HALWNOHAJIbHbIE PEKOMEHOALNA
O JIEMEHWIO N BEOEHWIO TTALMEHTOB
C PEBMATUYECKUMW 3ABOJIEBAHUAMU

CocTaB paboueii rpynmnbl No NOAroToBKe HaLnoHanbHbIX peKomeHAauuii:

Mpod., k. M. H. MapTycesny H.A., npod., 4. m. H. Copoka H.®., npod., a. m. H. TabyT T.10.,
npod., 4. M. H. Pygoin A.C., npod., A. m. H. KyHaep E.B., npod., A. m. H. PygeHko 3.B., npod.,
. M. H. Hexanuuk T.A., goueHT, 4. M. H. Bonkosa M.B., goueHT, K. M. H. [puropuyk E.M., goueHT,
K. M. H. BapoHbKko .A., poueHT, K. M. H. Yk K.A., goueHT, K. M. H. [laBnaosckas E.W., goueHrT,
K. M. H. Anewkesuy A.W., goueHT, K. M. H. ertapesa O.B., goueHT, K. M. H. laBpuneHko J1.H.,
K
K

=

. M. H. lOguHa O.A., goueHT, K. M. H. AnaHacoBuy B.I., goueHT, k. m. H. byrnosa A.E., goueHT,
. M. H. KauaH T.B., goueHT, K. M. H. Manbkesuu J1.H.

LLE/Tb PEKOMEHAALMA

ONTUMM3MPOBaTb MOAXOAbI K MArHOCTUKE, NIEUEHNIO Y BELEHWNIO NALUEHTOB C PEBMA-
TUYECKMMM 3a60NIEBAaHUAMM C YYETOM HaLMOHAbHbIX OCOOEHHOCTEN CUCTEMbI 3 PaBOOX-
paHeHus Pecny6nukn Benapycb 1 cyliecTBYOLWNX HOPMATUBHbIX aKTOB, ONpefenaoLmX ee
pabory.

3A0AUN

BblpaboTaTb eaunHble NoAaxoAbl K TEPMUHONOMMW, NMPUMEHAEMbIM KaccuduKauuam,
KnaccndrKaumoHHbIM/BNAarHOCTUYECKM KpUTepUAM, GOpMYyNMpoBKe AnarHo3a.

Pa3pabotaTb onTManbHble NMOAXOAb! K AMArHOCTMKE U JIEUEHUIO MALNEHTOB C PeBMa-
TUYeCcKUMM 3aboneBaHNAMY Ha OCHOBE CYLLECTBYIOLMX MEXAYHAPOAHbIX PEKOMEeHAL M.

OnTMU3MpPOBaTb B3aMMOAENCTBIE BPayeli-pPeBMATONIOroOB C Bpayamy CMEXHbIX CreLu-
anbHOCTEW C LieNbio YyYLleHNA ANarHOCTUYECKOrO NOMCKA, NeYeHNA N CHKEHUA PUCKa He-
611aronpuATHLIX NCXOLO0B.

ABTOpbI BblpaxaloT 6narofgapHocTb Accoumaummn pesmatonoros Poccum u akagemnky EJ1. HacoHoBy, npesnpeHTy
Accoupnauum peBmaTonoros Poccuu, 3a npefocTaBsieHne BO3MOXHOCTU MCMONb30BaTb PeKkoMeHAaLymn peBMaTonoros
Poccum npv nogrotoBke HaLlmoHanbHbIX pekoMeHpaumii peematonoros benapycu.

K conepxanuio



CNCTEMHAA KPACHAA BOJTHAHKA

CuctemHan KpacHasa BonyaHka (CKB) — 3To xpoHuyeckoe ayToMmMmmMyHHoe 3aboneBaHue, xapak-
Tepu3yloLlleeca WMPOKMM CNEKTPOM KIMHUYECKX NPOABEHWI BCIeACTBUE MNOBbILEHHO NPOAYyK-
Lun opraHoHecneundnyeckmx ayToaHTUTeN K PasfINyHbIM A4EPHbIM aHTUreHaM KNeTOK, YTo NPUBO-
OUT K pa3BUTUI0 UMMYHOBOCMaNUTENbHOMO NpoLecca B PasfiMiHbIX TKaHAX U OpraHax 1 nocreneH-
HOMY pPa3BUTMIO NMONMOPraHHON HefocTaTouHoCTU. 3aboneBaemocTb CKB BapbupyeT B WMPOKOM
AmnanasoHe, COCTaBAA NO AaHHbIM Pa3HbiX aBTOPOB OT 4 Ao 250 HoBbIx ciyyaes Ha 100 000 Hacene-
HuA B rod. CKB valle BCTpeYaeTca y XKeHLMH, YeM Y MY>KUUH (COOTHOLLEHMe COCTaBnAeT NpUMepHO
9:1), 0cO6EHHO B Nepuog MeXay NMofoBblIM CO3peBaHNeM 1 MeHOMay30i. InarHo3 BONYaHKN MOXET
6bITb YCTaHOBEH Ha NOH6OM STane XM3HK, Yalle B Bo3pacTe oT 15 go 45 net. Ha cerogHAWHWI AeHb
OHa 0CTaeTcA HemsneyrMblM 3aboneBaHmem. OgHako cumnTomMbl CKB MOryT KOHTPONMPOBATHLCA CO-
OTBETCTBYIOLLVM JIEYUEHVEM, YTO MO3BOSIAET OONBIUNHCTBY NIOAEN C TaKUM [MAarHO30M BECTU aKTUB-
HY10 XW3Hb. B HacToALLee BpeMsA CyLIeCTBYIOT yCreLiHble GapMaKonornyeckue nogxoabl K 1eueHumto
ZJaHHOW natonoruun. Bmecte ¢ Tem, HeCMOTPA Ha OYeBMAHbIE YCMEX MeAULNHDBI, OCTaloTCcA onpefae-
NneHHble npobnembl BoKpyr CKB, rmaBHO 13 KOTOPbIX ABAAETCA CBOEBPEMEHHAA ANAarHOCTMKa. 3Ta
60ne3Hb MHOTOJIMKa B CBOMX MPOABNEHUAX 1, MaHUPeCTUpyA faneKko He Bceraa TUMMYHO, OCNOX-
HAET CBOI AMArHOCTMKY, NOATBEPXAaA 3BaHMe «BEIMKOrO nMmTaTopa 6onesHein». KU3HEHHbIN 1
coumanbHbIfi MporHo3 npu CKB BO MHOrOM 3aBUCKT OT CKOPOCTU 1 CTeMNeHY BOBJIeYEHUA B MaTONO-
rMYeCKnii NPOoLLeCC PasfINYHbIX OPraHoOB 1 CUCTEM.

Kogbi no MKB-10

M32 CuctemHan KpacHas BonuyaHKa (MCKJIloYeHa KpacHasA BoMYaHKa AnCKonaHas).
M32.0 JlekapcTBeHHasA cucTemMHas KpacHas BONYaHKa.

M32.1 CuctemHan KpacHas BONYaHKa C MopakeHnem OpraHoB Un CUCTEM.

M32.8 ipyrve $opMbl CUCTEMHOW KPaCHOI BOMYaHKM.

M32.9 CuctemHan KpacHasa BonYaHKa HeyTOUHeHHas.

CucremHaa KpacHaa BonuaHka (CKB) - 370 xpoHunyeckoe BocnanutesibHoe ayTOMMMYyHHOe
3aboneBaHve HeN3BECTHOWN 3TUOMOIM, COMPOBOXKAAIOLEECA TMNepnpoayKUMe opraHoHecneum-
buuecKux ayToaHTUTEN, NPUBOASALLEN K MHOFOUMCSIEHHBIM KIMHUYECKM NPOABNIEHVAM C NMOpaxe-
HMeM NoObIX OPraHOB 1 CUCTEM OPraHM3Ma Y HEMPOrHO3UPYEMOMY BOJTHOOGPa3HOMY TEUEHMIO.

Pa6ouas knaccudpunkauums

XapakTep TeueHus:

OCTpbI;

noaoCTpbIN;

XPOHUYECKWIA.

XapakTep TeueHua 6onesHn onpeaensaoT No TeMny BOBIEYEHUA B NATONOMMUYECKUiA npouecc
BHYTPEHHUX opraHoB. [1na xpoHu4yeckoli CKB xapakTepHO NpenMyLLecTBEHHOE NopaxXeHne KON
N CYCTaBOB, BO3MOXHO Hannume KNMHNYECKN HEeBbIPaXKeHHbIX U3MEHEHWIA CO CTOPOHbI OTAEMNbHbIX
BHYTPEHHUX OpraHoB (MMoKapanoancTpodus, ceposnTbl 1 ap.).

Mpw nodocmpoli CKB 06s13aTeNIbHO HaslMume B NepBble MecsiLbl 60M1e3HU OJHOTO UK ABYX BUC-
LiepuToB Mo TNy HedbpuTa, KApPAUTa, MHEBMOHWTA U Ap.

Ocmpas CKB xapaKTepu3yeTcsi NONMOPraHHOCTbIO MOPaXeHWI B NepBble MecsLbl 3ab051eBaHus.

OueHKa aKTUBHOCTU

[ns oueHKn 3pEKTUBHOCTYM NleueHMA U NPOorHo3npoBaHma ncxopos CKB npumeHstoT onpege-
NleHne akTMBHOCTY 3aboneBaHnA, KOTOpas yCTaHAaBNNBAETCA Kak MOTeHLUManbHo obpaTMoe nopa-
YKeHVie OpraHoB 1 CUCTEM, U TabOPaTOPHbIE HAPYLLEHUS, OTPAXKAKOLLME BblpaXKeHHOCTb BOCNaNeHUs
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WK akTMBaLMKN CUCTEMbI UMMYHUTETA. [InA onpeaeneHna akTMBHOCTU NCMOMb3YIOTCA HECKOJIbKO
MeXAYHapOAHO NPU3HaHHbIX NHAEKCOB, Takmx Kak SLEDAI, ECLAM u ap., B KOTOPbIX Hannune Tex
WIW VIHBIX KIMHUYECKMX MPOABNIEHUI U UX BbIPAXXEHHOCTb OLeHMBaloT B 6annax ¢ nocneayowmm
NMoACYETOM CyMMapHoro 6anna.

CTeneHb akTMBHOCTN:

Bblcokas — llI;

ymepeHHas — II;

MUHMManbHadA — |

OcHoBHbIe KNnHn4Yeckne npoasneHna CKB

MopaKeHune KOX1 1 cANM3NCTbIX 060104eK — 3prTeMa nuua B Brae «6aboukmy, SHaHTEMa, Ka-
NUANAPWT, A3BEHHbI CTOMaTUT, Anddy3Han anoneuus, Nonyc-xennmT.

Mopa)xeHne onopHO-ABUraTeNbHOro annapaTta — KpaTkoOBPEeMEHHbIN MUTPUPYIOLWNIA apTPUT
MEJIKUX CYCTaBOB KUCTU, NPexofALLmne crnbaTenbHble KOHTPAKTYpPbl, MUO3NT.

MopakeHune nerknx — N1espuT (Yalle ABYCTOPOHHUIA), OCTPbI THEBMOHMWT, IeroyHble (aibBeo-
NAPHbIE) remopparnu.

MopaxkeHne cepaeyYHO-COCYANCTON CUCTEMbI — NePUKAPANT, MUMOKAaPAWUT, SHAoKapanT Jlnm-
6aHa — Cakca, apTepuanbHasa runepTeH3na (y nauneHToB C rnomepynoHedprTom), BacKynuT, aTe-
poCKnepos.

MopaxeHune XKT - A3BeHHbIN CTOMATUT, GapUHIAT, AUCMENCMYECKIE HAapYyLWIEHUA, acLuT, abao-
MUWHasbHBbIN KPU3, MEPUTOHNUT, MAHKPEATWT, BaCKy/IMT COCYA0B KMLLIEYHMKA.

MopaKeHue NoYeK — BONUYAHOUHbI rnoMepynoHedpuT.

MopaeHue HeHTpanbHo HepBHo cnctembl (LLHC) - pasnnyHble guddysHblie n ovarosble
bopmbl nopakeHnA.

KpoBeTBopHasA cucrema - aHeMus, eiikoneHns, numooneHns, TpomboLUTONeHUA.

KoHcTuTyuMoHanbHble HapyleHunsA (CnabocTb, CHUXKEHME MacChbl TeNa, MMXopagKa) Habnoaa-
I0TCA KaK B AebloTe, Tak U Ha pa3HbIX 3Tanax 3aboneBaHns, Mpu 060CTPEHUN UV NPUCOeANHEHUN
COMNyTCTBYIOLLE NAaTONOT K.

MopaxkeHune cyctaBoB — vacTbili cumntom CKB, xapakTepusyowninca ymepeHHon 6onbio 1
BOCMANNTENIbHbIMU M3MEHeHNAMM (MPenMyLLIeCTBEHHO NyYe3anACTHbIX CYyCTaBOB, MEJIKMX CYCTaBOB
KUCTW N KONEHHBIX), HENMPOAOMKNTENIbHOWN YyTPEHHEN CKOBAaHHOCTBIO U OTCYTCTBUEM 3PO3UBHbIX U3-
MEHEHUI Ha PeHTreHorpaMmmanx.

MopaxkeHune KoKu — BTOPOW MO 4acToTe nocsie nopaxeHuna cyctasos cumntom CKB; BcTpeya-
eTca B 70-80% crnyyasx U MOXeT npeBanunpoBaTh B gebiote 6onesHn y 23-28% nauneHToB. [ep-
MaToNornyecKmne NPoABIEHNA UMEIOT BarkHOe ArnarHocTuyeckoe 3HauyeHne: otoceHcMbunmsaums,
«6abouka», ANCKOUIHbIE BbICbIMAHUA 1 A3BEHHbIA CTOMATUT OTHOCATCA K Kputepuam ACR, Heobxo-
OMMbIM ANA yCTaHOBMIeHMA fOCTOBepHOro anarHosa CKB.

Cepo3uT - NeprKapanT, Mo AaHHbIM ayTOMCUIAHBIX U SXOKapAMorpapryeckux nccnefoBaHun,
pocturaet 60-70%, OfHAKO KNUHMYECKM OYeBULHOE NOpaXkeHre nepunkapaa BCTpeyaeTca npumep-
HO Y Ka)KAoro 4-ro nauneHTa, COnpoBOXAanacb, Kak NpaBuso, 1 ApYrMMy NpU3Hakamm akTMBHOCTY
BOJIYaHOYHOrO npoLiecca.

MopaxkeHune nerknx - Hepepakoe nposasneHne CKB, MoxeT 6blTb CBA3aHO C aKTUBHOCTbIO 3a-
605eBaHunA, CONYTCTBYIOLLE NAaTONOrMeN U BINAHNEM NeKapcTB. BoBneueHne nnespbl B NaTonoru-
yecKkui npouecc BcTpevaeTca y 41-56% nauueHToB. MNneBpanbHas 605ib MOXET OKasaTbCA npep-
BECTHMKOM 060cTpeHnsa CKB, nosaBnATbCA 3a HECKOMbKO Heferb A0 APYroll OpraHHOWN CUMMTOMa-
TUKM N CONPOBOXAATbCA NINXOPAAKON, oAbIWKoM 1 Kawnem. OCTPbI BOMYAHOYUHbIA MHEBMOHUT
BCcTpeyaetca y 1-9% nauymeHTtoB ¢ CKB 1 MO KAMHMYECKON KapTUHE NPaKTUYeCKN He OTANYMM OT
NHGEKLMOHHON NHEBMOHMWN: TMXOPAAKa, Kallesb, OAbILIKA U FTMMNOKCEMUSA, B HEKOTOPbIX ClyyYasnx —
KpOBOXapKaHbe.

MopaxeHne noyek (BonyaHoUHbIN FnomepynoHedput — BrH) ABnAaetca nporHoctnyeckn Hebna-
ronpuaTHbiM npossneHnem CKB. KniHuuyeckn 3Haunmbiii BI'H Habntogaetca y 40-60% nauueHToB.
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CuctemHan KpacHas Bo/lYaHKa

YacToTa NpoABNEHUN CO CTOPOHbI MKeNyAOUYHO-KMWeyHoro TpakTa (PKKT) 3HaunTenbHo Ba-
pbupyeT (0T 1 o 30%), TaK Kak BOJIbLUIMHCTBO UCCNefoBaTeNel CBA3bIBAOT 3TV NPOABEHNA He C
CKB, a c pa3Butrem ocnoxxHeHuin. Hanbonee yacto (o 50% naumeHToB) BCTPEYAKOTCA aHOPEeKCUs,
TOLUHOTA 1 PBOTA, KaK Npu 060CTPeHUsX, Tak U Ha GOHe OCNOXHEHU 6oNe3HN (Hanpumep, ypemunm)
1 nNprieMa nekapcTs. PAg cMMNTOMOB MMeeT OueHb Ba)KHOE 3HaueHMue: Hanpumep, A3BeHHbIN CTo-
MaTUT OTHOCUTCA K ANArHOCTMYECKMM KprTepraM 3aboneBaHnaA 1 BCTPeYaeTCca raBHbIM 06pa3om
B akTMBHOW ¢pa3e CKB, a BaCKyNMT KMLIEYHMKA aCCOLMNPYETCA C BbICOKUMM NOKasaTenamu netanb-
HOCTW.

HeBponornyeckasa cumntomaTmKa — cepbesHoe npossneHne y nauneHtos ¢ CKB. YactoTa
HenponNCNXNaTPUIeCKnx HapyweHun sapbupyet ot 37 o 95%. MNopakeHune LIHC BcTpeyvaetca npu-
MepHo B 10 pa3 yalle, Yem neprdepuryeckoin HepBHON cucTembl, AnddY3Hble NopaxeHnsa — B 4 pasa
yalle No CPaBHEHMIO C OYAroBOW HEBPONOTMYECKOW CUMIMTOMATUKON.

FemaTonornyeckne HapyLlleHUsA BXOAAT B UACIO AnarHocTnyeckmx kputepmes CKB, a Takxke
ABNATCA MapKePaMU TSXKECTU 1 MPOrHOCTUYECKMUN NPeanKTopamu 6o5e3Hn. AyTOMMMYHHas re-
MONUTUYECKAsA aHeMMs 1 TpoMboLuuToneHmus BcTpeyatoTca y 7-13 1 16-27% nauueHTOB COOTBET-
CTBEHHO 1 B GONbLUMHCTBE CllyYaeB ABMAIOTCA TAXENbIMY NpoaBieHnAMM. JleikoneHus (B OCHOB-
HoM numdoneHus) pernctpupyetca npu CKB B 20-50% cnyyaes.

AntTudocponunupHbiin cuHgpom (ADC) — HeBocCnanuTesbHaa ayTOMMMYyHHas MaToNoOrus,
XapaKTepusytoLlanca coYeTaHVeM PeLVAVBMPYIOWMX TPOMOO30B, NaTonormen 6epeMeHHOCTH 1
MOBBILEHHbIMI YPOBHAMM aHTuTen K dochonunugam (a®s). NMpu CKB uacToTa BbiABIEHMS MONO-
xuTtenbHbix adJ1 coctaBnaet ot 10 go 65%, BTopnuHbIN ADC BCTpeyaeTca NPUMEPHO Y KaXaoro
3-ro naumeHTa. MHOrMe KnuHMYeckne 1 nabopatopHble NpusHaku AQC MOryT MMUTUPOBATL Kak
aKTUBHbIE, TaK U HeaKTMBHble npoasneHna CKB.

UHcTpymeHTanbHble meToabl nccneposaHmnsa npu CKB:

JKI;

peHTreHorpadwns opraHoB rpygHO KNeTKY;

PEeHTreHOBCKas KOMMbOTEPHas TOMOrpadus nerkux BbICOKOro paspeLleHus;

peHTreHorpadusa NopakeHHbIX CYyCTaBOB;

Y3 opraHoB 6pIOLIHON NOMOCTU, MOYEK;

Ox0KT;

orac;

Heppobuoncus;

23I;

APA;

CMAT;

BOM.

KoHcynbTauum y3kux cneymnanncTos:

HeBpOJIOT;

Hedpornor;

odTanbmornor;

AepMmaTtosior;

Kapgauonor;

aKyLlep-TMHEKONOor;

remarosor;

SHAOKPVIHONOT U Ap.

JlabopaTtopHble meToAbl UccnefoBaHuA y nauyneHTa c CKB:

= o6WuniA aHanm3 KpoBw;

= OOWKMIA aHANU3 MOYW;

B GUOXMMUYECKUIA aHanu3 KpoBu (06wwmin 6enok, mouyeBuHa, KpeatnHuH, AcT, AnT, 6unupy-
6uH, rnioko3a, CPB, Kanuii, KanbLuia, )Xenes3o, XonecTepuH);
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NpoTenHOrpamma;

IMNAOTPaMMa;

Koarynorpamma;

npo6a Kymbca;

aHanuM3 MoYuM Ha CyTOUHYIO NPOTENHYPUIO (COOTHOLIEeHMe HenoK/KpeaTHUH MOYN);

pacueT nokasatena CK®;

aHanvs moun no HeunnopeHko;

peBmaTouaHbI GpakTop;

CH50, C3, C4;

ummyHonorusa kposu (aHTu-gciHK, AHA, a®J1 - aHTuTena Kk Kapauonunudy IgG n/unmn IgM-

M30TVNOB; aHTUTena K B2-rnukonpotenny | 1gG- n/wnn IgM-n30TMNOB; BONYaHOUHbIN aHTV-

KoarynsaHT; aHTuTeNna K Sm-aHtureHy, puboHykneonpoTenHy, ructoHam, Ro/SS-A v La/SS-B

aHTUreHam);

B yccnefoBaHMe CbIBOPOTKM KPOBU Ha MapKepbl BupycHoro renatuta (HBsAg; HBc-core;
a/HCV - ogHOKpaTHO nepep Ha3HayeHneM LMTOCTaTUYeCKNX MMMYHOAENPEeCCaHTOB);

= BpY;

= RW.

