsgeMblie B Jeuenuu [TM/AM

e MeroTpekcar 1o 7,5-25 Mr/HeJi BHYTpb HJIM BHYTPUBEHHO (TIPH HEOCTATOUHOM 3 (EKTUBHOCTH

WK TJI0XOH IEPEHOCUMOCTH MEPOPaATLHOTO MpHUeMa Iperapara, 0COOEHHO B BRICOKHX J103aX).

¢ Azaruonput no 2—3 mr/kr/cyT (100-200 mr/cyT)

e [{uknocnopun A mo 2,5-5.,0 MI/Kr/CyTkn Ha3HayaroT mauumeHTaMm ¢ pe3ucteHTHbIMH K ['K dop-

MaMH 3360J’I€BaHI/I$I, B T.4. IpU XPOHUYCCKOM TCUCHUH 6OJ'IG3HI/I, CBSI3aHHOM C HE€aJJCKBATHO Ma-

noi naunmansHoi no30it I'K (yposens nokazarensHoctu C).
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e MM®. Nmerorcst nannbie 00 apdextuBHOCTH MM® tipu UITJI 1 pe3ucTeHTHOM KOXKHOM CHH-

npome. [Ipuem HaumHarot ¢ 10361 1000 mMr/cyT (B 2 mpuema), mOCTEEHHO TUTPYA 03y a0 2000
MT/CYT MO/ KOHTPOJIEM IOKa3aTeliel 001ero 1 OMOXMMHUYECKOTO aHAIN30B KPOBH (YPOBEHbB J0-

kazarenbHocTH C).

06114146 npuHyunsvl 1e4eHUA UMMYHOCYNPECCUBHbIMU npenapamamu.

- mumpoganue 003vbl. HA3HAYeHUe C HeOOIbUOU 003bl U NOCMENEeHHOe ee NO8blueHUe OO KOHMPO-
JleM nepeHOCUMOCHIU.

- KOHMPOJIb NEPEeHOCUMOCMU. OYEHKA YPOBHS 2eMO2NI0OUHA, YUCAA NeUKOYUmMos, mpomooyumos,
azoma mouegunsvl, kpeamurnuna, akmusnocmu ACT, AJIT. [Ipu ymenvuenuu qucna 1etikoyumos meHee
2,5x10%/n ulunu mpomboyumos — menee 100 x 1 0°/1 u nosvruenuu xkonyenmpayuu ACT, AJIT 6oree uem
6 3 paza om eepxiell epanuybl HOPMbL, JeueHue HeoOX00UMO NPEeKPAmums 00 YCMPAHeHUs: CUMNIMOMOG
MOKCUYHOCIIU.

- npu NpucoeOUHeHUuU UHMePKyPPEeHOMOU UHGeKyul, 6 m.y. 2epnemuieckol — 6peMeHHAdAsl OmmeHa

UMMYHOCYNpecCuernblx npenapamoes 00 Ucye3nosenus ee NPpU3HAKOS.

[Tpumenenne BBUI 2 1/kr 1 pa3 B mecsi B TeueHue 3 mMecsueB sBisercs 3)(GeKTUBHBIM METOIOM
nedenus [IM/JIM (ocob6ernno FOJ/IM), pe3rcTeHTHOro K CTaHIapTHOW Tepamuu. I[loTeHIHATbLHBIM

noka3anueM ans BBUL sBnsietrcs Tsoxenast nucdarus. (ypoBeHb JI0KazaTteabHocTH B)

H.]IaaMaq)epe3 CJICAYCT UCITIOJIB30BATh I'NIABHBIM o6pa30M y OOJILHBIX C T)I)KéJ'IBIM, PE3UCTCHTHBIM K IpPY-

ruM Metoa aederust [IM//IM B coderanun ¢ ['K 1 IUTOTOKCHYECKUMH TIpenapaTaMHu.

Hosble HanpasJjgenud tepanuu [IM/JIM. BuoJiornyeckue npenaparhbl.