JlabopaTopHas oLleHKa aKTUBHOCTY 3a60n1eBaHNA 1 CTeNeHN NOBPeXAeHUNA:

= 06w aHanm3 KPoBu v nenkoumTapHasa Gopmyna — ANA OLEHKN CTEMNEeHN TAXKECTN U NPOUC-
XoXAeHnsA aHemum (kenesopedurUNTHAA, reMONMTUYECKAA C NMOMNOXKUTENbHBIM TecToM Kym6-
Ca, aHeMnsA XPOHMYECKOro 3aboneBaHus v T. 4.), BbIABNEHUS NENKOMNEHNW, HENTPONEeHMN,
MMbONEHNN N TPOMOOLUTOMNEHUN;

B YTOYHWTb CBA3b reMaToNOrMUYECKNX OTKNOHEHWI C 0COHEHHOCTAMMN NPOBOAUMOTO NleYeHus,
B MepByio ouepefb MMMYHOCYNPECCUBHBIMU NEeKapCTBEHHbIMU cpefcTBaMm (umknodocda-
mug, azatnonpuH, MMO v gp.);

B CKOpPOCTb ocepaHus sputpoumtoB (CO3) BMecTe ¢ C-peakTmBHbIM 6enikom (CPB) moxeT no-
MOUYb OT/INYNTb OBOCTPEHNE BONYAHKM OT UHGEKLMN, rae B OQHOM CJlyYae OXMAAETCs MNo-
BblweHne CO3 ¢ HopmanbHbiM CPB, a B gpyrom nosbiweHre CO3 n CPB. KnnHnyeckn Takoe
pasnuuune MoxeT ObITb 6onee cNoXHbIM, Tak Kak CPB MoxeT 6bITb MOBbILLEH Y NALMEHTOB C
VHTEPKYPPEHTHBIMU MHEKLMAMM, CEPO3UTOM U NPY SPO3UBHOM apTPUTE;

= 1A NaUMeHTOB, NoyyYarLnx MoanduumpyoLme 60n1e3Hb NPOTVBOPEBMaTNYECKNE NeKap-
CTBEHHble CPeACTBa, 06A3aTeNbHbIM ABNAETCA KOHTPOSb 3a GYHKLMOHaNbHBIM COCTOAHMEM
neyeHn. OHO MOXET HapyLaTbCA BTOPUUYHO BCIEACTBME NPUEMA HECTEPOUAHBIX NPOTUBO-
BOCMaNUTENIbHbIX CPeACTB UM ayTOMMMYHHOrO 3aboneBaHuA neyeHu;

= 3aHanM3bl MOYM C ONpefeneHneM 3pUTPOLMTOB, NENKOLMTOB, 6eflka U KNeTOUHbIX LUSINH-
APOB ABNAIOTCA NONIE3HbIMM ANA onpefeneHna akTMBHOCTU BOCNaNuTeNbHOro npouecca B
MoYKax, a TakXKe BbIABNEHVA KIMHUYECKN CKPbITOrO 3aboneBaHnsA novek;

B OLEeHKa CYyTOYHOI NpoTemHypun (B TomM yucne no ¢opmynam anbbymuH (MpoTtenH) mouwn/
KpeaTVHUH MOuu) ABNAETCA BaXKHbIM MOMEHTOM B BbISIBJIEHVMW JIATEHTHOrO BOSIYaHOUYHOIO
HedpwuTa 1 ero 060CTpeHMs, a TakxKe YyToUHeHUN 3bPeKTUBHOCTU 1 6e30MacHOCTM NPOBO-
AMMOrO NaToreHeTNYeCcKoro feyeHus;

B oKasaTe/lb CKOpOCTM KnyboukoBon dunbtpaummn (CKD) ABnAeTca BakHbIM B OLIEHKe
bYHKUVMOHANbHOMO COCTOAHMA MOYEK, BbIABEHWU 1 OMpeAeneHnn CTagun MMeloLenca
XpOHUYecKor 6onesHn novek. Pacuet CK® ocywecTBnseTca Mo KAMPEHCY KpeaTMHWMHA
(npoba Pebepra - Tapeesa) nnu no dopmynam (CKD-EPI, MDRD, ¢ ncnonb3oBaHnem uuctatu-
HaCunTp.);

=y NaUWEHTOB CO CTOMKUMM U3MEHEHUAMM B aHasM3ax Moun u/mnun cHuxeHHon CKO npwu

OTCYTCTBMM MPOTUBOMOKA3aHWI peKoMeHayeTca nposefeHne 6uoncmum nouku. Mopdono-

rmyeckas Knaccmdukaumsa BOYAHOUYHOTO HedpUTa, a TakKe OLeHKa MMCTONOrMYeCKNX WH-

[EKCOB aKTVBHOCTU U XPOHKM3aLMX BOMYaHOUYHOIo HedpuTa npriBedeHbl B MpunoxeHun 1.
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MPUNOXEHUE 1

Knaccndukauna sonuyaHouHoro Hepputa (BH) (ISN/RPS 2003)

Knacc I. MnHumanbHbI me3aHrnanbHbii BH.

HopmarnbHble kny6oukn npu CM 1 Hanmuve me3aHrvanbHbIX UMMYHHbIX Aeno3uTtos npu O
n/vnn SM.

Knacc ll. Me3aHrnanbHblli nponndepaTeHblin BH.

Tonbko Me3aHrranbHaa rmnepKIeToYHOCTb NII06ON cTeneHn N/unu paclunmpeHre Me3aHrmasnb-
Horo maTpukca npu CM ¢ npenmyLLeCcTBEHHO Me3aHrManbHbIMA UMMYHHBIMU Aeno31Tamm C OTCyT-
CTBMEM WJIN OYEHb MEJTKMMY N30SIMPOBAHHbIMY Cyb3nuTeNnanbHbIMU U/ cy63HAOTENMANbHBIMM
genosutamu npu O n/vnn M, He onpegendaemble npu CM.

Knacc lll. ®okanbHbii BH (BoBneueHne <50% obLero unicna rnomepyn).

AKTUBHBIN NN HEAKTUBHBIN GOKaNbHbIN, CerMeHTapHbIN U/Unu rnobanbHbI SHAO- U/UNK SKC-
TpaKanuNAPHbIA rnomepynoHedput obbIYHO C GoKanbHbIMU CY63HAOTENMANBHBIMW UMMYHHbBIMU
fenosntamu ¢ nnm 6e3 dokanbHoro nnv AndPysHoOro Me3aHranbHOTO NOBPEXAEHNA.

Knacc Il (A). TonbKo aKkTMBHOE NoBpeXKAeHNe: akTUBHbIN $oKanbHbI nponudepaTsHbii BH:

= (A/C) aKTMBHOE 1 XPOHMYECKOe MOBPEeXAeHMe: aKTUBHbIN U CKNepoTnyecKnin GboKasbHbIN

nponndepatTnBHbIi BH;

®  (C) XxpoHMYEeCKoe HeaKTUBHOE C MMOMepPYAPHbIMU Py6LaMn: HEAaKTUBHBbIN CKIEPOTUYECKII

¢dokanbHbIn BH;

yKa3saHue AONN rMOoMepyn C akTUBHbBIM U CKJIEPOTUYECKMM NOBPeXKAeHEeM;

yKasaHue gonu rnomepyn ¢ GnbpUHOMAHbIM HEKPO3OM W/ KIETOUHbIMW MONyny-
HUAMN.

Knacc IV. Qndoy3Hbin cermeHTapHbin (IV-S) unu rmobanbHeinn (IV-G) BH (BoBneueHne =50% ot
obLero uncna rnomepyn Kak C CerMeHTapHbIM, Tak 1 € rMo6anbHbIM NOpaXXeHnem).

AKTUBHBIN UIN HEAKTUBHBIN ANPQY3HBI CErMEHTapHbIN WU IO6anbHbIN SHAO- /UK SKCTPa-
KanunnAapHbIiA romepynoHedpuT ¢ Auddy3HbIMU Cy63HAOTENMANBHBIMW UMMYHHBIMU AEN03UTaMU
C unu 6e3 Me3aHrmasbHOro NOBPEXAEHMA.

3TOT Knacc pasgeneH Ha aAnddysHblli cermeHTapHblii (IV-S), korga BoBneyeHHble >50% rnome-
pyn UMeIoT cerMeHTapHble nospexaeHus, n anddysHoin rmobanbHbii (IV-G), Korga BoBneyeHHble
>50% rnomepyn ¢ rno6anbHbIMU U3MEHEHUAMMU.

= Knacc IV(A). AKTUBHble N3MeHeHWsA: ANdPY3HbI CerMeHTapHbIN unu rnobanbHbIn nponude-

paTvBHbIn BH.

®  Knacc IV(A/C). AKTUBHbIE U XPOHUYECKME NOBPeXAeHUA: AUPY3HbIN CEerMeHTapHbIA Unu

rnobanbHbii NponudepaTUBHbLIN 1 CKnepoTuyecknin BH.

® Knacc IV(C). HeakTuBHbI C rnomepynsapHbiMy py6uammn: anddysHbin cermeHTapHbIA Unu

rnobasbHbIl CKnepoTuyeckuin BH.

YKasaHuve [oNV roMepys C aKTUBHbBIM 1 CKNepPOTUYECKUM MOBPEXAEHNEM.

YKazaHvie fonv rnomepyn ¢ GrbpMHOMAHBIM HEKPO3OM W/WAN KNETOYHBIMU MONyy-
HUAMN.

Knacc V. MembpaHo3HbIin BH.

Bonbloe KonnuecTBo rNobanbHbIX MY CErMEHTapPHbIX UMMYHHbIX AEMO03UTOB MU UX MOpP-
donornyeckux nocneactaun npy CM n/vnmn U® n/vnn M c unn 6e3 Me3aHrnanbHOro NOBpPeX-
AeHuA.

MoxeT BcTpeuaTbes B kombuHauwmm ¢ Il unu IV knaccom, Yto cnepyet oTMeyaTb.

Knacc VI. TepmuHanbHbIn cknepoTuyeckuin BH.

90% rnomMepy”n NOJIHOCTbIO CKEPO3UPOBaHbI 6e3 pe3nayasnibHON akTUBHOCTU.

Mprmeyarne: CM — ceeToBasa Mukpockonus, Id — ummyHodnioopecueHums, SM — sneKTpoHHas
MUKPOCKONWA.
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HauvoHanbHble pekomeHaaLum

no ne4vyeHnio n BeaeHMo NayneHTOB C peBMaTUYECKUMN 3aboneBaHMAMU

NHpeKcbl akTBHOCTU N XPOHM3auumn

WHpekc akTmBHOCTM (0-24)
DHAOKanuNsapHas rMNepKAeToYHOCTb
JNenkouutapHas nHUNBLTpaLms
Cy63HpaoTennanbHble rmanvHoBble 4eno3unTbl
DOrOPUHOVAHDIV HEKPO3/KapnopeKcmc
KnetouHble nonynyHma

MHTepcTMUmanbHoe BocnaneHne

UHpekc xpounsayum (0-12)
TnomepynapHbIl cKnepos
®Ounbpo3HbIe NonynyHus
Ty6ynapHas atpodus
WHTepcTuymnanbHbiin ¢pnbpos

Mmmyuonormqecmne noKasartenm

(0-3+)
0-3+
0-3+
0-3+
0-3+
0-3+

X2
X2

(0-3+)
(0-3+)
(0-3+)
(0-3+)

= aHTUHYKneapHble aHTUTena (AHA) nonoxutenbHbl y 6o5ee 95% NaLUMeHTOB C BONYAHKOM;
= aHtMTena K asyxuenouveyHon AHK (guHK) sbiaBnaoTca npumepHo y 60% nauneHToB
N MOTyT ONpefenATbCcA C NMOMOLLbI0 MMMyHOPNoopecLeHTHOro TectuposaHua Crihiadia,
ELISA nnn pagnonmmyHHbIM MeToAoM. Y MHOTUX (HO He y Bcex) nauymeHTos ¢ CKB aHTuTena K
AuOHK MoryT KoppennpoBaTb C aKTVBHOCTbIO 3a60/1eBaHus;
= MUHMMasbHOE MoBbileHne aHTuTen K AuJJHK fOMKHO HAaCTOPOXUTb Bpaya B OTHOLLUEHWU
BO3MOXKHOIo 060CTpeHna 1 nobyanTb K 6onee TwatenbHOMy HabnogeHuo, 0cobeHHO npwu
conyTcTBytoLemM nageHun yposHen C3;
= [pyrvie BUAbl ayTOAHTUTEN He FOAATCA B KaYeCTBE MapKepoB aKTVBHOCTMN BONTYaHKM, OAHAKO
MOTYT yKa3blBaTb Ha OCOGEHHOCTU ee NPOoABIEHWIA.

AHTN-RO aHTUTena cBA3aHbl C GOTOCEHCMOUNM3aLMEN, MOJOCTPON KOXHOW BONMYAHKONW U He-
OHaTasIbHbIM BONIYaHOUYHbIM CUHAPOMOM.

Anti-Clg
w ) -
= 2| Anti-UIRNP II Ant
T & [ 4
L 2| Anti-Ro N | S o
:'?t t N / o Anti-P
= Y | ! -
= £ Anti-La \/3.-- — ___,.-"
<] E £ Anti-5m =+ .Y
= & _I B cell | Anti-Henm
Anti-Histone — autoreactivity |
et F
Anti-dsDMAa € /\H _# "'m.__“ o
"y ."'-_-'*-, o 5

)
Anti-phosphalipid .-'I I'-\. Amti-Thy u

F 4
Coombs+  anti-lymphocyte
(lymphopenia)
Anti-blood cell

AyToaHTuTena, BbiiBNfieMble Ha paHHeM 3Tane pa3sutua CKB. XapakTtepHbie ana CKB aHTutena

BblAeNeHbl YepPHbIM LiBETOM. AHTUTENa, CBA3aHHble 06bIYHO C ApyruMmn 3aboneBaHuaMu, — cepbim.

B uenom pa3H006pa3Hb||7| CrMeKTp aHTUTeJ1 CBA3aH C ayTOPeaKTUBHOCTbIO B-J'IIIIM¢OI.|I/ITOB
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CuctemHan KpacHas Bo/lYaHKa

AHTN-La aHTUTENa CBA3aHbI C CONYTCTBYOWMM cuHApomoM LLlerpeHa.

AHTndochonunuAaHblie aHTUTENA YACTO KOPPENUPYIOT C MOBbILIEHHbIM PUCKOM TPOMO0308B,
CMOHTaHHbIM BblKMabllwem unu livedo reticularis.
B QHTMKAPANONUMUNHY;
= B -rnmkonpoTenHy | Tuna.

MonoXmTenbHbI BOMYAaHOUHbIN aHTUKOAryIAHTHbIN TECT.

Y nauneHToB C BONYaHOUHbIM HeppuToM (BH) yacTo oTMeuaeTca n3MeHeHVe YPOBHEeN aHTuTen
K auHK (npucytcTeytoT y o 90% HeneueHbix naumeHToB ¢ BH) n antuten kK C1q (npucyTctayioT y
80-100%), KOTOPble BO MHOTUX CllyYasnX KOPPeNMpYIOT C aKTVBHOCTbIO 3a601eBaHus.

AHTN-SMm aHTUTENa NONOXNTENbHbI Y 80 30% YePHOKOXMX MALMEHTOB U YacTO KOPPENNPYIOT C
BH, Ho He 06s3aTeNIbHO YKa3blBalOT Ha aKTUBHOCTb 3aboneBaHuA.

CoyeTaHme NOBbIWEHHbIX TUTPOB aHTU-AUHK aHTUTen co CHMKEeHHbIMN KOoHUeHTpaumamn C3
KOMMOHEeHTa KOMMJIeMeHTa TeCHO KoppenupyeT C akTMBHOCTbio BH.

KomnnemenT

CHuxeHne B KpoBu ypoBHel C3 n C4 KOMMOHEHTOB KOMIMJIEMEHTa MOXET CBUAETENbCTBOBATb
06 060CTpeHnN 3ab6oneBaHus.

B HekoToOpbIx nabopaTopuax NpeanoynTaloT NCCNeAoBaTb Takue dpakuuy KOMNIeMeHTa, Kak
C3d vnu C4d, KoTopble 6biCTpee 1 Yalle NOBbLILIATCA NPU akTUBHOCTU 3ab0N1eBaHuA.

NmmyHonornyeckas akTuBHocTb CKB MoXeT coxpaHATbCA nNpu ee 6eCcCUMNTOMHOM TeYeHUN

CunTaetcs, uto NpumepHo 75% nauuneHToB ¢ CKB MOCTOAHHO MMEIOT akTMBHOCTb 3ab6oneBaHus.
Tem He MeHee He y BCEX U3 HMX OTMEYAITCA KMHUYECKUe CUMMTOMBbI 3aboneBaHus. Moutn y 6%
NauMeHTOB KNIMHUYeCKNe Npu3Haku 3aboneBaHna MOryT OTCYTCTBOBaTb MPUW HanMuuy ceponoru-
Yeckoln akTMBHOCTU H6onesHun. Takum obpa3om, Npu oLeHke Bpayamm aktneHocTn CKB, gaxe npu
OTCYTCTBMMN CUMNTOMOB, BaXXHO 1cCejoBaTb NabopaTopHble NoKa3aTenu, B TOM Yncie TUTPbI ayTo-
aHTuTen n yposHu C3/C4.

[AwnarHocTnka

[lmarHo3 CMCTEMHOI KpacHOW BONYAHKM [JOMKEH OblTb OBOCHOBAH HanMuMem KIMHUYECKUX
NPOABAEHNI 1 JaHHbIMY NabopaTOPHbIX NCCNeAoBaHWIA. [InA NoATBEPXKAEHUA AnarHo3a Tpebyetca
He MeHee 4 13 11 kpuTtepmnes ACR, 1997 r. (MpunoxeHne 2).

Mpepnaraembliii NnaH A4NA OLLEHKN 1 MOHUTOPMPOBaHuA NnaymneHToB ¢ CKB B pyTUHHOI NpaKTuKe
MeTop oLeHKMN Kaxabiihn Bu3uT ExxerogHo
BILAG
O6wWwwin aHanu3 KPoBu
CO3unCPBb
MoueBuHa, KpeaTUHWH, SNeKTPONNTbI

OyHKUMA neyeHn
Tutp guHK
C3/C4

AHanms moun

All

SF-36

SLICC/ACR

CKO kpeaTnHmH-OTA - +*
DXA - +t

R U i i e R e
|

| I
+ o+

*Y naumeHToB ¢ I'IOﬂ03peHl/leM/ﬂOKa3aHHblM 3aboseBaHyeM novek;
T KoHTponuposatb neyexne npu YCTaHOBJIEHHOM OCTEOMNOPO3€;
WHTEpBan Mexay ckaHamu 6yne1' BapbnpOBaTb B 3aBUCMMOCTN OT TAXKECTN 3aboneBaHus, Hanpumep, ABa pa3a B roa
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MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

MPUNOXEHUE 2

KnaccndukaumonHbie kputepum CKB (ACR, 1997)
1. Cbinb Ha cKynax: GUKCMPOBAHHas 3puTeMa, C TeHAEHUMEN K pacnpoCTPaHeHIo Ha HOCOryBOHyio
30HY.
2. [nckonpaHas Cbifb: 3pUTEMATO3HbIE NPUMNOAHMMAIOLMNECA BRALWKN C NPUANNAIOWUMUN KOXKHbI-
MU Yewynkammn n GoNNMKyNApHbIMU NPobKamu, Ha CTapbix oYarax BO3MOXHbI aTpoduryeckme
pyoupbi.
DoToceHcnbunmsaums: KoXHas Cbifb, BO3HMKAlOLWAsA B pe3ynbTaTe peakuymmn Ha CONTHEYHbIN CBET.
4. f3Bbl B pOTOBOW MONOCTU: U3bA3BMIEHMSA MOMOCTA PTA UM HOCOTNOTKU, O6bIUHO 6e360N1e3HeH-
Hble.
5. ApTpuT: HE3PO3MBHbIN apPTPUT, NopaxatoLwunin 2 unu 6onee neprdeprnyeckmx cyctasa, NPoABNaA-
oWmnca 60ne3HeHHOCTbIO, OTEKOM 1 BbINOTOM.
6. Ceposur:
nnespuT (NneBpasbHble 60N, N/UK WYM TPEHWUA NNEBPbI, U/ NIeBPasibHbIA BbIMOT);
nepukapauT (LWym TpeHUs nepukKapga npv ayckynbrauum u/unm npusHaku nepukapamta npu
3xoKapguorpadum).
MopaxeHune noyek:
nepcucTMpyioLwasn NpoTenHypusa He meHee 0,5 r/cyTKu;
W/ Vnn LUAVHAPYPUA (3pUTPOLUTapHasd, 3epHUCTaA UK CMeLaHHasn).
MopakeHme LHC:
cymopory;
ncrxo3 (B OTCYTCTBUE Nprema NeKapCTBEHHbIX CPEACTB UM MeTaboMUecKX HapyLIEHWN).
lemaTonornyeckme HapyLlleHus:
remonunTUyecKas aHeMmnsa C PETUKYNOLMTO30M;
nenkoneHna <4,0x10%n (3aperncTprpoBaHHas 2 1 6onee pasa);
Tpomb6oumToneHna <100x10%/n (Npu OTCYTCTBUN NprEMa NeKapCTBEHHbIX CPeACTB).
0. immyHonornyeckme HapyLeHus:
aHTUTena K audHK;
aHTMTENa K Sm-aHTureHy;
aHTUTena K pochonunugam;
MONOXMWTENbHbI TECT HAa BONYAHOUHbIV aHTUKOArynaHT;
CTOKas NOXKHOMONOXUTeNbHAA peakuusa BaccepmaHa (He MeHee 6 mecsAueB) Npu nabopaTopHo
NOATBEPXKAEHHOM OTCYTCTBUM cudunnca.
. MoBblweHne TMTpos AHA (Npy OTCYTCTBUU JleKapcCTs, Bbi3blBAIOLMX BOMYAHOYHOMOLOOHDIN
CYHAPOM).

w

" R N EE—NENEENEONENO®NNEN

—_
—_

WUTOTO: |__|__| n3 11 kpuTepmes.

B cnyuae BKoUeHWA NaLueHTa B KIIMHUYECKOe NCCNIefoBaHe peKoMeHAYeTCA NCNob30BaTh
KnaccudurkauymorHble kputepum SLICC, 2012 (MexayHapoaHasa opraHusauusa coTpygHUYecTBa
KIIMHUK MO CMCTEMHOW KpacHoW BonuaHke — Systemic Lupus International Collaborating Clinics),
COrnacHO KOTOPbIM AnA ycTaHoBneHua amnarHosa CKB Heo6xoanmo He meHee 4 Kputepues, OAUH
N3 KOTOPbIX 06A3aTeNbHO JOMKEH ObITb UMMyHOIOrMYecKM (nioboii 13: aHTuTena K auHK, AHA,
aHTUTeNna K Sm-aHTUreHy, KapAuoNunNuHy, H13kue yposHu C3 n/unm C4 KOMNOHEHTOB KOMIMJIEMEHTa
B Kposw) (MpunoxeHue 3).
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MPUNOXEHUE 3

KnaccudumkaymonHbie kputepum CKB (SLICC, 2012 r.)

KIMHUYECKUE KPUTEPUN:
1 OcTpoe, akTUBHOE MopaKeHNe KOXW:

O Cbinb Ha CKynax (He yunTblBaloTCA ANCKOMAHbIE BbiCbINaHWA)

0 BynnesHble BbiCbiNaHnA

O ToKcnmyeckuin anmaepmManbHbIi HEKPO3 Kak BapuaHT CKB

0 MakynonanynesHas cbinb

0 DoToceHMbUnU3aLma: KoXKHas CbiMb, BO3HUKAlOLAsA B pe3ysibTaTe peakLuuy Ha COTHEYHbI

cBeT

Wnu nopgocTtpas KoxHas BonuaHKa (HerHAypupoBaHHble NcopriazoGopMHbIe U/Un KPYroBble
a NONNLUKNNYECKre NoBpeXAeHNA, KOTopble NPoxXoaAaT 6e3 obpazoBaHMA Py6LIOB, HO C BO3-
MO>HOW MOCTBOCMANNTENIbHOW AeNUIMeHTaLNeN UK TeNeaHrno3KTa3naMm)

2 XpOoHUnuyecKkas KoxHas BosYaHKa:
0 Knaccmueckas anckonaHas cbinb
O JNlokanu3oBaHHasA (Bbile Wwewn)
O leHepann3oBaHHAA (BbILLE U HUXKE LWEeWN)
TunepTpoduueckne (bopoaaByaTbie) MOPAKEHUS KOXKM
MNaHHMKYnUT
MopakeHne cNU3NCTbIX
OTeuHble 3puTEMATO3HbIE GNIALIKY Ha TyNoBULLe

Kanunnapwutbl (KpacHas BonYaHka 06MOpoXKeHus, FaTYMHCOHA, MPOABAAIOWAACA NOPAXKEHNEM
KOHUYMKOB MasibLieB, YLIHbIX PAKOBUH, MATOUYHBIX M MKPOHOXHbIX 0bnacTei)

O oogogoo

g [nckonpHaa KpacHas BoslYaHKa no Tury KPacHOro ninockoro nuwas unu overlap
KNNHUYECKWUE KPUTEPUN:

A3Bbl CIN3UCTBIX (B OTCYTCTBUE CJieAyoWnX NPUYNH, TaKUX KakK BaCKYNT, 6one3Hb bexueta, I/IHCI)eKLlI/IH
3 BNPYCOM repneca, BocnanutesibHble 3a60neBaHNsA KNLWEYHNKA, peaKTl/IBHbIVI aApTPUT, N yr|0Tpe6neH|/|e
KNCNbIX NULWEeBbIX I'IpOp.yKTOB)

O PoToBoi nonoctn
0 HEGa
0 ek
0 A3blka
O HocoBoii nonoctun

Hepy6uoBas anoneuus (auddysHoe NCTOHYEHNE BOIOC MW NOBbILWEHHAsA XPYMNKOCTb BOSIOC C BUAW-
MbIMU 067I0MaHHbIMMK Y4YacTKamu)

4
(B OTCYTCTBME CreayoLmMX MPUYNH, TaKKX Kak O4aroBas anoneuus, TekapcTBeHHas, BcneacTere aedu-
LWTa »enesa, u aHApPOoreHHas)
5 ApTpuT:
O C/HOBWT C yyacTmem 2 unum 6onee CycTaBOB, XapaKTepusyoLwminca 0TEKOM UK BbIMOTOM
0 Wnn 6onesHeHHOCTb 2 nnn 6onee CycTaBOB U yTPEHHAA CKOBAHHOCTb MO KpaliHel mepe
30 MUHYT
KIMHUYECKUE KPUTEPUN:
6 Cepo3ur:
a TUNWYHbLIA NNeBPUT B TeueHne 6onee uem 1 AHA
0 Mnu nneBpanbHbIii BbINOT
O Mnu wym TpeHna nnespbl
0 TunuuHas nepukapavanbHas 60sb (601b B NONOXKEHNM NEXa, KyNypYLWanca Npy Nonoxe-
HWUW CUASA C HAaKJTOHOM Briepes) B TedeHne 6onee yem 1 gHn
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MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

OKoOHYaHwe Tabnuubl

KINMHUYECKUE KPUTEPUMN:
0 Mnn neprkapaunanbHbIn BbINOT
g Wnw wym TpeHuna nepukappa
0 Wnwu snekTpokapauorpaduyeckrie npusHaku nepukapamTa (B otcyTcTBue cre-

AYIOLUMX NPUYYH, TaKMX Kak UHOEKL S, ypemus, 1 nepukapaut Lipecciepa)

7 MNopaxeHune noyvek:
0 CooTHolleHMe ypOoBHA 6enok/KpeaTuHWH (M1 CyToYHan NpoTenHypus) B Moye, bonee
500 mr 6enka 3a 24 yaca
g Wnu spnuTpoumTbl B MOYe 5 nnv 6onee unu UMNMHAPbLI B MoYe 5 unu 6onee
8 Heponcuxmnyeckme nopaxeHus:
d dnunenTnyecknii NpucTyn
g Mcuxo3
ad MoHo-/nonnHeBpHUT (B OTCYTCTBME APYTUX MPUUMNH, TAKUX KaK NePBUYHBIN BaCKYNT)
g Mwenut
0 MaTonoruna yeprHO-mMo3roBbiX HePBOB / Nepudepunyeckas HellponaTusA (B OTCYTCTBUE ApY-
TUX MPUYUH, TaKMX KaK NepBUYHbIN BaCKYNWUT, UHOEKLM 1 caxapHblii Arabder)
0 OcTpoe HapyLueHre CO3HaHWA (B OTCYTCTBUE APYTUX MPUUMH, B TOM YMCIIE TOKCUYECKNX /
MeTaboNIMUYeCKUX, ypemmnu, NekapcTBeHHbIX)
KJIMHUYECKUE KPUTEPUMN:
9 lemonutuyeckasa aHemus:
10 0 NenkoneHus (<4,0x10°n, no KpaiiHel Mepe, OAVH pa3) (B OTCYTCTBYE APYTVX MPUUVH,
Takux Kak cuHapom Oent, nekapcTBeHHbIE U NOPTasibHasA rMnepTeH3nm)
0 Mnun numéonenuna (<1,0x10%/n, no KpaiHeh Mmepe, OAVH pa3) (B OTCYTCTBUE APYTUX NPU-

1

UMH, TaKUX Kak KOPTUKOCTepoufbl, lekapcTBa U MHeKLMA)

Tpomb6ouuTonerus (<100x10°%/n, No KpaHe mepe, OfMH pas) (B OTCYTCTBUE APYFMX NMPUYNH, TaKNX
KaK NleKapCTBa, NopTasbHas runepreHsns n TpomboTrnueckas TpoMboLMToneHnyecKas nypypa)

MMMYHOJIOrMYECKUE KPUTEPUI:

1

2

ANA BbliLLe ypOBHA Arana3oHa pedepeHc-nabopatopun

Anti-dsDNA Bbllwe ypoBHS Anana3oHa pedepeHc-nabopatopum (Mnm >2-KpaTHOro yBennyeHus
metonom ELISA)

Anti-Sm Hanvune aHTUTEN K AfEPHOMY aHTUreHy Sm

AHTUdOCHONMNMAHDBIE aHTUTENA NONOXKUTENbHbIE, ONPeAeNeHHbIE NI0BbIM 13 CeayIoWKX CNoco-
60B:

0 MonoXnTenbHbIN BONYaHOYHbIA aHTUKOArynAaHT
g JloxxHononoxwutenbHan peakuua Baccepmana
0 CpeHuNN Unn BbICOKUI TUTP aHTUTEN K KapanonunuHy yposHa (IgA, IgG, nnn IgM)
O MonoxutenbHbl pe3ynbTaT TecTa Ha aHTU-B2-rnukonpotenH | (IgA, IgG unn IgM)
Hu3kunin komnemeHT

Huskuin C3

Huskuin C4

Husknin CH50

MonoxutenbHas peakums Kymbca npu oTCyTCTBUM reMOANTNYECKOW aHeMIMN

Kpome Toro, cornacHo kputepuam SLICC (2012), fmarHo3 BONYaHKU MOXET ObITb YCTAaHOBJIEH Y
g ¢ MopdoNormyeckm JokasaHHbIM BOTYAHOUYHbIM HEGPUTOM NpU 0653aTeNIbBHOM HaNNMUYNK UMMY-
Honoruyeckoro mapkepa (AHA n/vnu aHtutena K gulHK).

PekomeHpayeMbli1 6a30Bbiit HA6op NnapameTpoB oLeHKN ncxopos npu CKB:
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AKTUBHOCTb HonesHu;
TAXKECTb 6oNe3Hn (Bblpa)KeHHOCTb noBpexaeHma opraHoB 1 cncTem);
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CuctemHan KpacHas Bo/lYaHKa

B KayecTBO »KU3HW, CBA3aHHOE CO 340POBbeM;

= 060yHble 3pdeKTbl, 06YCIOBNEHHbIE MPYEMOM NIEKAPCTB;

®  pacxofbl Ha JleyeHue.

KnuHuuyeckoe o6cnefgoBaHue naymeHTa

CornacHo pekomeHgaumam EULAR 2010 roga n npasunam GCP B ctaHgapTHOe 06cnejoBaHme
naumeHTa c CKB B peanbHON KNMHNYECKOW NPaKTNKe AOMKHO ObITb BKIIIOUEHO CleaytoLlee.

OueHKa aKTMBHOCTM 3a60N1eBaHUA C UCNOMb30BaHMEM NOObIX BaNMANPOBaHHBIX MHAEKCOB ak-
TuBHocTm CKB:

B OLleHKa CTeneHn NoBPeKAeHUA OPraHoB;

B OLeHKa KayecTBa »KU3HW NauneHTa;

= Hajunume COnyTCTBYIOWMX 3aboneBaHuii;

B TOKCMYHOCTb JIeKapCTBEHHbIX CPEACTB.

OueHka akTnBHOCTM CKB nmeeT orpoMHoe 3HaueHne Ans Bbibopa cxembl neyeHna. MOHUTOPUHT
akTMBHOCTM CKB Ha coBpemeHHOM 3Tarne pa3BuTWA PeBMAToNIorMK BKOYaeT B ceba cneumnanbHO
CO3[aHHble MHCTPYMEHTbI — MHAEKCbl aKTUBHOCTU. Bce coBpemeHHble nHaekcbl aktuBHocTn CKB,
npeAacTaBnsAoLme co60 KOMOMHALMIO KITMHUYECKNX 1 NabopaTOPHbIX NPU3HAKOB BOMYaHKK, Obinn
pa3paboTaHbl C Lenblo CTaHAAPTN3aLnn OLeHKM akTUBHOCTU 3aboneBaHusA. Huxe npusogAaTca He-
KoTopble nHaeKcbl akTneHocTn CKB, npoluealwne BanuaaLmio 1 WWMPOKO UCMONb3YoLWmMeca B MUpOo-
BOW MeAVNLNHCKON Nle4ebHOI 1 HayuHOW NpakTuke (MpunoxeHue 4):

1. VHpeKc akTMBHOCTM 3aboneBaHnA — CUCTEMHasA KpacHasa BonyaHKa — SLE Disease Activity Index

(SLEDAI) (Bombardier u coasr., 1992).

2. M3mepeHune aKTMBHOCTW CUCTEMHOM BoNYaHKM — Systemic Lupus Activity Measure (SLAM) (Liang

1 coaBT., 1989).

3. EBpoMenckui KOHCEHCYC MO OLeHKe akTMBHOCTWM BonuyaHku — European Consensus Lupus

Activity Measurement (ECLAM) (Vitali n coaBT.,, 1992).

4. bBputaHckaa rpynna oueHku BonyaHkn — Classic British Isles Lupus Assessment Group Index

(Classic BILAG) (Hay u coagr., 1993).

SLAM, SLEDAI n ECLAM saBnatoTca rno6anbHbIMU MHAEKCaMW, TOrfa Kak BILAG, ycTaHOBREHHbIN
Ha MpUHUKMNe HamepeHKA Bpaya leunTb «Ccpasy», obecneunsaeT 6onee BCECTOPOHHE KpaTKui 06-
30p [eATeNIbHOCTU MO BOCbMMW OpraHam/cucTeMam.
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HauvoHanbHble pekomeHaaLum
MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

MPUNOXKEHUE 4

WHpeKcbl/aHKeTbl, peKoMmeHAyeMble ANA onpefe/ieHNA aKTUBHOCTU/TAXKECTN COCTOAHNA 3A0POBbA
M KayecTBa XusHu y naynenrtos ¢ CKB

AHrnuiickoe HasBaHue A66peBuartypa
HasBaHmne nHpekca/aHKeTbl Y10 nsmepsaer?
NHAEeKca/aHKeTbl VHAeKca/aHKeTbl
CKB nHAeKkc akTMBHOCTM 6one3Hn | SLE Disease Activity Index SLEDAI AKTVMBHOCTb
Bpuranckas rpynna ouerki British Isles Lupus Activity Score BILAG AKTUBHOCTb
aKTMBHOCTMW BOMYAHKM
M3'\,AepeHme?KTMBHOCTM cuerem- Systemic Lupus Activity Measure SLAM AKTVUBHOCTb
HOW KpacHOW BOMYaHKMN
EBponeickuin KoHceHcyc no rs3- European Consensus Lupus ECLAM AKTUBHOCTD

MEpPEHMIO aKTUBHOCTM BONYaHKN | Activity Measurement

MNHAeKc akTMBHOCTU BONTYAHKN Lupus Activity Index LAI AKTVMBHOCTb

MNHpgeKkc aKTMBHOCTUM GoNe3HM Npu CUCTEMHOW KpacHoil BonuaHke (Systemic Lupus
Erythematosus Disease Activity Index - SLEDAI):

B ABNAETCA HaVMeHee TPYAOEMKUM;

®  BKJoyaeT B ceba 24 npu3Haka, KOTopble oLeHKBatoTcA B 6annax;

= Gornee TAXeNble NPOABNEHNA (MOYEUHble, HEBPOJSIOTMYECKNE, COCYANCTBIE) MOMYYaAIOT B 3TOM

nHaekce 6onee BbICOKMI Gann, HeXenn KoXXHble NPOABNIEHUA, ONpeAensemMble Kak MeHee
TAXenble;

= MaKcuManbHas cymma 6annos paBHa 105.

SELENA-SLEDAI n SLEDAI-2k

WmeloTca aBe moandmKkauum opurmHanbHom Bepcumn SLEDAI, B KOTOPbIX yUMTbIBAIOT HE TOMb-
KO aKTMBHOCTb B fiebtoTe 60Ne3HM 1 B Mepuoapbl ee peLynamBoB, HO 1 AUHAMKKY MpoAomKatoLe-
rocs npouecca C BblAeNEeHNEM YMEPEHHOIO U TAXENOoro BapraHToB ob6ocTperunsa (SELENA-SLEDAI
n SLEDAI-2k). A66peBuraTtypa SELENA nonyyeHa no Ha3BaHUO NPOBOAMUBLLErOCA MCCNefoBaHUA —
Safety of Estrogen in Lupus Erythematosus National Assessment.

SELENA-SLEDAI n SLEDAI-2k

B aT0T MHAeKc BxoauT 24 napameTpa (16 kKnuHuyecknx 1 8 nabopatopHbix nokasatenen CKB).
Kaxpgomy 13 npusHakos CKB, BoLeALwemMy B MHAEKC, TPUCBOEHbI 6ansbl oT 1 fo 8. bonee cepbe3Hble
nposeneHus CKB, Takme Kak NMopakeHue HepBHOW CUCTEMbI, MOYEK, BaCKYuUT, UMetoT 6onee BbiCO-
Kyto 6ansibHylo oUeHKy, yemM apyruve npusHaku. OB MaKCManbHO BO3MOXHbIN cYeT nHAeKca
SLEDAI cocTasnset 105 6annos. Mpu npoBefeH OLeHKM akTUBHOCTY Mo nHaekcy SLEDAI Heobxo-
AMMOo oTmeyvaTb npu3Hakn CKB, KoTopble NPUCYTCTBOBaNM y NaumeHTa B TeuyeHve 28 npeaLwecTsy-
IOLMX OCMOTPY AHEN, HE3aBNCUMO OT UX CTEMEHW TAXKECTU UIIN YNYULIEeHNA/yXyALEHNA COCTOAHUA.
CueT >20 6annoB BCTpeYaeTcs AOCTaTOuHO penko. MosbiweHre SLEDAI>8 o3HavaeT Hanuuuve ak-
TUBHOrO 3aboneBaHus. YeennueHvie SLEDAI mexay ABymA BU3MTaMu Ha >3 6anna MHTepnpeTmpy-
eTcA Kak ymepeHHoe ob6ocTpeHure, Ha >12 6annoB — Kak Taxenoe oboctpeHue CKB. B HacToswee
BpeMs LWMPOKO ncnonb3ytoTca 3 moandukauum niaekca SLEDAI: SLEDAI 2000 (SLEDAI 2K), SELENA-
SLEDAI n Mex-SLEDAL. Mpw npoBefeHNN KNNHNYECKUX NCCNeA0BaHMIN Yallie UCNOoNb3yeTcA MHAEKC
SELENA-SLEDAI.

SELENA-SLEDAI Take, kak n SLEDAI 2K, yunTbiBaeT nepcucTrpyoLlyto akTMBHOCTb, CBA3aHHYIO
C HannyMeMm BbICbINaHUN, A3B CAN3MCTbIX U anoneuun, u BBOAUT Criefylolne N3MeHeHnsa: B «pac-
CTPOWCTBO YepenHO-MO3roBbIX HEPBOB» BKJIIOUAET «rOSIOBOKPYKEHMEY», BHOCUT U3MEHEHNA B Npu-
3HaK «MoBblLleHne NpoTenHypun Ha 0,5 r/cyT» Ha BHOBb BO3HMKLLEE 1 MO3BONAET yUUTbIBATb HaNn-
yve TONIbKO OHOTO U3 NPM3HAaKOB MeBPUTa UM NepuKapAanTa, B OTAMYME OT CyLLeCTBYIOLLEe paHee
Heo6X0AMMOCTY HaNMYmMA KoMnnekca cumnToMos (MpunoxeHue 5).
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MPUNOXEHUE 5

OueHKa NHAEKCa aKTUBHOCTU 3a6oneBaHns NpyU CUCTEMHOIA KpacHoli BonyaHKe (SELENA-

SLEDAI)

OTMeTUTb KBagparT: ecny COCTOAAHNE NPUCYTCTBYeT Ha MOMeHT ocmoTpa UWIN otmeuyanocb B
TeyeHne npeaLwecTByowWnX 28 AHen

3Have-

Hune

146

MpusHak

Cypoporn

Mcunxo3

OpraHunyecknih mos-
roBOW CMHAPOM

HapyuweHua 3peHuna

PaccTtponcTtso ye-
penHbIX HEPBOB

BonuyaHouHan
ronosHas 60sb

OHMK

Backynut

ApTput

Mwosunt

LlI/IJ'II/IH,D,pr B Mo4e

lfematypua

MNpoTtenHypua

OnpepeneHvne

HepaBHee pa3sutne (nocnegHue 28 gHei). ickniouas metabonuye-
CKmne, NHGEKLMOHHbBIE, MeIKaMEHTO3HbIe NMPUYMHBI NN UMetoLLee-
cs HeobpaTumoe nopaxkeHue LIHC

HapyLeHve cnocobHOCTV K HOPManbHOW AeATENbHOCTM MO NpU-
UMHE TAXKENbIX 3MEHEHWI BOCMPUATYA peanbHOCTY.