B nHacrosiee BpeMs akTHBHO U3Y4aeTCsl pOJIb M MECTO OMOJIOTHYecKOoi Tepanuu B Teparuu [IM/JIM.

o Ilpumenenue B Tepanuu [IM/[IM nHruéutopoB pakropa Hekpo3a onyxoaun o TNF-a
(undankcumabda) He MPUHECTO JKETaeMbIX PE3yJbTaTOB: MOCKOJIBKY OH HE CIOCOOCH
KOHTPOJIMPOBATh aKTUBHOCTb Oose3HH, B ToM uucie UIJI, a Taxxe, yBeIMUUBAIOT PUCK
onmnopryHucTuieckux nudekiwii [10, 44].

o MWwmerorcs naHHble 00 yCHENIHOM NPUMEHEHUHU 3TaHepuenTa B KauecTBe crepouzcoepe-
raforieit repanuu. (YpoBeHb q0Ka3zaTeJbHOCTH 1)

o Ilpumenenue 010KaTOpPOB KO-cTUMYIALMU T-mumdpounTos (adaTraumenta) B COYETaHUH C
tuocynbgatr Hatpus npu FOIM c s3BEHHO-HEKPOTUYHCKHM BacKYJIMTOM M IPOrPECCH-
PYIOIIMM KaJIbLIMHO30M OKa3ajo IMOJOXKHUTENbHBIH 3(PPEeKT B BUAE HApAaCTaHMs MbILICY-
HOM CHJIbI, BOCCTAHOBJICHUS LEJIOCTHOCTH KOXKHBIN MOKPOBOB, CHMKEHUSI ITPOTPECCHUPO-
BAHUS KaJbIIMHO3a, YTO MO3BOJUJIO CHHU3UTh mojaepxkuBaronryto no3y ['K. (Yposenb

nokasarejbHocTH JI)
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Ocoboe mMecTo cpeau OMOJOTHYECKUX MPEnapaToB, Ha CETOAHALUIHUNA JAE€Hb, IPUMEHS-

embix nipu [IM//IM, 3aHuMaeT MCmoab30BaHWEe aHTU B-kierounoi teparnuu. HakorieH
MOJIOKUTENBHBIN ONBIT 1O MpuMeHeHH0 PTM y manueHToB ¢ TSKeIbIM MBIIIEYHBIM T10-
paxxenueM u pu ACC ¢ CDA, pesucrentHrix k 'K u npumensiemoii panee TpaauliioH-

HOU IIUTOCTATUYECKOM Tepanuu (ypoBeHb JIoKa3zaTeabHOCTH [])

Ipaxmuuecku 6ce asmopwl onucwvleaiom 6vicokyio d¢hgpexkmusnocmo PTM npu [IM//IM. Tax,
nHa ¢one mepanuu PTM (8 couemanuu ¢ I'K) nabniooaemcsi noiojicumenbHas KiuHUKO-
1abopamopHas OuHamuKa (YMeHbuleHue 8blpadiCeHHOCMU KOXCHO20 CUHOPOMA, Hapacmauue

MBIUUEYHOU CUTIBL).

- B ciiyuae npumenenust PTM npu ACC ¢ COA, no3utuBHBIN ekt Habmogancs 6oiee, 4em

y 70% OONBHBIX B BUJC YBEIWYCHHUS IMOKa3aTeNel (YHKIMM BHEIIHETO JBIXaHUS: YBEITHUCHUS

noka3zareneii JKEJI u DLCO, a taxxe ymenbiieHust uHGmibTpaToB 1no KT rpyaHol KIeTKu.

- MakcumanbHblid 3¢ dekT pazBuBaics uepe3 12 Henenb mocie nepBoil HHQY3UU U KOPPeIupo-

BaJs1 co cHmxkenneM CD 20 + B kierok.