BkniouaeT rannoyMHaLmm, HapyLleHUA KOHLEHTPaLMK, BbipaeH-
Hble HapyLUEHWA B3avMOCBA3ell, 06eAHeHVe COAepP>KaHUA MbiCTel,
BblpaXKeHHOE anorMyHoe MblllieHne, aHoMaslbHOe, ile30praHn-
30BaHHOE WM KaTaToHUYecKoe noseaeHue. Mckniouan ypemuio v
Me[JMKaMeHTO3Hble MPUYKHbI

M3MeHeHre NcXnyeckomn GyHKLUMM C HapyLIEeHUEM MbILLIEHNS,
NaMATW MW APYTUX MHTENNEKTYanbHbIX GyHKLMIA € ObICTPbIM pas-
BUTMEM U MEHAILLENCA KNNHNYECKOW KapTUHON. BKntoyaeT cnyTaH-
HOCTb CO3HAHMA CO CHUMXEHUEM CMOCOBHOCTU K POKYCMPOBaHMIO
NNV HEBO3MOXKHOCTU YAepaHNA BHUMAHMA Ha OKPY»KaloLeM 1 Kak
MUHUMYM 2 13 ClefyioWmnx MPU3HAKoB: HapyLIeHne BOCNPUATASA,
paccTponcTBO peun, 6ecCoHHULA UKW AHEBHAsA COHMMBOCTb, MOBbI-
LUEHWNE VNN CHUXKEHME NCUXOMOTOPHOW aKTUBHOCTW. MicKntouan me-
Tabonuueckre, NHPEKLMOHHbIE U MEANKAMEHTO3HbIE MPUYMHDI

N3meHeHuna ceTyatku npu CKB. Bknioyasa untongHble Tena, Kpo-
BOM3JIMAHNA B CETYATKY, CEPO3HbI IKCCYAAT UM KPOBOV3NUAHNA
XOPMOHa UM 3pUTeNnbHOro Hepga. Vickntouas runepTeHsmio, MHek-
LIMOHHbIE NN MeVIKaMEHTO3HbIE MPUYNHbI

BHOBb BO3HMKLLAA CEHCOPHAs WM MOTOPHAs HEBPOMATUS, MOpaXxa-
loLLasn YepenHble HepBbl, BK/OYas BONYAHOUHOE BEPTUTO

Taxkenaa nepcncTmpyioLLas rofoBHas 605b, MOXET 6bITb MO TUMY
MUrpeHu, Ho 6e3 oTBeTa Ha HapPKOTUYECKIME aHaNbreTukn

BHOBb pasBuBLIMecs LepebpoBackynsapHble asneHns (OHMK).
Mckniouasa nprunHbl, CBA3aHHbIE C aTEPOCKIEPO30M UM FMNepTeH-
3nen

M3bA3BneHne, raHrpeHa, 6onesHeHHble y3enku Ha nanbLax,
MHbaPKT OKOJIOHOTTeBOV 06/11aCTy, TOUYEUHbIE KPOBOU3NUAHWSA UIN
NpV3HaKKW BaCKynuTa Npy 61uoncym unm aHrmorpadum

Bonee 2 cyctaBoB C Hannumem 601 1 Npr3HaKaMy BoCManeHus
(Hanpumep, 601e3HEHHOCTb NPY Nasbnaummn, OTEYHOCTb MUK Bbl-
nor)

Bonb nnun cnaboctb NPOKCMManbHON MyCKynaTypbl, CBA3aHHas C
noBbllleHVeM KpeaTUHUHGOCHOKMHaA3bI / anfonasbl, Nnu n3mMeHe-
HUA Ha 3NEKTPOMMOrPaMMe, UM AaHHble 61MONCKK, yKasbiBatoLime
Ha MMo3uUT

3epHNCTbIE NIV SPUTPOLIMTAPHbIE LUIVHAPDI

>5 3pUTPOLIUTOB B MO 3peHus. VIckniouas MoYekameHHyo 60-
ne3Hb, HGEKUMIO MY NPoYMNEe NPUYNHDBI

BHOBb pa3BuBLLeeCA WU HefjaBHee MoBbiLLeHWe Ao 6onee
0,5 r/cyTkn
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HauvoHanbHble pekomeHaaLum

no ne4vyeHnio n BeaeHMo NayneHTOB C peBMaTUYECKUMN 3aboneBaHMAMU

OKOHuaHue Tabnnubl

3Have-

Hann-

MpusHak OnpepgeneHne
Hue yne P Pen
4 O Mnypwua >5 nenkouuToB B nosne 3peHus. Mickniovas nHdekumo
5 0 Coinb HoBas, peumansumpytoLas nnv npogomKatoLanca BocnanuTenb-
Has BONYaHOYHas CbiMb
HoBoe, peuuamnsupytoLee nnv npoaoKatoLieecs natonoruye-
2 g Anoneuus CKOe BblMafieHne BOJIOC, Ha OTAENbHbIX yuacTKax unu guddysHoe,
CBA3aHHOE C aKTVBHOW BONYaHKOWM
5 0 A3Bbl CNMM3UCTBIX 060- | HOBbIE, peumarBupyoLMe UK COXPaHALWMECs A3Bbl, 00yCoB-
novek NIeHHble aKTUBHOW BONYaHKOM
Knaccuueckas unu tsxkenas 60nb B rpygHON KneTke, Bbl3BaHHas
2 a Mnesput NNeBpPUTOM, UNW NAeBpPanbHOE YNIOTHEHNE U BbIMNOT, U
HOBOE YTOJILIEHE NNEBPbI, Bbl3BaHHOE BOTYAHKOMN
Knaccuueckasa nnm taxenasa 6onb B 06nacTv nepukapaa, v Ha-
2 O Mepukapant
NMyre BbINOTa, UV NOATBEPXKAEHME Ha SNeKTpoKapanorpamme
2 0 CHWXXeHne Komne- CHuxeHune CH50, C3, nnu C4 Hnxke npefena HOPMbI ANA BbINONHA-
MeHTa loLen aHanu3 nabopatopun
2 0 MoBbiweHwme cBA3bIBa- | >25% cBA3bIBaHMA NpuW aHanu3e no Farr unu Bbilwe npegenos
Hua JHK HOPMbI 417 BbINONHAOLLER aHanu3 nabopatopum
1 d Jlnxopapgka >38 °C. Micknioyasn UHPEKLMOHHbIE MPUYMHDI
1 0 TpombouunToneHus <100 000 TpomboLmTOoB/MM? (MK <100x10° TPOMGOLMTOB/N)
. <3 000 nenkounToB/MM? (NN <3x10° NnenkoumnToB/n).
1 0 JlelikoneHwna

Wckniovasn MegNKaMeHTO3Hble MPUYnHbI

O6Lan oLeHKa (CyMMa BCeX 3HaUYeHNI ANA UMEIOLMXCA NoKa3a-
Tenemn)

EBponenicknit KOHCEHCYC MO U3MepeHuI0 aKTuBHOcTU BonvaHku (European Consensus
Lupus Activity Measurement - ECLAM) ogo6pwvn ana ncnonb3oBaHnA B HayUYHbIX UCCeA0BaHNAX
nHaekc ECLAM, KoTopblli BKtoYaeT B ceba 15 napameTpoB, OLEeHEHHbIX B 6aiiax B COOTBETCTBUN C
KoadduLMeHTaMmn perpeccum, NoayYeHHbIMM NPY NPOBEAEHUN MHOFOMEPHOrO aHanmn3a. SToT WH-
[leKC OTNIMYAETCA OT APYrux TeMm, YTo 6bin pa3paboTaH He SKCNepPTHbIM METOLOM, 3 OCHOBAH Ha pe-
3ynbTaTax 06cnefoBaHUA 6OMbLIOro YMca NaumMeHToB 1 CrelranbHbIX METOAAX CTaTUCTUYECKOTO
aHanusa. MakcumanbHasa cymma 6annos pasHa 10 (MpunoxeHue 6).
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Unpgekc ECLAM

MNMpoasnennsa XapakTepucTnKa nposaBneHnsa Bannbi

1. O6wue nposBneHun: Jlio6oe N3 cnepyoWMX NPOABAEHWIA: 0,5

Jlnxopapgka BasanbHas yTpeHHAA Temnepatypa 37,5 °C, He cBA3aHHasA ¢ MHbeKLUmeln

Yctanoctb Cy6beKTrBHOE oLyLleHNe HeOBbIYHON YCTanocTn

2. CycraBHble NposB- Jlio60e 13 cnepyloWmX NPoABAEHMNIA: 1

neHuA:

ApTput Heapo3uBHbIN apTPUT Kak MUHUMYM ABYX Nepundepuyeckrx CycTaBoB
(nyyesanAcTHble, NACTHOPaNaHroBble UMM NPOKCMMabHble MeXdanaH-
roBble CyCTaBbl)

Pa3suBatowwanca ap- MosBneHve unu ycuneHve 6onemn xapakTepHol IoKanvsaumnm Kak MUHU-

Tpanrua MyM B [IBYX nepudepnyecknx cyctaBax npu oTCyTCTBUN 06beKTUBHbIX
CUMMNTOMOB

3a. AKTUBHbIE CN3N- Jlio60e n3 cnepyoWMX NPOABAEHWIA: 0,5

CTO-KOXHble NPOAB-
neHus:
CbInb Ha ckynax

reHepaJ'II/I3OBaHHaFI CbINb

IuckounaHas cbinb
KoXHbIn BacKynuT
f13Bbl B NONIOCTY pTa
36. PasBuBalmowumecsa

CNIN3NCTO-KOXHbIe
npoaBneHnA

4. Mnosunt*

5.Mepukapgunt

6. Knweusble nposs-
neHmA:

KunweuHbin Backynut
CrepunbHbIi NEPUTOHNT

7.JleroyHble nposB-
neHwus:
Mnesput

MHeBMOHUT

Ycunusarowanca ogpilika

148

DurKcmpoBaHHas spuUTeMa, MNOCKasA UK NPUNOAHNMAIOLAACA, NOKanu-
30BaHHasA Ha CKynax C TeHAeHLMel K pacnpoCcTpaHeHNIo Mo Hanpasne-
HUMIO K HOCOTYBHbIM CKNafikam

MakynonanynesHas Cbifb, He CBA3aHHasA C MPUEMOM NleKapCTBEHHbIX
CPeAcTB, NOKanusyoLwanaca Ha JIlobbiX y4acTKax Tena 1 CTPOro He 3a-
BUCALLAA OT yNbTpadproneToBoro obayyeHns

dprTemaTo3Hble, NPUNOAHMMALOLMECA ONALLKM C TPUAKNAOLWUMA
POroBbiMM Yellyinkamu 1 GonMKynApHbIMU NPobKamm

Bkntouas gurutanbHble A3Bbl, Mypnypy, KpanvsHuLYy, bynnesHoe no-
paxeHvie

f13Bbl B NONIOCTW PTa UM B HOCOTNOTKe, 6e360ne3HeHHble,
Habnogaemble Bpayom

Mpu NosBNeHNN HOBbIX UMW YXYALEHUN C MOMEHTA NOC/IeAHero ocmo- | 1
Tpa y»Ke MMeBLUMXCA YNOMAHYTbIX BblLLe CIIM3NCTO-KOXKHbIX MPOABNEHUI
nobasutb 1 6ann

MoaTBepXAEHHBIN YBENMYEHNEM KOHLIEHTPaLMM MbleYHbIX pepMeH- | 2
TOB W/UN 3NeKTPOMUOTpadrueckum nccieoBaHemM u/uam ructono-
rvemn

NokymeHTnpoBaHHbIn SKI unu wymom TpeHna nepukapga unm obHapy- | 1
»eHvem BbinoTa B nepukapae npu IxoKr

Jlio60e 13 cnepyloWNX NPoOABAEHNIA: 2

MpU3HaK1 0CTPOro K1LWEYHOro BacKymTa
Mpu3HaKu BbiNoTa B GPIOLLHON MOIOCTW B OTCYTCTBUE MHbEKL U

Jlio60e 13 cnepyoWMX NPOABAEHMIA: 1

KnuHnyeckne nnmn peHTreHonormyeckre npusHakuy BbinoTa B niaesparnb-
HOW MONOCTU B OTCYTCTBUE UHPEKLMM

EAVHUYHBIE MM MHOXKECTBEHHbIE TEHU B JIEFKMX NPW PEHTTeHOoNornye-
CKOM 1CCIeA0BaHNN, OTpaxaloLLue akTMBHOCTb 60/1e3HU, B OTCYTCTBYE
nHbeKLnn

CBA3aHHasA € Pa3BMBaIOWMMCA UHTEPCTULMANBbHBIM NOpaXKeHneM
nerkmnx
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HauvoHanbHble pekomeHaaLum
MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

OKoOHYaHwe Tabnuubl
MpoaBneHunsa

8. PasBuBalowmecn
HepBHO-NCMXNYECKne
nposasneHna*:
lonoBHaa 60nb/MUrpeHb
Cypoporu

WHcynbt

OpraHnyecKunin Mo3roson
CUHAPOM
Mcnxo3

9a. MoueuHble npoAB-
neHuna*+:
MpoTtenHypua

LUununapypua

lematypusa

MoBblLweHVE CbIBOPOTOY-
HOro KpeaTuH1Ha

W CHUKEHUE KNMpeHca
KpeaTnHMHa

96. PazBuBatowmecs
noyeyHble NPOABNEHNSA

10. FemaTonornyeckne
NposBAeHUA:
Heremonutunueckas
aHemus

lemonutnyeckas aHemusa®

NenkoneHua (unun num-
doneHunn)
TpombouutoneHns
11.CO3:

YckopeHue CO3

12a. lunokomnnemeH-
Temus:

c3

CH50

126. PasBuBatowancs
rMNOKOMMIEMEHTEMUSA

XapaKTepMCTana npoaBneHnAa

MosieneHne HOBbIX UNN yXyALIeHUe J1I060ro U3 ceayroLWNX NPo-
ABNEeHWI:

HepasHo pa3BuBLIaAcA, NepcucTUpyoLas N peLyansupyiowas.
Mnoxo oTBeyaeT Ha 6ONbLIMHCTBO OOLIYHO UCTOSb3YyeMbIX TeKapCTBEH-
HbIX CPeACTB, 3a NCK/IOYeHNEM YaCTUYHOIO UK MOJTHOTO OTBeTa Ha
KOpTUKOCTEpPOMAbI

Manbie nnu 6onbluvie npunagku, [IxeKcoOHOBCKUe Cyfoporu, Cyaoporu
BUCOYHOW AONU NN XOPesA, He CBA3aHHble C MPUEMOM JIeKapCTBEHHbIX
CpeacTs Unn MeTabonnyecknMi HapylweHnamn (Hanprmep, ypemus,
KeToaunAo3 UNM 3NeKTPONTHbIE HapyLIEHNS)

MHdpapKT mo3sra unu remopparum, NoaTBepXKAeHHbIe NHCTPYMEeHTab-
HbIMV MeTofammn

HapyleHna namati, opreHTauum, BOCNPUATUA 1 CMOCOBHOCTY K CHeTy
JuccoumaTtrBHblE NPOABNIEHNSA, He CBA3AHHbIE C MPUEMOM NleKapCTBEH-
HbIX CPeACTB UK MeTaboNNUECKNMMN HapyLLeHNAMM (ypemus, KeToaLu-
[03, SN1eKTPONUTHbIE HapyLUeHWA)

Jlio60e 13 cnepyloWnX NPoABAEHNIA:
He menee 500 mr/cyTku

SputpoumnTapHble, remorno6brHosble, 3€PHUCTbIE, KaHaNbUeBbIE NN
CMellaHHble
MuKpockonuyeckasa unm makpockonuyeckas

Ecnu niobble 13 nepeuncieHHbIX NOYeUHbIX NPOSBNEHNI ABAAIOTCA
HOBbIMM UMV YXYALLAKTCA C MOMEHTA ABYX NOCNEAHNX HABIOAEHN,
cnepyet no6aBuTb 2 6anna

Jlio60e 13 cnepyloWNX NPoABREHNIA:

Kymbc-HeraTBHas HopMoLMTapHas FMNoxXpoMHas Ui HOPMOXPOMHas
aHemusA 6e3 peTUKynouuTosa

Kym6c-no3nTruBHas remonmtmyeckas aHemMmms C PeTUKYIOLUTO30M U Mo-
BbiweHuem JIAT, He cBA3aHHAA C MPYEMOM JleKapCTBEHHbIX CPeACTB
<3500/mm* nenkoymToB (Mnn <1500/Mm* NMPOLMTOB), HE CBA3AHO C
npuemom J1IC

<100 000/mMM?, He cBsi3aHo ¢ Npuemom J1IC

>25 mm/u metogom Westergren nnu conoctaBnumbiM METOAOM, He CBA-
3aHHOe C COMYTCTBYIOLWMM NATONOrMYECKM NPOLIeCCoM

CHmKeHne YPOBHA B n/la3me nwb6oro ns aieaywouwnx nokasareneii:

MeTogom paguanbHoin nmmyHoanddysum unv nasepHoi HepenomeTpum
CTaHAapPTU3MPOBAHHBIMY FEMOJTIUTUYECKMN METOAAMM

3HauuTeNbHOE CHUXEHME YPOBHSA N060ro 13 BblLIEYNOMAHYTbIX MOKa3a-
Tenen (nnoc C4) No cpaBHeHMIO C NOCNEAHNM HabnogeHemM

Bannbi
2

0,5

1

OcobeHHOCTY CyMMIpoBaHUs 6annoB. Ecnv cymmapHbIi 6ann He ABAAETCA LiebIM YACIOM, TO HEOOXOAUMO OKPYTITb 1O MeHbLLe-
ro Yncna Npu 3HaueHUn <6 1 1o 6onbLLero Yncna — Npu 3HaveHnn >6. Ecnn cymmaphblii 6ann >10, To HE06Xx0AMMO OKPYrnTb Ao 10.
* Ecnn Kakoii-nnbo 13 CMMNTOMOB, yKa3aHHbIX B MyHKTax 1-10, ABNAETCA eAMHCTBEHHbIM NPOABNEHNEM, TO CedyeT fobaBUTb elle

2 6anna.

+ Mpw Hannumm XMH noacyeT nHAeKca He NPON3BOANTCA
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KpaiiHe Ba’>KHO OTNN4YUTb aKTUBHYIO ¢pa3y 3ab6oneBaHNA OT XPOHNYECKOro NOBpeXAeHNA
ANA afieKBaTHOro NCNOoJIb30BaHNA UMMYHOCYNpeccuBHOI 1 6Monornyeckor Tepanum
®  BpuTaHCKaa rpynrna no M3yyeHm CUCTEMHOW KpacHOW BonuaHku — British Isles Lupus
Assessment Group (BILAG).
B HOeKC aKTMBHOCTM CUCTEMHOW KpacHol BonyaHkum — Systemic Lupus Erythematosus
Disease Activity Index (SLEDAI).
B y3MepeHne akTUBHOCTU CUCTEMHOW KpacHOM BonYaHKmM — Systemic Lupus Activity Measure
(SLAM).
3TV MHAEKCbI BbICOKO KOPPENVPYIOT MeXy COO0 1 ABNAITCA UyBCTBUTENbHBIMY K U3MEHEHMIO
aktmBHocTy CKB.
BILAG 2004
NHpekc BILAG 6bin pa3pabotaH B 1984-1986 IT. Ans OLEHKN aKTMBHOCTY 3aboneBaHuA ¢ Uc-
Nnosb30BaHMEM NPUHLMMNA «<HAMepeHMe neunTby. C Tex Nop OH HECKOJIbKO pa3 nepecMaTpuBasncs —
nocnegHana sepcna — BILAG 2004.
B camoi nocnenHen Bepcuy OLLeHNBAETCA UCHEPTbIBAIOLW M HA6OP 13 98 MYHKTOB, CTPEMSALLMNA-
CA «OXBaTUTb» akTUBHOCTb CKB no 9 opraHam unu cuctemam.
AKTMBHOCTb 3a60neBaHMsA B Kax4oW cMCTEME OLieHNBAETCA 3a NPeAbIayLLNA MecaL, U BpaY oue-
HMBAET aKTUBHOCTb KaK YNyULLEHHY0, TaKYH0 Xe, Xy>Ke Uan HOBY!IO.
Nanee dukcnpyloTca pesynbTaTbl KIOUEBbIX UCCIIeOBAHUN, TaKMX Kak aHann3 mMouu, remaro-
nornyeckmne nokasaTenu v, Npyu HeobXoANMOCTM, KapANOMySibMOHasbHble TecTbl (MpunoxeHue 7).

MPUNOXEHUE 7

OnpocHuk BILAG

BILAG 2004

[na nepeBofa KNMHMYECKNX OLIEHOK aKTMBHOCTY 3ab0N1eBaHMsA CyLLECTBYET KOMMbIOTEPU3MPO-
BaHHasA OpUTaHCKasA MHTErPUPOBaHHAA NPOrpamMmMa No CUCTEMHOW KpacHOW BonyaHKe — British Lupus
Integrated Programm (BLIPS), koTopas Aenut nonyyeHHble pe3ynbTaTbl Ha Kateropum ot A fo E:

= Kareropus A npefcTaBnaeT cob6ol BbICOKY0 akTUBHOCTb 3aboneBaHuA (BepoATHO, Tpebyto-
was 6onee 20 Mr NpeaHN30/I0Ha U/ UMMYHOCYNPECCUBHbIE NMpenaparbl);

KaTteropwms B - ymepeHHas akTMBHOCTb 3ab0neBaHus;

KaTteropwms C — H/3Kas akTUBHOCTb 3ab0NieBaHus;

KaTteropwms D - oTcyTcTBMe aKTMBHOCTY 3ab051eBaHNA B pexe akTBHOM OopraHe/cucTeme;
KaTteropwms E - otcyTcTBme 3aboneBaHua npexae.

Bpauy Heob6xoanMo 3anonHuTb BonpocHUK BILAG no nyHKTam, cBA3aHHbIM rnaBHbIM 06pa3om
C KNIVHMYECKUMW NPOABNEHMAMY, U 3adUKCUPOBATb MX, €C/IN OH CYMTAET, YTO STOT KIMHUYECKUN
npusHak ceasaH ¢ CKB. Hebornbuwoe uncno nabopatopHbix NokKasatesnen, Hanpyumep KpeaTWHUH
KPOBU U remaTtonorus, Jo6aBnsanTca nosxe. M3 3Tmx «cblpblx» AaHHbIX BPYUYHYHO UM C MOMOLLbIO
KOMMbIOTEPHOW NOAAEPKKM MOXKHO onpegenntb noacyet BILAG A-E ana Kaxgowm nus gesatm cuctem
OpraHos.

Bpauu MoryT c ofHOro B3rnsifa OTMETUTb «3HauMMble M3MEHEHMsA» B aKTUBHOCTM 3ab60eBaHusA
LNA KaX[ow cucTembl opraHoB. Mpun Kaxk[AoM B/3WTE OTMEYaloTCA Takxke Ntobble M3MeHeHuA B fie-
YyeHunn.

[lanee yunTbiBaeTca Takxe GYHKLMOHANbHBIN 3fIeMeHT NauMeHTa C MCMONb30BaHUEM YTBEPX-
AeHHOro nHctpymeHTa SF-36 BONpoCHVKa 300pOBbA NaLMeHTa.

Takxe MoryT 6bITb 3anucaHbl neyebHble Ha3HauYeHWA NauMeHTa, pasBepHYTbI aHanM3 KPOBY 1
opyrvue nabopatopHble napameTpbl. Takum obpasom, cuctema BILAG faet vHTerpanbHylo OLeHKy
naymeHToB ¢ CKB.
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NMPUNOXEHUE 8

Nupekc SLICC/ACR

Cnctema BILAG cogepxut Takxke MHgekc nospexgeHna MexayHapogHOW opraHvM3auumn co-
TPYAHUYECTBa K/VHWK MO CUCTEMHOWN KpacHON BosiYaHKe / AMepUKaHCKOW Koniernnm pesmaro-
noros - Systemic Lupus International Collaborating Clinics / American College of Rheumatology
(SLICC/ACR) Damage Index 1 umeeTcsa BO3MOXKHOCTb paccumTaTb F106anbHbIN CHET 13 CyLLeCTBYI0-
LLVX AaHHbIX.

Nnpekc noBpexaeHusa SLICC/ACR Damage Index

YcTaHaBnMBaeT HannumMe NMOTEHUMANbHO HEOOPATVMBIX MOPAXKEHU PA3NIMYHbIX OpraHoB. VH-
[leKC NOBPEXAEHNA BKIIIOYAET ONMcaHne coCTOAHUA 12 cMCTeM OPraHOB, MaKCMMasIbHbIV CYeT Mo
OTAENbHbIM CCTEMaM OPraHOB COCTaBAAET OT 1 40 7 6annoB, B 3aBNCUMOCTY OT KOIMYECTBa OLeHU-
BaeMbIx napameTpoB. OO MaKCMMasbHO BO3MOXHbIV cyeT cocTaBnsaet 47 6annos. B 6annbHyto
OLIeHKY BKJTIOHAlOTCA BCe TWMbl MOBPEXAeHWA C MOMeHTa Hauyana 3aboneBaHuA (06ycnoBneHHble
HenocpeacteeHHo CKB nnn passuBLiveca BCIeACTBME MPOBOAVMON Tepanum), Npy 3TOM YUUTbIBa-
I0TCA TONbKO NPU3HAKM, COXpaHALWMeca B TeueHne 6 mecaLes 1 6onee.

Nnpekc SLICC/ACR

= ABnAeTCA COBOKYMHbIM rN06anbHbIM NHAEKCOM NOBPEXAEHMA.

= OxBaTblBaeT MyHKTbl MePMaHEHTHOrO N3MeHeHWA, BCTPeYaloLleroca nocse ycTaHoBMeHNA

anarHosa CKB, He3aBMCKMO OT MPUYMHbI.

= YacTo npuumnHa ABAAETCA MHOrOPaKTOPHOM, Hanpumep, y nauueHTa ¢ CKB, y koToporo pas-

BUIACb KaTapaKTa 1 KOTOPbI MPUHMMaET KopTUKoCcTeporabl. KaTapakTa pa3BmBaeTCcA B pe-
3ynbTaTe KOMOVHaLMN KOPTUKOCTEPOWAOB 1 CaxapHOro AnabeTa.

OueHKa nopaxeHunsa

MocToAaHHOe nopaxeHwne opraHa Npu CKB moxeT ObiTb CBA3aHO € 3aboneBaHneM, ero iedeHnem
unu apyrumu paktopamu. ismeHeHus, cBA3aHHble C MOpPaXXeHnem opraHa (CMcTembl), MOryT OCTa-
BaTbCA CTaOMSIbHBIMU UNK YCYryBRATCA CO BPEMEHEM.

NHpekc nospexaeHuns SLICC/ACR oueHVBaeT COBOKYMHbIV 3pdeKT 60Ne3HN C MOMEHTa ee fie-
6toTa. MiHaeKkc oTmevaeT noBpexaeHne B 12 opraHax Unu cuctemax. MIameHeHme fJOMKHO NpucyT-
CTBOBATb B TeYeHME He MeHee 6 MeCALEB W YCTaHaBNMBaTbCA KNMHUYECKM N MPOCTbIMU KUCChe-
[OBaHUAMMN.

WHpekc nopexpaeHna npn CKB SLICC/ACR Damage Index
(Heo6xo00umo Hanu4yue y nayueHmMa Huxenepe4ucsieHHbIX CUMNMOMOE He MeHee 6 MecAyes)

MpunsHak Bannbi
OpraH 3peHus (Kaxabl rnas) Npu KIMHNYECKOW OLeHKe

Jiobas KaTapakTa 1
MN3meHeHWs ceTuyaTkm uim aTpodua 3puTeNibHOro HepBa 1
HepBHasa cuctema

KorHuntmeHbie HapyuweHua (CHMXeHVe namATK, TPYAHOCTN CO CHETOM, NN1I0XaA KOHLUEHTpauuA,
TPYAHOCTU B pa3rosopH017| peyn nnn nncbme, HapyLLIeHHbIVI ypoBeHb NCNONHeHWs) nnn 6onblive 1
NMCUXO3bl

Cynopo>kHble Mpunaaku, Tpebyiollne neyeHus 6onee 6 mec. 1
WHcynbTbl Korpa-nn6o (cuet 2 6anna, ecnv >1) 1-2
YepenHo-mo3rosasa nnv nepudepuyeckan HeBponatua (MCKoYan 3puTeNbHYI0) 1
MonepeyHbii mnenut 1
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CucrtemHas KpacCHaA BON1YaHKa

OKoOHYaHwe Tabnuubl
MpusHak
Moukn
Kny6oukoBas ¢unbTpauma <50 mn/muH
MpotenHypus >3,5 r/24 yaca
nnn
KoHeuHas cTagua noyeyHoro 3aboneBaHuna (He3aBUCMMO OT Ananm3a UK TPaHCNNaHTauum)
Nerkune
JleroyHas runepTeH3usa (BblbyxaHWe NPaBoro Xenyaouka unv 3BoHKMiA |l ToH)
JleroyHbin Gr6po3 (Gpr3mnKanbHO 1 PEHTrEHONOrUYECKN)
CMopLLeHHOe flerkoe (PeHTreHoNornyeckn)
MneBpanbHbI GUOPO3 (PEHTrEHONOrMYECKM)
NHdapKT nerkoro (peHTreHonornyeckn)
CeppeyHo-cocygucTas cucrema
CTeHOKapAWA Ui a0PTOKOPOHaPHOE LYHTUPOBaHMe
NHbapKT Mnokapaa korga-nmbo (cuet 2 6anna, ecnu >1)
Kapauomwnonatua (aucoyHKUMA XenyaouKkos)
MopakeHvie KnanaHoB (ANACTONNYECKNA W CUCTONNYECKUIA WYM >3/6)
MNeprkapanT B TeueHne 6 Mec. (U NepuKapaIKTOMUS)
Mepudepuyeckme cocyabl
MepemexatoLasnca XxpoMoTa B TeueHune 6 Mec.
Hebonbluas noteps TKaHm («nogyLieyka» nanbua)

3HaunTeNbHaA NoTepa TKaHW Korga-nnbo (noteps nanbla Wam KOHeYHoCTM) (cueT 2, ecnv 6onee

yem B OHOM MecTe)
BeHO3HbI TPOM603 C OTEKOM, U3bA3BIIEHNEM U BEHO3HBIM CTa30M
KenyfouHO-KMLIEeYHbIV TPaKT

NHbapKT, pe3ekuna KneyHnKa (HuKe 12-nepcTHON KULWKK), CeNe3eHKM, NeYEHU UM KeNYHOro

ny3blpsA, Koraa-nn6o no NobbIM NpUUMHaM (cueT 2, ecniv 6onee yeM B OAHOM MecTe)
MeseHTepuanbHaa HeJOCTaTOUYHOCTb

XpOHNYECKNIA NEePUTOHNT

CTPUKTYPbI UK XMpypruyeckue onepauumn Ha sepxHen yactn XKKT
KocTHO-MblWweyHas cuctema

MblweuHas atpodus nnm cnaboctb

Jedopmupytowmin nnm 3po3mnBHbIN apTPUT (BKMOUan BNpaBuMble AedpopmaLym, NCK0Yan aBacky-

NAPHbIE HEKPO3bl)

OcTeonopos ¢ nepenomMamu Wiv KOIancom no3BOHKOB (MCKoUas aBaCKyNAPHbIA HEKPO3)
ABaCKynApHbIA HEKPO3 (cueT 2 6anna, ecnv >1)

Octeomunennt

Koxka

Py6uoBas xpoHunueckas anoneums

O6wurpHoe pybLeBaHne NN NAaHHKKYNT (KPOMe BONIOCUCTO YacTy 1 NoAyLueyek nanbLes)
M3bA3BNEHNA KOXM (MCKoYas TPoM603) B TeueHne 6 mec.

MopaxeHre NonoBow CUCTEMbI

CaxapHblii gnabeT (BHE 3aBUCMMOCTY OT JIeUeHUs)

ManwurHusaums (cknioyas gucnnasum) (cuet 2 6anna, ecnu 6onee Yem B OfHOM MecTe)
O6wwnin 6ann

Bannbi

PR PN I I NN
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MPUNOXEHUE 9

Nupekc o6ocTpeHnsa SELENA (SELENA Flare Index, SFI)

WccnepoBaHme SELENA Bnepsble onpepenser vHaekc oboctpeHus SELENA (SELENA Flare
Index, SFI), npu nomowwm KOTOpOoro noABAseTCA BO3MOXHOCTb pa3rpaHMUeHUst CTeneHn obocTpe-
H1A CKB Ha ymepeHHyto 1 Taxenyto. SFI yunTbiBaeT gUHaMUKY akTMBHOCTY 3ab0nieBaHuWsA Mo WKane
SELENA SLEDAI, usmeHeHwe rno6anbHON OLeHKM COCTOAHNA NaureHTa Bpadom (physician’s global-
assessment visual-analogue scale, PGA), mogudukaumio cxem Tepannn 1 pag KIMHNYECKMX Napa-
METPOB.

SELENA npepycmaTpuBaeT 1cnosib3oBaHue o6Liell OLEHKN COCTOAHWA MauveHTa BPayom Mo
100 MM B13yasibHOW aHaNOroBO WKae, Ha KOTopol 0603HaueHbl rpagauun ot 0 go 3 (roe 0 o3Ha-
YaeT HeaKTUBHOe 3aboneBaHue, a 3 — 3abosieBaHNe C BbICOKOW aKTMBHOCTLIO). B mocnenHee Bpems
TEPMUWH «onpeaenieHne akTuBHocTy no wkane SELENA-SLEDAI» BkniouaeT B cebs oLeHKY aKTUBHO-
cT1 SELENA-SLEDAI, 06Lyto oLeHKy cocToAHMA NaumeHTa Bpayom no BALL n nHpekc o6ocTpeHmns SFI.

Mo6anbHanA oueHKa COCTOAHUA NaLneHTa Bpayom, nccnegosanue SELENA

061wan oueHKa COCTOAHUSA 0 1 2 3
naumeHTa Bpavyom | |
HeT nerkas cpepHan BbICOKas
AKTMBHOCTU
AKTVBHOCTb
(ommemums coomeemcmeeHHoO co- 100 mm

CMoAHUI0 8awez0 nayueHma)

MPUNOXKEHUE 10

Nnpekc oTBeta Ha Tepanuio CKB, SRI
WHpekc oteeTa Ha Tepanuio CKB (Systemic Lupus Erythematosus Responder Index, SRI) cnoco-
6eH 0JHOBPEMEHHO BbIABAATb YAYULIEHNA U YXyALLEHNA B TOM Xe U/WUn pasfnyHbIX OpraHax u cu-
cTemax.
Baw naumeHT cuntaeTca OTBETUMKOM Ha Tepanuto, eCiiv y Hero B vHaMuke cobniofatotca cne-
ayolme NpuHLMNbI:
1. YmeHblueHue cyeTa SELENA-SLEDAI Ha 4 1 6onee 6anna oT MICXOAHOTO YPOBHSA

2. OtcytctBme HoBoro BILAG A cueTa noBpexaeHna opraHa nnv ysennyeHue Ha =2 BILAG B cueTa nospex-
[ileHNA opraHa no CPaBHEHMIO C CXOAHbBIM

3. OTcyTcTBMe yXyALeHUaA no wkane [nobanbHom oLeHKN COCTOAHUA NaLumeHTa Bpayom (<0,3 - yBennyeHune
OT UCXO[HOTO YPOBHA)
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MPUNOXKEHUE 11

OLIEHKA COCTOAHUA 340POBbA MALIMEHTA

BblLeynomsiHyTasi akTMBHOCTb 3a60N1eBaHUA U1 LUKaJibl MOBPEXAEHUSA HEe MPVHUMAIOT BO BHMMa-
HKe, YTO 3J0POBbE NaLMeHTa CBA3aHO C KauecTBOM *m3HM (HRQoL), cTeneHbio HETPY[OCNOCOOHO-
CTV nnu BAvsaHuem 6onesHun. HRQoL BKnioyaeT oLeHKy YMCTBEHHOIO, COUMAnbHOro 1 GU3nyeckoro
3[0POBbA 1 OLIEHMBAETCA N0 aHKETHOMY onpocy. CylecTByeT MHOXECTBO LWKan, HO 60bWIMHCTBO
13 HUX He 6bino yTBepxaeHo Ana CKB n nostomy He pekomeHAyeTCA ANA NPUMEHEHMUA Y 3TUX Na-
LIMEHTOB.

B HacTosLlee BpemsA ANs NCMNONb30BaHUSA B KIIMHUYECKOW NPaKTUKe npeanoytutenbHee Kopot-
kaa ¢opma 36 (SF-36) nHaekca. Ee nerko 3anonHATb 1 OLEHVBATb COCTOSIHNE 340POBbSA 3a Npefbl-
aywmi mecau,.

MeTogbl yNOMAHYTOW Bbille OLEHKW ABAAIOTCA MOME3HbIMUA B KIMHUYECKUX UCMBbITAHUAX WU Ha
npoTsaxeHnn HabnogeHnA naumeHTos ¢ CKB.

OueHKa KavecTBa XunsHm (KxX)

CraHgapTtom ans oueHkn KX y naumeHTtoB ¢ CKB cumTaetca onpocHuk Short form Medical
Outcomes Study (MOS SF-36). CywwecTByeT apyroii, 6onee cneundmnyeckunii onpoCcHUK, paspaboTaH-
HbI HermocpeacTBeHHO anA oueHKM KXK'y naumenTos ¢ CKB Lupus Quality of Life (LUPUSQol).

Lupus-QoL npepfcTaBnaeT cobol aHKeTy, BKAovalolwyio B ceba 34 Bonpoca, o6befuHeHHbIX
no 2-8 BonpocoB B oTAesbHble WKanbl. OH oueHuBaeT: physical health (dn3nyeckoe 3gopoBbe);
emotional health (3MmouroHanbHoe 3gopoBbe); body image — 06pa3 Tena (oLeHKa NaLMeHToM CBO-
€ro Tefla 1 BOCMNpUATMSA ero gpyrumu); pain (6onb); planning (mnaHmposaHue); fatigue (yctanoctb);
intimate relationships (MHTMHble oTHoWweHMs); burden to others (3aBUCMOCTb OT Apyrux nioaen).

Mpumepbl GopMmynupoBKM gnarHosa

CncTeMHan KpacHas BonyaHKa, oCcTpoe TeueHue, 3-A cTeneHb akTMBHOCTM, MONMCEPO3MT (nneB.-
puT, NnepuKapanT); BonyaHouHbI HeppuT (Il Mopdonormnueckun knacc, MA=3, NX=2) XbI 2; nonu-
apTput OHC 2; noparkeHne Koxu (3putema fimua no Tuny «6abouki», BblpakeHHble 3pUTemMaTo3Hble
BbICbINAHMSA HA KOXe rofieHen, 30He AeKobTe, FPYAHON KNeTKe U CNWHE); A3BEHHbIV CTOMATUT; Cy6-
bebpunuteT; remaTtosniormyeckme HapyLeHus (neikoneHus, TpomboumToneHus).

CncTeMHan KpacHas BOMYaHKa, MOAOCTPOe TeYeHre, akTUBHOCTb 2-i1 CTeneHU, BONYaHOUHbIN
HedpuT (Mopdonornyeckn He BepndULMPOBaHHbIN) C HeppoTuyecknm cnHgpomom, XbIM 36; nonu-
apPTPWT; BONMYAHOYHBIV AePMaTUT (MaKynonanysie3Has Cbifb Ha KOXe CMVHbI, FPYAN); aHEMIA NErkomn
CTENEHU TAXKECTU, TpoMbounToneHNs. CMMNTOMaTMYeCKasn apTepuanbHas rMnepTeH3ns.

CncTemHasn KpacHasa BONYaHKa, MOJOCTPOe TeueHre, akTUBHOCTb 3-1 CTeneHu, Herpontonyc (cy-
LOPOXHbIV CMHAPOM); BOSTYaHOUHbIN HedpuT (IV Mmopdonormuecknin knacc), XbI 3A; nonnaptpuT;
3puTEMa KOXM Nuua B BuAe «6aboukn», Kanunnaputbl B 06nacT HOrTeBbIX GpanaHr KUCTel, anone-
LuA; NUXOPaAKa, KaxeKcus; aHeMuA TSXKENON CTeneHu, NeNKoneHus, TPOMOOLMTONEHNS.

CncTeMHas KpacHas BONMYaHKA, XPOHUYECKoe TeueHune, 1-A CTeneHb akTUBHOCTY, AUCKOUIHbIE
ouaru B obnactv nba, nonuapTpanrus, Muokapguoguctpodumsa HK 1 ct.

CncTteMHan KpacHas BOMYaHKa, XpOHMYeCKoe TeueHne, 2-A CTeneHb akTUBHOCTM, NonnapTpar-
rms, CUHapPom PeliHo, «6aboukax, numdageHonaTus.