Benenne mamuentoB IIM//IM ¢ XpOHHYECKMM TeueHHEM 00JIe3HH, CBI3AHHLIM C HeaJeKBATHO Ma-

JOH MHNIUAJLHOM 10301 'K

CnoXHOCTh BEJCHUSI TaKUX MAIMEHTOB OOYCJIOBJIIEHA Pa3BUTHEM IOCTBOCHAIUTEIBHON
(hbuOpO3HON M KUPOBOW MWHBOJIIOIIMM MBIIICUYHON TKaHHW (IIPH HAa3HAYECHWU HE aJICKBAaTHOM
unumanbHoi 1036l ['K). B aToM ciiydae oTcyTcTBYeT (MM MUHUMAJIEH) BOCTIATUTENbHBIH
KOMITOHEHT (MHUO3UT), SBIISIIONIANACS CyOCTpaTOM JJisi TIPOBEICHUS MPOTUBOBOCTIATIUTEIb-
HoM Tepanmu ['K.

Knunanuecku - coxpaHsieTcs MpoOKCUMalIbHAsI MBIIIIEYHast C1a00CTh, OJTHAKO MOKAa3aTeIN aK-
TUBHOCTH 60se3Hu (ypoBenb KDK, nannbsie u-OMI', Ouonrara MbIIeYHONW TKaHH) HE CBU-
JIETEIIbCTBYIOT B MOJIb3Y TEKYLIErO0 BOCHAIUTEIBHOIO MPOLIECCa.

[IpucyrcTBue GuOPO3HOI U KUPOBOM MHBOIIOIUH MBIIIEYHONM TKAHU MOATBEPXKIAETCS TIPH
MPT uccnenoBaHuu TPOKCUMAIBHBIX OTJAEJI0B KOHEUHOCTEM.

[oBeimenue no3el ['K menecoobpazHo mpu HAIUYUK, XOTs Obl MUHHUMAIBHBIX, IPU3HAKOB
BOCHAJICHUS MBIIIIEYHOM TKAHM.

XpoHuueckoe TeueHre 00JIe3HH, CBA3aHHOE C HealeKBaTHO Malloi MHUIIUanbHOU 10301 ['K
SIBJISICTCSI TTOTEHIIMAIBHBIM IIOKa3aHUEM ISl MOAKIIOYEHUST UMMYHOCYIIPECCUBHOM Tepa-

nuu (Huxnocnopun A, MM®, MmeToTpekcart, a3aTHOIIPHH) .

10. PeabuinTauMoOHHbIEe MEPONPUATHS M 00yYeHUEe MAIUEHTOB.

HpOBOI[HTCH B 3aBUCUMOCTHU OT CTaauN 3a00JIeBaHUSs
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e B ocrpyto pasy nporuBonokasansl JI®K u pusuyeckne Harpy3Ku, NnpoBoIuMblie na-

HHEHTAMH «4epe3 CHJIY»; JOIyCKAIOTCS TOJIbKO MACCUBHBIE YIIPAKHECHUS

e B craguio BbI3JOPOBIEHUS - U30METPUUECKHE, @ 3aTEM U30TOHUUECKHUE YIIPAKHEHUS

e B xpoHnueckoil craguu - aHa3poOHbIE YIPaXKHEHUS
IIpopuiaakruka I'K- ocreonmoposa
ITpenapaTh! Kanbliys B coueTaHue ¢ BUTaMuHOM J[3, Oucdocpanarst
IpodunakTrka si3BEeHHbIX 0CJI0KHEHU I
[MactponpoTekTOps! (MHO3MPOCTON, PAHUTUIUH, OMEIPA30.1)
IIpoduiakTuka crepouaHoro fuadera
Crporoe HcKitOYeHHE NOTPeOIeHUs TPOJYKTOB, COIEPKAILUX IIIOKO3Y, B T.4., CIAJAKUX (PYKTOB, CO-
KOB U HOT'YPTOB.
IIpenocropoxxnocTu: VckiroueHne KOHTaKTa ¢ WHPEKIMOHHBIMU OOJILHBIMU — BO M30€KaHHE MPHCO-
€MHEHUS BTOPUYHOU MH(EKIIHH.
N36eranue ¢uznyeckux neperpy3ok (B octpbiil nepuoa JI®K nporuBomnokasaHa, TOJIbKO IacCHUBHBIE

JIBHKEHUS).
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