AvnddepeHunanbHan anarHocTnka Hanbonee cnoxkHa B Aebrote 3aboneBaHNA, MOCKONbKY He
CyLIeCTBYET CTPOro cneundpryHbIX cnHapomoB ana CKB. MHorve nprsHaku 601e3HU MOTyT MeTb
MEeCTO Npuv APYrMX CUCTEMHBIX PEBMATNYECKIMX 3abonieBaHnAX. CxoaHasA KIIMHUYEeCKas CUMMTOMATH-
Ka 6bIBaeT Npu paHHEM PEBMATOVAHOM apTpuTe, HeandbpepeHLMPOBaHHOM 3ab60NeBaHUN coen-
HUTENbHOW TKaHW, NepBnYHOM cuHgpome LLlerpeHa, nepsuyHom aHT1dOCHONMNNLHOM CUHAPOME,
dubpommanruy ¢ NONOKNTENbHBIM TECTOM Ha aHTUHYKNIeapHble aHTUTeNa, MANONATUYECKOW TPOM-
6oumToneHnYeckon nypnype. Ecnny 6onbHoro BbiABNATCA iBa 1 6onee CMMNTOMOB U3 Knaccudu-
KaLWOHHBIX KpUTEPUEB BOMUYAHKK, TO Bpad, NpoBoAsA AnddepeHUmanbHyo ANarHOCTMKY, AOMKeH
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06A3aTenbHO yunTbIBaTb BO3MOXHOCTb fiebioTa CKB. B Tex cnyuasx, Korga BbIABAATCA MeHee YeTbl-
pex kputepues, anarHo3 CKB ABnAeTcA BO3MOXHbIM (Hanpumep, y MONOAOW XeHLLMHbI C HehpPUTOM
N HanMumem aHTUHYKeapHbIX aHTUTeN). Ecim TpeTbum Kputeprem ABNAIOTCA aHTUTENa K HaTUBHOW
OHK, To anartos CKB ctaHoBWTCA Hanbonee BepOATHbLIM, PW 3TOM onpefensaioLiee 3HaueHue yaert
UMeTb KNIMHMYeCcKasa KapTuHa 6onesHu. Y 605bHbIX HeraTUBHbIX MO aHTUHYKNEapHbIM aHTUTeNam
anarHo3 CKB manoseposTeH.
MoBpexaeHne opraHa MOXeT pa3BMTbCA AaX<e NP HU3KO aKTUBHOCTY 3a6oneBaHus
Bce ypoBHYM akTBHOCTM 3aboneBaHua CKB, faxe HM3KMe, CBA3aHbI C HapacTaHNeM NoBpexae-
HWMA opraHoB. YBenuueHne Ha 1 NyHKT no wkane BILAG cBA3aHO ¢ NOBbILEeHEM prCKa Nt060ro Ho-
BOro NoBpexaeHna opraHoB Ha 8%.
Y 33-50% naumeHToB ¢ CKB noparkeHne opraHoB pa3BMBaeTCA B TeUeHne nepsbixX 5 NeT oT ycTa-
HOBJIeHNA AnarHo3a. [locne 3Toro prcky AONONHUTENbHbBIX MOBPEXAEHN OPraHOB 1 CMEPTHOCTU
3HaYMTENbHO YBENNYMBAIOTCA.
YpoBeHb CMepTHOCTU CPpean nauneHTos, cTpagatolmx CKB, ocTaeTca BbICOKUMM MO CPaBHEHWIO
c obwert nonynauneii:
= [loBpexAeHne opraHa MOXeT NPMBECTN K NOBbILEHHON 3ab6oneBaeMoCcT U CMEPTHOCTU.
CambiMy YacTbimm NnpuyrHamn cmeptn npu CKB ABnAlTCA cepaeyHO-COCYANCTbIE OCNOX-
HeHWA, 3N0KayeCTBEHHbIE ONyXonu U MHEKUMM, @ Tak¥Ke OCNOXKHEHNA CO CTOPOHbI MoYeK
1 OPraHoB AbIXaHuA.

= [lo cpaBHeHMIO ¢ obuwen nonynaumeir, nuua ¢ CKB nmetoT 60nee BbICOKUIN PUCK pa3BUTUA
CcepAeyYHO-COCYANCTbIX OCIIOXKHEHN. Hanpumep, pucKk rocnntanmsalmm no noBogy ocTporo
nHbapKTa MMoKapaa y »keHLWwuH B Bo3pacTe 18-44 neT, ctpapatowwmx CKB, Bbiwe B 2,27 pasa.

= HecKkoppeKTMpoBaHHaA CTaHAAPTU3MPOBaHHAA OLlEHKa YPOBHA CMEPTHOCTM OT MHbeKLU-
OHHbIX OCJIOXKHEHMIA MpUMepPHO B 5 pa3 6onblie Ana nauneHTos ¢ CKB, no cpaBHeHMIO C Ha-
ceneHnem B LieNoMm.
= CMepTHOCTb OT MOpaxeHUA noyek B 7,9 pasa Bbile y nauneHTos ¢ CKB.
PerynapHasn oLeHKa akTBHOCTN 6one3HW ABNAETCA KIOUOM K AONITOCPOYHOMY BELIeHMIO MaLu-
eHTa ¢ CKB:
= [lockonbky nposasneHna CKB moryT 6biTb pasHOO6pa3sHbIMU, NPY KaXkAOM MOCELEeHNN KNu-
HWKW cneflyeT yumnTbiBaTb BCE JaHHble aHamHe3a U Gpr3nKanbHOro o6cnefoBaHnA Mo BCEM
OCHOBHbIM CUCTEMaM OpraHu3ma.

= [loAaBneHve Uy n3MeHeHue NobbIX HOBbIX CUMNTOMOB 3ab0N1eBaHNA, HauMHaA C Npeablay-
Liero noceLeHna nauneHTa, TpebyoT JONONHUTENbHOM OLEHKMN.

= [lpun Ka>KAOM NoceLLeHnN BpaYa y naumeHTa AOMKHO 6biTb n3mepeHo ALl n nccnefoBaH aHa-
SI13 MOUMW.
TecHoe B3aumogencTame Bpay — NauneHT.
PyTuHHOe dusmkanbHoe obcnefoBaHume.
JNabopaTtopHoe nccnepoBaHve. bnarogapa NOCTOAHHOMY HabNIOAEHNIO 1 MOHUTOPWHTY Na-
umneHtoB ¢ CKB mbl cTpemmmca AOCTUYb KOHEYHOW Lienn NpefoTBpalleHmaA noBpexaeHns
OpraHoB W yNyULleHNA KayecTBa »KNU3HW NaLeHTOB.

®daKTopbl pricka He6n1aronprATHLIX UCXOA0B, ONpeAeNAILNX TAKTUKY BefieHA NaLeH-
ToB ¢ CKB

PuncK ceppeyHO-cocyaNCTbIX OCNOKHEHNIA:

= CepAeyHO-COCYANCTBIN PUCK — HefooLieHnBaemoe ocsioxHeHne CKB.

= [lpn CKB NBC BcTpeyaeTca valle, a yactoTa MIM y »KeHLmMH ¢ BONYaHKON B Bo3pacTe 35—

45 net B 50 pa3 Bbilwe, YeM Y 340POBbIX UL, TOTO e Bo3pacTa. [losTomy npu noAsBAeHUN
»ano6 Ha 601K B rpyAHON KneTke HeobxoAMMbIM ABNAETCA TWaTenbHoe obcnefoBaHue Nto-
60ro nauneHTa c CKB HezaBMCUMO OT BO3pacTa.

= MwuHuManbHbIM ABRAeTCA 3anucb IKI, Npy Heo6XOANMMOCTU NOKa3aHo MCCNefoBaHKe Kap-

anocneunduryecknx GpepmeHTOB KPoBM, NepPy3noHHasA CUMHTUrpadmna Mmokapaa ¢ nomo-
Lblo pafmoaKkTMBHOro Tannua, IxoKr, kopoHaporpadus.
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= BaivaAHue Ha MoauduLmpyemble «Knaccuyeckre» daktopbl pucka (Al, runepaunugemma u
caxapHblii fuabert, KypeHue, n36bITouHas Macca Tena, HefloCTaToK GU3NYECKUX ynpakHe-

HUN).
= Jlo3bl rtokokopTrkocTepongos (MKC) 4omKHbI 6bITb CBEAEHBI K MUHVMYMY.
OcTeonopos:

® Y NauMeHTOB C BONMYAHKON MMeeTcA HW3Kaa MUHepasibHas MAOTHOCTb KOCTHOWM TKaHW Mo
CpaBHeHNI0 CO 3A0POBbIMU NMLEAMU. [T03TOMY BaXKHO OLleHMBaTb GaKTOPbl pUCKa Pa3BUTUA 1
nporpeccrpoBaHnA ocTeonoposa. K HUM OTHOCATCA BO3pacT, COCTOAHME MeHoMay3bl, TpaB-
MaTMyecKne nepesioMbl B aHaMHe3e, AnmTenbHocTb nevenna TKC 1 nx Josa B HacTtosALee
BpeMs, CeMelHbI aHaMHe3, 0COBEHHOCTUN NUTaHUA, KypeHue, 3110yrnoTpebrieHne anKkoronem,
HM3Kan dusmyeckas HarpysKka, CMHAPOM ManbabcopbLUMmM U HeJOCTAaTOK CONTHEYHOTO CBeTa.
Heobxopgumo BnvATb Ha moagnduumpyemble GakTopbl prcKa.
Mpw HasHaueHun gnutenbHbIX Kypcos MKC nam Hannuum MHOrouncneHHbIx GakTopos pu-
CKa 0CTeonoposa cineayeT U3MePATb MUHEPASTbHYIO MIOTHOCTb KOCTHOWM TKaHW C MOMOLLbIO
[BOWHON pafunaumoHHoi abcopbunomeTpum (DXA). MoxeT NoHagobUTbCs [OMNONHUTENb-
HOe NneyeHrie NeKapCcTBeHHbIMU CPeCTBaMK, COAEPXKALLMMU KanbLMii 1 BUTaMKH D, a Takxke
6udpocdoHaTamm.

JleyeHune CKB, o6uime pekomeHaaumm

OcHoBHas uenb papmakotepanuu CKB — focTukeHne pemmccum (MM HU3KOWM akTUBHOCTK) 3a-
6oneBaHUs, a TaKXKe CHUKEHME PUCKa KOMOPOMAHBIX 3ab60neBaHNiA.

OueHka 3¢deKTa Tepanuu JOMKHA OCHOBbLIBATbCA HA CTaHAAPTU30BaHHbIX MHAeKcax: BILAG,
SELENA-SLEDAI, SLEDAI2K, SRI, SFl, Bkntouyatowmnx KNnMHNKO-1abopaTopHble NPU3HaKM MOPaXKeHns
BHYTPEHHUX OPraHOB M CUCTEM, a TaKXe UHAEKCe rNo6anbHON OLEHKM COCTOAHMA NaumeHTa — PGA.

JleyeHne naumeHToB ¢ CKB fO/MKHO NPOBOAUTLCA BpayaMmu-peBMaTonioramn (B Buae Nckoue-
HWA BpPayoM O6LLeN MPaKTUKKM, HO NPY KOHCYNBTATVBHOWN NoafepKKe Bpadva-peBmaTonora) ¢ npu-
BJIEUEHMEM CMELMANICTOB APYrMX MeAMLUHCKUX creluanbHocTeln (Hedponoru, fepmaTonoru, re-
MaToJOru, KapAMoIory, HEBPOMATOJIOr K, MCUXMATPbI U AP.) 1 OCHOBbIBATbCA HA TECHOM B3aMMogeit-
CTBMM Bpaya 1 nauueHTa.

MauneHTam, ctpapatowmm CKB, cnegyeT nsberatb nHconauum, paga dusmotepaneBTUYECKMX
npoueayp (aneKTpo-, Tenno-, MarHuToTepanus, YOO, neueHne nasepom 1 Ap.), BBeaeHnA 6enKoBbIX
pacTBOPOB, KOMMOHEHTOB KpoBU. Ha nepuop o6ocTpeHns Heobxoaumo cobnofaTte ANeTY, UCKIo-
UnTb TAXKesble pu3nueckue Harpyskm u T. . CnegyeTt peKoMeHAoBaThb naymeHTam n3beratb dpakTo-
OB, KOTOPbIe MOTYT NMPOBOLMPOBaTb 060CTPeHVEe 60Me3HN (MHTEPKYPPEHTHbBIE MHeKUMK, CTpecc,
WHCONALMSA, HEMOTVBMPOBAaHHbIV NPUEM MeJNKaMEHTOB U Ap.), OTKa3aTbCA OT KYPeHWs, CTPEMUTDb-
CA K NOAAepKaHMIo HOPMaJTbHOWM Macchbl Tena.

= Y nauyuneHTtoB ¢ CKB noBbileH pycK pa3BUTUA UHTEPKYPPEHTHbIX MHOEKLMIA, aTepocKnepo-

3a, AT, oprabeTa, 310KaueCTBEHHbIX 3a60NeBaHNA, YTO B 3HAUNTENbHON CTENEHW YBeINYMBa-
€T JIeTaNbHOCTb.

= [layuMeHTbl C NOBbILEHHbIM PUCKOM MofnexaT HabnogeHuo n o6cnefoBaHNI0 COBMECTHO C

NpobUAbHBIMK CrieLManucTamu.

®  OcHoBHOe MecTO B niedyeHun CKB 3aHumatot NKC, LmMTOoCTaTUKN U aMUHOXMHOJIMHOBbBIE Npe-

napatbl.
= AMVMHOXWHONNHOBbIE NpenapaTbl NPU OTCYTCTBUAM NPOTUBOMNOKAa3aHWU AOMKHbI Ha3HaYaTb-
cs Bcem 6e3 ncknoueHms naumeHtam ¢ CKB, AnvMTenbHblii NprYeM aMUHOXVHOMIMHOBBIX Mpe-
napatoB obecneyrBaeT NPOGUNAKTUKY OBOCTPEHUIA, CHUMKEHNE aKTUBHOCTM U pUCKa pas-
BUTWA KapANOBACKYNAPHbIX OCIIOXHEHWIA.

®  JInAa neyeHmA CKB ¢ HEBBICOKOWN CTEMEHbI0 aKTUBHOCTU 1 6€3 NOPaXKeHNA KU3HEHHO BaX-
HbIX OPraHOB JOJMKHbI ObITb UCMOMb30BaHbl HM3KUe A03bl TKC n/Mnn aMMHOXMHONMHOBbIE
npenapatbl. HNBC ncnonb3yoTca B Te4eHNe KOPOTKOrO BPEMEHU U TONbKO Y MaLMEHTOB C
HW3KOW CTEMEHDbIO BEPOATHOCTY Pa3BUTMA NOOOUHbIX 3P dEKTOB.
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= [lpu HepocTaTouHoW 3dpdeKkTnBHOCTM TKC 1nm C Lenbilo yMeHbLIeHNA [03bl BO3MOXHO Ha-
3HauyeHVe UMTOCTaTUKOB (a3aTmonpuH, modetnna mnukodpeHonaT nnm metotpekcar). Peko-
MeHayemasa exefHeBHasA fo3a NKC He gomkHa npesbiwatb 20-25 Mr, NNakBeHWN Ha3Hava-
eTca B go3e 200-400 mr B AeHb.

= [lynbc-Tepanua (MHY3UK 6-meTunnpenHusonoHa 3 gHA no 500-1000 mr) Ha3HavaeTca B

cny4anx TOPNUAHOro TeueHus.
= HapsApgy C OCHOBHbIMY NpenapaTaMmu Npw NokasaHuAx MOryT ObiTb MCMONIb30BaHbl aHTUOMO-
TUKW, NPOTUBOBUPYCHbIE 1 NMPOTNBOrPMOKOBbIE NpenapaThbl, aHTUKOATY/ISHTbI, le3arperaH-
Tbl, MOYETOHHbIE 1 aHTUTMMNEPTEH3UBHbIE JIEKAPCTBEHHbIE CPEeACTBA, CTaTUHbI.

= [lpn nopaxeHun UHC moryT HazHauaTbCA cefaTBHble, MPOTUBOCYAOPOXKHbIE M NCUXOTPON-
Hble fleKapCTBEHHble CpeacTBa.

Y nauneHTOB C BbICOKOW UMMYHOMOMMYECKON 1 KIIMHNYECKOW akTUBHOCTbIO (BbICOKMI YPOBEHb
aH™M-JHK, cHukeHne C3 n C4 kKoMnoHeHToB KommniemeHTa, SLEDAI 6-10 6annos), 6e3 KnMHUYeCcKnx
NPY3HAKOB aKTVBHOIO BOJIYAHOUHOrO HedpuTa 1 nopaxeHus LIHC pekomeHayeTcs npumeHeHne
aHT-BLyS Tepanuu (Bennmymab) no 10 mr/kr exemecAauHo. benumymab HasHavaeTca nauymeHTam
¢ CKB ¢ nperMyLLecTBEHHbIM MOPAXKEHUEM KOXU, CIM3NCTbIX 0605104eK, CyCcTaBOB, HEaKTMBHbLIM
BOJTYAHOYHbIM HeppUTOM (MPOTENHYPUA <2 T), C HEKPUTUYECKM YPOBHEM aHeMUK, TpombounTo-
neHnK, NeNKoNeHNN, C YacTblM Pa3BUTNEM OBOCTPEHUIA N C 3aBUCMMOCTbIO OT NpUeMa CPeaHNUX v
BbICOKIMX A03 MKC, BbICOKMM PUCKOM Pa3BUTUA OCIOXHEHUI Tepanun (NOBpeXAeHNA OpraHoB), NH-
dekumin. Mepsble 3 HPy3MKM No 10 Mr/Kr Beca Ha3HayaloTCA B cTauuoHape (0-14-28 feHb) 1 ganee
B aMOYNaTOPHbIX YCJIOBMSAX EXKEMECAYHO B TEUEHNEe He MeHee 6 MecsLeB.

MopaxeHune XN3HEHHO BaXKHbIX opraHoB npu CKB MoxeT npusectn K HeobpaTumol yTpaTte
byHKUMM n/unun neTanbHoMy ncxody. Hanpumep, npu HeppuTe — K pa3BUTUI0 TEPMUHANBbHO NoYey-
HOW HE[OCTAaTOYHOCTM, MPU NOPaXeHNM cepAaLia — K TAXeNIoN cepieYHO HeAOCTaTOYHOCTK, Yrpo3a
XKV3HU HepeaKko Habntogaetca npu nopaxeHun LUHC, pa3Butum anbBeonnTa, aHemun u TpoMooLm-
ToneHun. B cnyyasax nporpeccupytowero teueHnsa CKB, ¢ BbICOKOW aKTUBHOCTbBIO U TAXKENbIMUY MO-
pakeHnAMK BHYTpeHHUX opraHoB MKC Ha3HaualoTcsa B BbICOKMX (Nogasnsaowmx) gosax. O6bIMHO
NPUMeHAETCA NPeAHN30MI0H BHYTPb B Ao3ax 40-60 mr (unm 0,5-1,0 mr/Kkr Beca). MNpu Kputnyeckmnx
cauTyaumax mnm HeapdEeKTMBHOCTM Ha3HaueHUA MPefHM30/IoHa BHYTPb NPUMEHATCA NHOY3UN
6-meTunnpeaHn3onoHa (mynbc-tepanua 3 gHA noapaa no 15-20 mr/kr). TKC ropmoHbl B neyeHum
CKB 3aHMMaloT 0cob60e MecTo, 1 X HazHaueHue ABNAeTCA 06A3aTeNbHbIM NPV CPeHEN 1 BbICOKO
cTeneHn akTmBHOCTY CKB. InuTenbHOCTb NIeUeHna NPakTUYeCKn He orpaHnyeHa 1 MoXeT Npogos-
KaTbCA B TeUeHMe MHOruX neT. [Mpy AOCTVXEHNM YNYULIEHWs, CHUXKEHNA akTUBHOCTU 6ome3Hun go3a
I'KC moxeT 6bITb MeffieHHO YyMeHblLueHa (06bluHO no 1 Mr B 7-10 gHel) fo noafepKMBatoLLeit, KO-
TOpasA BapbupyeT B 3aBUCUMOCTM OT TeyeHnA 6onesHu, MopaXeHnAa Toro UM MHOro opraHa unu
CUCTEMbI, pUCKa Pa3BUTUS 060CTPEHNSA, KOMOPOULHbIX 3aboneBaHNiA 1 OCNOXHeHWIA. MpenapaTom
BblIbOpa ANA cCcTeMHON nnu nHy3noHHon Tepanumn NKC ABnaeTca 6-meTnnnpeaHu3osnoH. Npu anu-
TenbHOM npueme NKC y nmaumeHToB HEOOXOAUMO KOHTPOSMPOBATL U MPOBOAWTb MPOPUAAKTUKY
0CTeonopo3a, CaxapHoro AuabeTa, aTepocCKyiepo3a, rMnepaunuaeMnn, apTepuanbHOn rmnepTeH-
3un, nopaxkeHua XKKT, KaTapakTbl, F1aykombl. PaHAOMU3MPOBaHHbIX McCiefoBaHUN 3GGEKTUBHOCTY
'KC npu CKB He npoBoannoch.

LutoctaTnkn (UumMToCTaTUYECKEe MMMYHOZENpPeccaHTbl) Ha3dHavaloTcAa naumeHTam ¢ CKB npwu
nporpeccupyoLlem Te4eH M, BbICOKON akTUBHOCTU, CONPOBOXAAILNMNCA NOPaXKeHNEM MU3HEH-
HO BaXHbIX OPraHOB U cucTem. [1ns MHAYKUMOHHON Tepanuu ucnonb3yetcs unknodpocdpammg (LD)
unun modetmna mukodeHonat (MM®). LI® HazHauaeTcA Npu pa3BUTAM BONYAHOUYHOrO HedbpuTa no
1000 Mr BHYTPVBEHHO eXeMeCAYHO B TeueHne 6 mecaues nnm rno 500 mr Kaxable 2 Hepgenw, fo 6
nHoy3nin. MM® Ha3HauaeTca B fo3e 2-3 r B AeHb B TeueHne 6 mecaues. LO n MM® npumeHsioT-
Csl B KOMOMHALUM C NyNbC-Tepanuel 6-MeTUANPeaHU30I0HOM U nocneayowmnm HasHaueHnem MKC
BHYTpb B go3e 0,5-1,0 Mr/kr. IHAYKUMOHHaA Tepanua NpoBoamnTca B TeyeHne 3-6 mecaues. Mpu
OOCTUXKEHUW KNMHWKO-NabopaTopHoro adgdeKTa LMTOCTaTUKM NCMOSb3YIOTCA B KauyecTBe nogaep-
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xuBatowen Tepanun: MMQ® B fo3ax 1-2 T B A€Hb UM @3aTUOMPUWH 2 MI/KT B Ai€Hb B TeueHmne 6 meca-

LeB. B oTaenbHbIX ciyyasx MOXET OblTb UCMOJIb30BaH LMKIOCNOPWH. LIMToCTaTrKm ABNAIOTCSA BaX-

HenwymM KOMNoHeHToM neueHust CKB, 0cO6eHHO Npu yrpoXKatoLem TeYeHI C NMOPaXKeHVEM MOYEK,

LHC, reHepann3oBaHHOM BacKynuTe, anbeeonvTe. HazHaueHne UMTOCTaTUKOB KaK B MHAYKLMOHHOW

dase, Tak Npu nogaepKUBaloLLell Tepanumn AOMKHO HaXOAUTbCA Mo NOCTOAHHBIM KOHTponeMm. Mpu
Ha3HayeHMW 3TMX NPenapaToB BbICOK PUCK Pa3BUTUA BaKTepmanbHbIX U BUPYCHbIX UHOEKLWIA, TOK-
CUYeCKOro renaTnTa, yrHeTeHNA KOCTHOMO3rOBOrO KPOBETBOPEHNA.
JleueHne BonuyaHo4yHoro Hedppwurta (BH)
JNleueHune BH gomxHO NpoBoANTbCA B COOTBETCTBUM C KNACCUGUKALMOHHBIM TUMOM HedpuTa.
Mpu BoiABneHun | nnm Il Knacca HasHauyeHwe nogasnawoLen nMmyHocynpeccusHon n NKC Tepa-
Ny He NpoBoaunTCcA. B cnyyasx BbiaBneHUA npotenHypun =0,5 r/cyT u sputpountypumn Tpebyetca
Ha3HauyeHwue KC u a3atmonpuHa. Mpu Hannumm [l kKnacca BH (cy6aHaoTennanbHble Aeno3untbl 1
nponudepatnBHble n3mMeHeHUAa <50% KnyboukoB) Tpebyetca arpeccusHasa Tepanua TKC 1 nm-
MyHogenpeccaHTamu. Knacc V (cy6anutennanbHble Aeno3unTbl U yToJLWeHNe MembpaH Kanunisa-
poB Kny6oukoB) npu coyetaHum c lII/IV knaccom Tpebyet Tepanuu, Kak Il n IV knaccbl. «<4uctbin V
MeMOpaHO3HbIl Knacc BH» paccmatprBaeTca nHaue, yem knacc IV. Knacc VI, cknepos 6onee 90%
KnybouKoB, TpebyeT NOArOTOBKM K Nepecagke MNOYKY, a He UMMYHOCYNpeccMBHON Tepanuun. Knac-
cndrKauroHHble pasgenbl «A» 1 «C» YKa3blBalOT Ha CTeMeHb XPOHU3aLMN U aKTUBHOCTU, MPpK npe-
o6najaHny XpoHM3aLMK FTMCTONATONOMNYECKUX N3MEHEHNI HE3HaUMTeNIbHA BEPOATHOCTb OTBETA
Ha UMMYHOCYNpeccuio.
Mpw BbISBNEHNM aKTUBHOTO BOSTYaHOUYHOTO HepprTa, MOMUMO OCHOBHOTO NleueHus NKC n yuto-
CTaTUKaMU, JOMXKHA Ha3HaYaTbCA AOMNONHNUTENIbHAA Tepanusa:
B AMWMHOXMHONNHOBbIE Npenapatbl (FMAPOKCUXIOPOXMH) Ha3HavalTcA B gosax ot 200
£,0 400 Mr B ieHb, NpW OTCYTCTBUM NPOTMBOMOKa3aHui. MNpun Ha3HaYeHNN rnapoKCUXI0pPo-
XVMHA YMEHbLUAETCA UHAEKC MOBPEXAEHNA, B TOM YMCIEe NOBPEXAEHNE NOYEK U PUCK rmnep-
Koarynsiuum ¢ pa3BuTriemM TPOMOO30B.

= [lpu Hanuumm npoTteuHypum >0,5 r/cyT Ha3HayalTCA GIOKaTOPbl AHTMOTEH3UHOBBIX pe-
LuenTopoB. bnokatopbl peLenTopoB K aHrMoTeH3nHy |l cHuXaloT npoTenHypuio Ha 30%,
3HaYMTeNIbHO YMEHbLUAIOT PUCK YABOEHNA KpeaTUHNHA 1 pa3BUTUE TePMUHANbHON noyey-
HOI HelOCTaTOUYHOCTU Y NaLMeHTOB C HearabeTnyeckon Hedponatuen. NHrmnbntopol ANO
1 6110KaTOPbI PELLeNTOPOB K aHrMOTeH3MHY Il npeBocxoaaT no 3¢p¢eKTMBHOCTY GoKaTopbI
KanbLMeBbIX KaHanoBs.

= [Ipy NOBbILWEHNM YPOBHA NMNMOMNPOTENA0B HU3KOW NNOTHOCTY B CbIBOPOTKE KPpoBM = 100 mr/an

peKoMeHayeTCA Ha3HayeHre CTaTUHOB.

PexkomeHpauum no nHaykumnonHoi tepanuu BH III/IV knacca

C uenblo nopasneHns akTMBHOCT BH o6A3aTenbHbIM KOMMNOHEHTOM MHAYKLMOHHOW Tepanuu
asnsioTca LD 1 MMO. mmyHocynpeccmBHas Tepanus Ha3HayaeTcAa B KOMOVHaUMKN € 3-AHEBHOM
nynbc-Tepanuein 6-meTuanpeaHn3onoHom (no 1000 Mr B AeHb) U nocneayowmm HasHauyeHnem MKC
BHYTpPb B fo3ax 0,5-1,0 MI/Kr B A€Hb, CH/XEHVE [03bl MPY AOCTXEHWM dddeKTa.

MMQO: Ha3zHauaeTcA B fo3ax 2-3 I B AeHb B TeueHne BCero nepuroga MHAYKLMOHHOW Tepanum
(6 mecaueB).

LI®: pekomeHpayeTca 2 pexknma HazHauveHna npu BH:

1. L® Ha3HayaeTcAa B «<HU3KMX fo3ax» no 500 Mr BHYTpMBEHHO 1 pa3 B 2 Heflenu, CyMMapHo 6 f03,
C nocnepyoLWM HazHayeHeM asaTmonpuHa nnu MM® BHyTpb.

2. «Bbicokue fo3bi» — LI® BHyTpMBEHHO Mo 5001000 Mr/m> NOBEPXHOCTY TeNa + 6-MeTUANPeaHN-
30510H 1000 Mr exemecAYHO B TeueHne 6 mecaueB, 3aTeM HasHavaetca MMO nnn asatnonpuH
BHYTPb.

MMO® n L|® aBnAaTca sKBMBaNEHTHbIMU KOMMNOHEHTaM1 UHAYKLUMOHHOM Tepanun. MM® aemoH-
CTpUPpYeT BbICOKY0 3PHEKTUBHOCTb B i03€ 3 T eXeHEBHO B TeueHne 6 MecALeB C MOC/eayoLWmnm
Ha3HaueHneM 6osee HU3KKX 03 B TeUeHye 3 JeT.
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Bbi6op no3bl MM 3aBUCKT OT KNMHUKO-MOP)ONOrnyeckomn KapTrHbl 3aboneBaHunsa, Hanpumep,
npw lll Knacce HebpwrTa 6€3 NONYAYHWI UV NPU HANMYUW NPOTEVHYPUN U CTaBUIBHOM YPOBHE Kpea-
TVHWUHA (MPU OTCYTCTBMM JaHHbIX 6GOMNCUM NOYKM) NPUemMnemMon moxeT 6biTb foza MMO® B 2-3 1 B
ZeHb. MNpu Hannumm -1V Knacca ¢ nonynyHUAMK, a TakxKe y NauMeHTOB C NPOTENHYPUEN 1 YBeNu-
UeHVeM YPOBHSA KpeaTUHVHa B nocnegHue 1-3 mecaua goza MM® gonkHa cocTaBnsATb 3 1 B CyTKU.
OnTummzauma HasHavyeHna MM® moxeT 6bITb OCyLLeCcTBIEHa 3aMeHOl Ha MUKOGEHONOBYIO K1CNO-
TY WM KMLLEYHOPACTBOPUMbIA MUKOdEHONAT HaTprA, 0CO6EHHO NpY Pa3BUTM TOLUHOTbI Y PBOTbI.

Mpeabipywme nccnefoBaHua, npoBeaeHHble HaumoHanbHbIM MHCTUTYTOM 380poBbA CLUA, noa-
TBEPKAAIOT 3OPEKTMBHOCTD «BbICOKMUX A03» LID, HasHauaeMbIx exXeMecAYHo 6 MecsleB U fJanee
eXXeKBapTasibHO B TeueHue 2 neT. Takon pexxmm fieueHuns obin 6onee 3G eKTMBEH B OTHOLIEHUN Npe-
JoTepalleHns oboctpeHus BH, uem KopoTKuin 6-MecauHbIN KypC. B TO ke Bpema «KopoTKMe KypcCbl»
LI®, npoBoanMble B TeueHme 3-6 MecALEB, C NocneAyoWmMM HasHayeHem a3aTtuonpuHa nnm MMO
TaK>Ke AEMOHCTPUPYIOT XopoLure pe3ynbTaTbl.

PekomeHAaLMM NO NCMOIb30BaHMIO MYNIbC-TEPANMN B KauecTBe MHAYKLUMOHHOI Tepanumn BH 6a-
3MPYIOTCA NpeXxae BCero Ha MHEHUU SKCNePTOB.

OTCyTCTBME KOHKPETHbIX PEKOMEHZALUI Mo Temny CHUXKeHnA fo3bl [KC ob6bacHAeTcA pasHo-
ob6pasnem KNNHNYECKMX NposBieHnin BH n BHenoueuHbix npoasneHuin CKB.

PexkomeHpauum no nHaykumnoHHoi tepanuu BH III/IV knacca

PekomeHayeTcA B 60NbLIMHCTBE CllyYaeB HauMHaTb MHAYKUMOHHYo Tepanuio LI® nnv MM® n He
BHOCUTb CEPbEe3HbIX KOPPEKTUB B JIeUeHNe B TeUeHre 6 MecALIeB KPOME N3MEHEHUA eXe[HEBHOW
no3bl [KC. KoppeKuus Tepanmm BO3MOXHa NpU Hanuuum ybeautenbHbIX 4OKA3aTENbCTB YXYALWEHWS
yepes 3 mecALa OT Hayana fievyeHns: ysenndeHne Ha 50% nNpoTenHypumn Nnm KpeaTuH1Ha CbiIBOPOT-
KN KPOBW.

CoxpaHeHue feTopoHOoN GyHKLUUN — OfAHa U3 Hanbonee cepbe3HbiX NPo6IeM y MONOAbIX XKEH-
wuH ¢ BH. B aToin cBA3M pekomeHAayeTcA HazHauyaTb MM® B KauecTBe UHAYKLMOHHOW Tepanuu y
XKEHLLMH, NaHNpyoWrx 6epeMeHHOCTb, B CBA3M C TEM, UTO BbiCOKMe Ao3bl LI® moryT npusectu K
HeobpaTmomy 6ecnnoguio.

PexkomeHpauun no MHAYKUNOHHON Tepanun y nayuenTos ¢ IV unm IV/V Knaccom BH ¢ Ha-
nAnynem nonynyHun

PekomeHzyeTca AnAa JOCTUKEHWA ynyudlleHWA y nauneHToB ¢ BH paHHoro knacca npoBoanTb
WHAYKLUMOHHYIO Tepanuio ¢ ncnonb3osaHnem LO nan MMO, a Takxe HaunHaTb NpoBefieHne Mysibc-
Tepanumn 6-meTUANPeaHN3010HOM 1 Ha3HauvaTb [KC BHYTpb B lo3ax He MeHee 1 mr/Kr/cyT. Hannuune
nonynyHni yKasblBaeT Ha HeONMaronPUATHBIN XN3HEHHbI MPOrHO3 AaXe Npu CBOeBPEMEHHOM NPO-
BEAEHUN UHTEHCMBHOW MHAYKLMOHHOW Tepanuu, Ha3HauyeHne MMQ® B fo3e 2 r/cyT He ycTynaet rno
3bdeKTUBHOCTU NHDY3MAM BbiCOKUX f03 LID.

PekomeHpaL M No NHAYKUNOHHON Tepanuu y nayneHToB ¢ V knaccom «<Mem6paHo3HbiMm» BH

Mpw noaTeepxaeHUn V «<membpaHo3Horo» Knacca BH ¢ MaccMBHOM «<HeGpOTUUECKON» NPOTENHY-
priein peKkoMeHAyeTCA Ha3HayaTb NpeaHn30moH (0,5 Mr/Kr/cyT) B kombuHaumm ¢ MM® no 2-3 1 B fieHb.

PekomeHpaunm no HasHa4YeHMIO NOAAEPXKMBaloLel Tepanun nayneHTam ¢ BH, y kotopbix
AOCTUTHYTO yny4lleHue nocse npoBeAeHNa UHAYKUNOHHON Tepanun

Mpw pocTxeHun y naumeHToB ¢ BH xopoluero knuHrnko-nabopatopHoro a¢dekra nocne npo-
BefeHNA NHAYKUMOHHON Tepanumn pekoMeHayeTca ANnA NogaepKaHna pesynbrata v yaydleHns oT-
[aneHHOro NporHo3a HasHayeHne MMO B fo3e 2 r/cyT unu azaTnonpurHa 2 Mr/Kr/cyT.

PekomeHpaLmM No N3MEHEHMIO Tepanun y nauneHTos ¢ BH, He oTBeTUBLUMX Ha MHAYKLN-
OHHYI0 Tepanuio

B cnyuasx, Korga He JOCTUTHYT MONOXUTENbHbIN pe3ynbTaT nocsie NpoBefeHna 6-MecAYHON
WHAYKLUMOHHON Tepanuu rnokokopTrkoctepougamu + LU nan MMO, nnn yxyglieHuna nocne 3 me-
cALEeB OT Havyana Tepanum, peKoMeHAyeTcA nepeKkntoyeHre ¢ OJHOro MMMYHOCYNPeCcCUBHOrO npe-
napaTta Ha apyron, Hanpumep, ¢ MM® Ha LU® unu HaobopoT, B KOMOMHaLUMKN C 3-AHEBHON NynbC-
Tepanueii. Mpu nepeknioyeHnn Ha LI® BO3MOXKHO NCNONb30BaHMeE Kak HU3KUX, TaK U BbICOKUX [03.
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CuctemHan KpacHas Bo/lYaHKa

Mpwn oTcyTcTBUM 3PdeKTa OAHON NN ABYX CXEM UHAYKLMOHHOM Tepanuu ¢ npumeHeHnem Ld/
MM® moxeT 6bITb UCMOIb30BaH PuTykcmab.

JleueHune BH npu Hanuuum 6epemeHHOCTN

Mpy HanUuMM 6epeMeHHOCT Y XKeHLWNUH ¢ BH pekomeHayeTcs HEeCKONbKO BapuaHTOB Tepanuu.
Mpwy OTCYTCTBUM aKTUBHOCTM HedbpuTa U BHENOUYeYHbIX NposasneHni CKB cneunanbHoi Tepanum He
TpebyetcA. Mpn He3HAUYNTENbHOW aKTUBHOCTUM PEKOMEHAYeTCA Ha3HauyeHVe aMUHOXUHOMMHOBBIX
npenapatoBs (MnakseHun). Mpu BbipaXXeHHOW akTMBHOCTY BH 1/nnmn BHenoyeyHbix NnpoAsaeHuin 6o-
ne3Hu HasHavatotca NKC B fo3ax, NO3BONAIOLMX KOHTPONMPOBaThb TeueHre 6onesHu, npu Heobxo-
OVIMOCTY BO3MOXHO flo6aBieHre a3aTonpriHa.

CnepyeT MMeTb B BMAY, 4To Bbicokue no3bl [KC y naumeHToB ¢ CKB 1 Hanuunem 6epemeHHo-
CTV CONPSXKEHbI C BbICOKUM pUCKOM pa3sutua Al n caxapHoro gnabeta. MM®, L®, uuknocnopuH
N METOTPeKCaT He Ha3HaYaloTCA 13-3a BbICOKOTO pMUCKa pa3BUTKA TepaToreHHoro a¢dekTa. TepaTo-
reHHbI 3¢pdeKT a3aTronpuHa B Ao3ax He 6onee 2 Mr/Kr cuMTaeTcA MUHUManNbHbIM. MauueHTKam ¢
nepcrcTMpyloLel BbICOKON akTMBHOCTbIO BH, ycTaHoBneHHbIM nnm npegnonaraemoim lII/1IV knac-
com HedpuTa peKoMeHIyeTCA NPOBefEHNE KecapeBa ceueHus nocne 28 Hefenb 6epemMeHHOCTU.

JleyeHune CKB Bo Bpemsa 6epeMeHHOCTUN

Mpwn oTcyTcTBUM 060CTpeHmsa CKB 6epemeHHOCTb He TpebyeT Kakoro-nmbo cneumanbHoOro fe-
yeHuA. Ecnn XeHWmHa nonyyana ruapoKCcMXIOPOXMH (MNakBeHW) A0 3ayaTua, To cneayeTt npo-
LOMKNUTb NPUEM 3TOro fleKapcTBa BO BpemsA 6epeMeHHOCTU, MOCKOSIbKY OH CHUMAeT BEPOATHOCTb
0060CTpeHMs, a TakKe BO3MOXXHOCTb Pa3BUTWA HeOHaTaslbHOI BonyaHKu. HIMBC He fomKHbI MCMonb-
30BaTbCA B nieyeHnmn BH y 6epeMeHHbIX, Tak Kak OHM YBENUUYMBAIOT PUCK BbIKMABILIA, MPeXaeBpe-
MEHHOrO 3aKpbITA 60TanI0Ba NPOTOKA U 3aTAMHbIX POAOB.

YuunTtbiBad, 4To NPefHU30NIOH He MpeoponeBaeT naueHTapHbI 6apbep, oH ABnsAeTcA 6onee
npepnoututensHbiM NKC ana npumeHeHus Bo Bpema bepemeHHocTU. DToprpoBaHHble TKC (pek-
cameTa3oH, 6eTaMeTa3oH) NPeoAonNeBaloT NiaueHTapHbIn 6apbep 1 AOMKHbI UCNONIb30BaTbCA ANA
WHIYKUMW CO3PEeBaHNA NIerknx Nioga B NpexaeBpeMeHHbIX pofax.

MpenHW30M0H cnegyeT MCNONb30BaTb B COOTBETCTBUM C TAXKECTbIO CMMMTOMOB 3aboneBaHus,
O[HaKO B A03aX, He npeBbilaioLimx 20 Mr/CyT, MOCKONbKY 3TO MOXeET ObITb CBA3aHO C Pa3BUTHEM re-
CTaunoHHoro anabeTa, Npesknamncuy, nosbieHem ALl n npexaeBpemMeHHbIM N3UTUEM OKOJO-
nnogHbix BoA. MNprmeHeHune NKC B neprKoHLENLNOHHOM Neprofie accoLMnpyeTCa C MOBbILLEHHbBIM
PVYCKOM BO3HUKHOBEHVSA Y NMIofa BPOXKAEHHON pacluyennHbl rybbl v HéGa (B 1,7 pasa).

Mpwem asaTmonpuHa B [03e, He NpeBbllatoLeid 2 Mr/Kr/cyT, cuntaetca 6e3onacHbIM BO Bpe-
Msi 6epeMeHHOCTH, XOTA OTMeYasnach ero CBs3b C 3afepPXKol BHYTPUYTPOOBHOro pa3suTyA nNnoga u
60/bllEe YaCTOTOW BbIKMAbILLIEN.

B cBA3M C NOBbILWEHHbIM PUCKOM Pa3BUTUA TPOMOO3a Yy KEHLUMH C HeGPOTUYECKNM CUHLPOMOM
BO Bpems 6epemMeHHOCTN NOKa3aHo NpYMEHeHMe HU3KUX 03 acnupurHa (100 mr/cyT), He3aBUCUMO
ot Hannuna adJ1. MetoTpekcart, L®, MMO, nednyHomma, nArf®, BPA 1 nporsBogHble KymapuHa AB-
NATCA NeKapCTBEHHbIMY CPeCTBaMM C JOKa3aHHbIM TepaTOreHHbIM PUCKOM, MO3TOMY B nfeane nx
npriem JOMKeH ObITb NPeKpalleH He MeHee yeM 3a 3 MecsALa Ao 3a4aTus.

JleueHune nopakeHunsa LLHC

McnxoHeBponormyeckne NpoABAEHNA ABAAIOTCA HaUMeHee U3yYeHHbIMU W, BO3MOXHO, OAHW-
MU U3 caMblX pacnpocTpaHeHHbix nposasneHnii CKB. Tonbko B 1999 r. skcneptbl ACR npepnoxunnu
Knaccudurkaumio v geprHuumMm 19 Hanbonee N3yyeHHbIX MPOSBAEHWUI NOPAXKEHUS LLEHTPANbHON U
nepudepryeckon HepBHOM crcTembl y naumeHToB ¢ CKB.

Ins nopaTtBepxaeHma nopaxkernma LUHC npyu CKB Heo6xoanmo npuBnekatb CNeunanncToB He-
BPOJIOroB 1 NCUXNATPOB, NPOBOANTL CrieumanbHble nccnegosanua: 331, MPT ronoBHOro U CNNHHO-
ro mosra.

Mpy pasBUTUN TAXKENbIX, KMN3HEYTPOXKAIOLWMX COCTOAHMIA Npu nopaxkeHun LIHC: cygoporw, no-
MepeyHbIl MUENNT, HEBPUT 3PUTESIbHOTO HepBa, LepebpoBacKyUT — peKoMeHAyeTcs Hesame[-
NNTeNIbHO HayaTb MPOBEAEHNE VHTEHCMBHON Tepanuu: nHoy3umn LD no 1000-500 mMr u 6-metun-
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npeaHnsonoHa no 1000 Mr HeCKONbKO AHeW noapaf ¢ nocnegyowmm HasHadyeHnem [KC BHYTpb
0,5-1,0 mr/Kkr/cyT.

Mpu pa3BUTUN KOMbI, COMOPA, MPOrPeccMpyowero MMenmTa, Hanmymm BbICOKOrO YPOBHA aHTU-
Ten K auHK n/vnn Kprnorno6ynmHOB B CbIBOPOTKE KPOBU MOKa3aHO NprMeHeHue nnasmadepesa,
eXefJHeBHO 1N Yepes fieHb, € 3Kkcdy3melr 20-30 mn/Kr Beca nnasmbl. HazHaueHne BHYTPYBEHHOIO
nMMyHornobynuHa B go3sax 0,5-1,0 r/Kr pekomeHayeTca Nocne OKOHYaHWA npoueayp nnasmade-
pesa.

Mpu otcyTcTBUM 3P deKTa B TeueHre nepBbix 3—4 AHEeWN OT Hayana MHTEHCMBHOWM Tepanunn 3KC-
nepTbl peKOMeHAYIOT HaszHayaTb Putykcumab no 500-1000 mMr exeHefenbHO (MakcmanbHas cym-
MapHas go3a 2000 mr).

PekomeHZaLmun no npumeHeHnto Putykcumaba npu xusHeyrposkatowem nopaxeHun LIHC oc-
HOBaHbl Ha AaHHbIX O BbICOKOW 3$deKTUBHOCTN aHTU-B-KneTouHon Tepanun y naumeHTos ¢ CKB ¢
pa3BuTMEM KOMbI, KaTasiencuu, nonepeyHoro MMennTa 1 Nc1xosa, Nnpu oTcyTcTemm spdeKTta ot npu-
MeHeHUs maccuBHbIx 103 NKC, LL®, ummyHornobynuHa u nnasmadepesa.

Xupypruueckue metogbl neyeHuns CKB:

B TpaHCnAaHTauma NoYKy;

B TpaHCNAaHTaumA CTBOJSIOBbIX KNETOK.

Mpo¢unakTuka CKB:

= epBUYHAaA OTCYTCTBYET;

= BTOpUYHaA — NPodUNIAKTUKA 060CTPEHU (aleKBaTHas NaToreHeTUYeCcKas Tepanus);

®  TpeTuyHasa — npodurnakTnka u nedeHune ocnoxxHeHun (Al, XMH, XCH, acentuuecknii HeKpos,

CTepOUAHbIN CaxapHbI AnabeT, KaTapakTa u T. 4.).
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IOBEHWJ/TbHbI MOANOMNATUYECK APTPUT

nugemunonornsa

lOBeHUNbHBIN ngrnonaTnyeckun aptput (KONA) npeacraBnseT coboi 0gHO U3 Hanbosee YacTbIX
1 CaMbiX UHBaNMAN3NPYIOLWKX peBMATNUECKX 3aboneBaHnin B AeTCKOM Bo3pacTe. 3a6oneBaemMocCTb
IOUA coctaBnAeT ot 2 4o 16 Ha 100 TbiC. eTCKOro HaceneHus B Bo3pacTe Jo 16 neT. PacnpocTpaHeH-
HocTb KOUA B pa3Hbix cTpaHax konebnetca ot 0,05 go 0,6%. Ha Tepputopumn Pecny6nukn Benapycb
pacnpoctpaHeHHOCTb OUA y peten fo 18 net pocturaet 38,6 Ha 100 TbiC. 4ETCKOrO HaceneHus.
Yauie OVIA 6oneloT AeBouKun.

OnpepeneHne

IOBeHMNbHBIN nAMoNaTUYeCKNiA apTpUT onpeaenaeTca Kak apTpUT HeyCTaHOBNEHHOW 3TMOMO-
rK, BO3HUKLUUIA O 18-neTHero Bo3pacTa, NPUCYTCTBYIOWNIA B TeueHne 6 Heflenb, NPU UCKNYEeHUN
Opyrux 3aboneBaHni CycTaBoB.

Knaccndukaumsa

B MexpyHapoaHo knaccudukauum 6onesHeir 10-ro nepecmotpa (MKB-10) toBeHWAbHBIN ngmo-
naTMyecKunii apTpuT BKOYEH B pybprKy MO8:

MO08.0 — lOHoLecKui (loBeHUNbHBIN) peBMaTouaHbIA apTpuT (PO+ n PO-);

MO08.1 - IOHOoLeCKNiA aHKMNO3NPYIOLWNIA CMOHAWNINT;

MO08.2 - KOHowecKni (IoBEHUNIbHbIN) aPTPUT C CUCTEMHbBIM Havanom;

M08.3 - lOHoLWeCKu (oBEHWNbHbBIN) NOANAPTPUT (CEPOHEraTUBHbIN);

MO08.4 - MayunapTUKynApHbIA IOHOLWECKNI (10BEHWUMbHBIN) apTPUT;

MO08.8 — ipyrue 1oBeHnsIbHblE apTPUTI;

M08.9 - IOHOoLWeCKNn apTpUT HeYyTOYHEHHbIN.

B HacToAWMIN MOMEHT obLenpuHATON cuutaeTcs Knaccndurkauus i0BeHUbHOTO nguonaTtuye-
CKOro apTputa MexxgyHapogHou nurn peesmatonormnyecknx accoumnauun (ILAR 2007), kotopas co-
CTOUT U3 6 Pa3NNYHbIX B3aVMOUCKIOYAIOLLUX KaTeropui, onpefeneHHbIX B KNMHUYECKKX 1 nabopa-
TOPHbIX MOKa3aTenax: CUCTEMHbI apTPUT, ONINFr0apTPUT, NONMapTPUT PO-NO3UTUBHbBIN, NOANaPTPUT
P®O-HeraTMBHbIN, SHTE3UT-CBA3AHHbIV apTpWT, Ncopuatnyeckunin aptpuT (McA) n ceabman Kateropus,
HeguddepeHLMPOBaHHBIN apTPUT.

CUCTEMHDBIN apTPUT onpeaenseTca Kak apTPUT C NOBTOPAIOLLENCA NNXOPAAKON HEM3BECTHOIO
npovcxoxaeHus (Mcknoyan UHGEKLNOHHbIE, HeoMMacTUYecKmne, ayTOMMMYHHbIE UM MOHOTFeHHble
ayToBOCManuTenbHble 3aboneBaHUsA), KOTOpasa 3apermcTPUpPoBaHa Kak exefaHeBHas (Mxopapnka,
KoTopas nosbiwaetca Ao =39° C oanH pa3 B AeHb 1 Bo3Bpalyaetca K <37° C mexay nMkamu nnxo-
pafKku) B TeYeHre MMHUMYM 3 fHel NOAPAA U NOBTOPAETCA B TeUeHNe Kak MUHUMYM 2 Hefenb U
COMNPOBOXKAAETCA ABYMSA NN Boniee 13 HUKenepeUunciieHHbIX MPU3HaKOoB:
= MuMoneTHas (HedUKCMPOBaHHas) SpuTeMaTo3Has Cbifb;

= ceposuT;
= reHepann3oBaHHOE yBenmyeHme TMMGaTNUECKUX Y3108, U/Uiv renatoMmeranus, /uim CnieHo-
meranus.

MonnapTpuT cepoHeraTMBHbIN ONpeaenseTcs NPU NopaXKeHnn NATK 1 6onee CycTaBoB B Teue-
HMe NepBbIX LeCTN MecsLeB 3aboneBaHus, PO — oTpuuaTtenbHbIii.

MonunapTpuT Cepono3nTUBHBIN onpefenseTcs Npy NopaxXeHUn NATu U bonee CycTaBoB B Te-
yeHVe NepBbiX WecTy MecsaueB 3aboneBaHNA NPU HanuuMK NonoxmTtenbHoro PO B ABYx TecTax Ha
NPOTAXeHNW 3 MecALEeB UNKN He MeHee 1 MONOXMTENbHOrO TeCTa Ha aHTUTeNa K LUMKNNYeCckomy Lin-
TPpynnMHMpoBaHHomMy nentuay (ALILIM).

OnuroapTpuT onpegenaeTca Npy Hanuumm aptTputa 1-4 cyctaBoB B TeUeHME NepBbiX 6 MecALeB
3aboneBaHus.
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DHTE3WT-CBA3aHHbIN apTPUT ONpefenaAeTca NPu HaNMYUM apTpuTa (Yalle ONUroapTpuTa) U SHTe-
3uTa NIoC Hanuuune 6onee 3 mecALeB BocnanuTenbHbIX 6onen B CNvHe 1 cakpownenTta Npu B13ya-
NM3aumnu, Unu apTpuTa 1 3HTe3uTa B COueTaHnm C ABYMA U3 CliefyowWwmX MPU3HaKOB:

— 60ne3HeHHOCTb B 06/1aCTN KPeCTLOBO-NOAB3LOLHbIX COUNIEHEHWI;

— BOCNanuTenbHble 60NN B CMVHE;

— Hannume HLA-B27;

— CeMelHbIi aHamHe3, CBUAETENbCTBYIOWNA O Hanu4uM NOATBEPXKAEHHbIX Bpayamn HLA-B27-
accouumnpoBaHHbIX 3a6oneBaHnin Y pOACTBEHHMKOB | cTeneHn poacTBa;

— nepenHUin yBeuT, CONPOoBOXAAWNIACA 60Mblo, MOKPaCHeHWeM rnas, cBeTo60A3HbIO.

Takoli BapuaHT IOBEHUTbHOIO apTpUTa MOXKET OblTb paHHEN CTafgunel BEHMUBHOMO CMIOHAWMO-
apTpuTa, ANA BbIABIEHUA KOTOPOro TpebyeTcAa peHTreHONornyeckoe NOATBEP)KAEHME MOPAXKeHNA
KpecTLOoBO-NOAB3AO0LWHbIX COYNEHEHMIA UnK AaHHble MPT, no3gonAwme BbIABUTb CAKPOWUNENT B
6onee paHHME CPOKN.

Mcopratnyecknii apTpUT oNpeaensaeTca NPU HanMYyMM apTpPUTa U KOXKHOTO Ncopuasa unm npu
HanMunM apTpuTa U ABYX N3 NEPEUYNCNEHHDBIX CUMMTOMOB:

—  JaKTUIuT;
—  M3MeHeHUs HorTeln (CMHAPOM «HanepCcTKa», OHUXONN3NC);
— CceMeliHbll Ncopuas, NOATBEPKAEHHDIV fePMaTONIOrOM Y POACTBEHHMKOB | cTeneHn poacTsa.

HepnddepeHLMpoBaHHbIN apTpUT ONpeaenaeTca NPy HanMumMm apTpuTa B TedeHne 6 Hefenb U1
6onee, KOTOPbI HE COOTBETCTBYET HY OJHOW M3 NPeAbIAYLLNX KaTeropui Knaccudukaumm unm ot-
BeyaeT Kputepunam 6osiee UeM OfHOWN KaTeropumn.

3a nocnegHue 20 neT HakoMnJIeHo Bce 60sblUe CBUAETENbCTB TOFO, YUTO HEKOTOPbIE 13 STUX KaTe-
ropuvi BbIrMAAAT JOBOJIbHO OAHOPOAHBIMI U NPUCYTCTBYIOT KakK y AeTel, Tak 1 'y B3pOC/bIX, Apyrue
ABNATCA HEOLHOPOAHBIMM 1 TPEBYIOT yTOUHEHUA.

CuctemHbii FOMA xapaktepusyetca ayToBocnanutesibHbiM GEHOTUMOM C ero SKBMBANEHTOM Y
B3POCJSIOro YenoBeka, Ha3bliBaembiM «6one3Hb Ctunna». PO-no3nTUBHLIN NOANaPTPUT NpescTaBnaeT
coboli geTckunin skemBaneHT PO-No3MTUBHOIO B3pOCSIOro peBMatongHoro aptputa (PA), a aHTe3uT-
CBA3aHHbIV apTpuUT ABnsAeTca Gopmoi HeandpdpepeHLMPOBAHHOTO CNOHAMMIOAPTPMTA B3POCIbIX.

AnarHoctuka IOUA
O6sa3aTtenbHanA AMarHoCTMKa BKIOYaET:

— obwwnin aHann3 KpoBu;

— obwwuin aHanus mouu;

— Bunoxmmunuyeckoe MCcneaoBaHVie KPOBU: onpeaeneHne KoHLUeHTpauum obuiero 6enka, obuero
6unupy6rHa, MOUYEBMHBI, MIOKO3bI, 3nekTponutoB, CPB, ACAT, AnAT;

—  MIMMYHOJIOTMYeckoe nccnepoBaHuve Kposu: onpegenerue PO, ALILIM (nocne KoHcynbTaummy Bpa-
Ya-peBMaTosIora OAHOKPATHO NpU BeprudUKaLm anarHosa);

— nccnepoBaHMe CbIBOPOTKM KPOBY Ha MapKepbl BUpYycHoro renatuta (HBsAg; Anti-HB core; Anti-
HCV ogHoKpaTHO nepep Ha3HayeHNeM LMTOCTaTUYECKMX UMMYHOAENPEeCCaHTOoB);

— peHTreHorpadua nopaxeHHbIX CyCTaBOB;

— peHTreHorpadua opraHoB rpyaHON NONOCTY;

— KoXHas npoba c TybepKynuHom (peakumsa MaHTy);

— OKI
JononHuTenbHan ANarHOCTUKa BKIOYaeT:

— Ouoxvmunueckoe nccnefoBaHne KPOBUW: onpefesieHne KOHLEeHTpaumMmn KpeaTrHUHA, MOYeBOW
kucnortbl, J1AT, KOK, LLI®, amunasbl, coaepkaHna GpepputnHa B CbIBOPOTKE KPOBU, XONECTEPUHA,
JIMNUAHOrO CNeKTpa KpoBY;

— NpPOKanbLUUTOHUHOBbIN TECT;

—  VIMMYHOJIOTMYecKoe NCCNiefoBaHne KpoBU: onpeaesieHne CbiBOPOTOYHON KOHLeHTpauun IgA,
IgM, 1gG, ACN-O, AH®, aHTuTena K fgBycnupanbHoi [HK, aHTUTena K KapguonunuHam, b2-
rMKOMNpPOTEenHY, KomnnemeHT (dpakuun C3 n C4);
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—  MMyHOobeHOTUN NMMGOLMTOB (ANA UCKNIOYEHNA UMMYHOAEPULIMTHOIO COCTOAHNSA);

—  MccnefoBaHMe KoarynsauMoHHOrO remocTasa;

— onpefeneHne MapKepoB KOCTHOTMO PeMOoAeNMPOBaHMA: OCTEOKaNbUMH, WOHM3NPOBaHHbIN
Kanbuui;

— nccnefoBaHMe CUHOBUANbHON XXNAKOCTY;

—  MoJeKynspHo-6monornyeckoe NccneaoBaHe KPoBu, CUHOBUANbHOW XUAKOCTH, SNUTenmnanb-
HbIX KNEeTOK YpeTpbl N KOHbIOHKTMBbI Ha Hannune ¢parmeHTos JHK Chlamidia trachomatis me-
Topom MNUP;

— onpepeneHve aHTuTen Knaccos IgA, IgM, IgG k Salmonellla enterica, Yersinia enterocolitica,
Yersinia pseudotuberculosis, Chlamidia trachomatis, Chlamidia psittaci, Chlamidia pneumoniae,
Mycoplasma pneumonia B KpoBu;

— onpepgeneHve aHTUTen Knaccos M n G K uMtomeranoBupycy, Bupycy dnwTeliHa — bapp, Bupycy
npocToro repneca | n Il Tvnos B KpoBy;

—  MOJeKynsipHO-6MoNorMyeckoe NccneoBaHne KPOBY, CIIIOHBI, MOUYM Ha BUPYChbI;

—  MOJeKynsipHo-6ronoruueckoe nccnefoBaHvie KpoBy Ha Tokconnasmel (Toxoplasma gondii);

— OnpepeneHe B CbIBOPOTKe KpoBU aHTUTeN Knaccos IgM, IgG k Borrelia burgdorferi;

— GaKTepuonormyeckoe NccsiefoBaHmne CM3n C MUHAANVH 1 3aAHel CTEHKIM FNOTKM Ha aspobHble
1 dpaKynbTaTUBHO-aHa3PO6HbIe MUKPOOPraHW3Mbl;

—  NYHKUWUA KOCTHOFO MO3ra;

—  Ixo-KI;

— KOMMJIEKCHOE YNbTPa3BYKOBOE WCC/IefOBaHNe BHYTPEHHUX OPraHoB, BKntouas Y3U opraHos
6pIOLLHON NONOCTU, NOYeK, NMMbaTUUECKMX Y3N0B;

— 3JIAC c obAzaTenbHoW 6uoncmein cNM3MCTol 0BOMOUKM XefyaKka U ABeHaauaTMnepCcTHom
KULLKK;

— YNbTPa3BYKOBOE NCCNEA0BaHNE NOPAaXKEHHbIX CYCTaBOB;

— KT nopakeHHbIX CyCTaBOB;

— MPT nopaeHHbIX CyCTaBOB NPU ANIUTENIbHOCTU 6ONE3HN MeHee 6 MeCsLEB;

—  PEeHTreHOAEeHCUTOMETPUS MOSCHUYHOIO OTAEeNa NO3BOHOYHKKA NauyeHTaM, NMosyyaloLwmum -
KOKOTPUKOCTEPOUIHYIO Tepanuio;

— cumHTUrpadma Kocten (Npy HanMuum AecTpyKUMM B CyCTaBax U KOCTAX CKeneTa, He TUMNYHbIX
ana lOA);

—  BUACKUHTECT;

— apTPOCKOMWA — TONBKO MPUW HaNIMYMKM CTPOTUX NOKa3aHuI;

— KOHCynbTauuu Bpayel-crneunanmcToB: Bpaya — TpaBMaTosiora-optoneaa, Bpadya-odranbmo-
510ra; Bpaya-remMaTtosniora uim Bpada-oHkosora (Mpy Hanmumm occanrnin nm ynopHblx apTpan-
rMIA, reMaToNOrMYeCKNX HapyLIeHUA UM TAKENOM 06LeM CoCToAHUM); Bpaya-dTmn3maTpa
(NpY HaNMUMM NONOXUTENbHOW TYGEPKYNMHOBON NPo6bI, NMMdaaeHoNaTMK); Bpava-nMmmy-
Hosnora (Mpy NoAO3pPeHMM Ha UMMYHOAEPULNTHOE COCTOAHUE); Bpaya-reHeTuka (Npu Hanum-
UMM MHOXECTBEHHbIX MasbiX aHOMasnM Pa3BUTKA, CUHAPOMA AUCMIA3UN COEAUHUTENBHON
TKaHW); Bpaya-3HAOKPUHONOra (Npu HapylueHnn pocTta pebeHKa, pa3BuTun cuHagpoma Ky-
LWUNHra).

[na oueHKn cTeneHn akTMBHOCTY 3aboneBaHmsa ncnonbsytot MHaekc JADAS - Juvenile Arthritis
Disease Activity Score, KOTOpPbIN CyLLECTBYET B TPEX BEPCUAX, B 3aBUCUMOCTI OT YnCna CycTaBOB, OLe-
HVBaeMbIX B MOMEHT nccnegoBanms — 71,27 unu 10. Bo Bcex Tpex Bepcusix Bpauom oLieHmBaeTcs 3a60-
neBaHve no wkane BALL (0-10 cm), o6wwas oLeHKa NaureHTa poauTensmu no wikane BALL (0-10 cm),
UMCNIO aKTMBHBIX CYCTaBOB M HOPManuU30BaHHbI Mokasatenb CO3J, paccuvTaHHbIn no dbopmy-
ne: (CO3, mm/uac - 20) / 10, npu 3tom CO3 <20 mm/vac npupaBHmBaeTca K 0, a CO3 >120 mm/yac
npupasHuBaeTca K 120. Lkana CO3 cooteTcTBYeT 0-10. MHAekc JADAS npeacTtaBnsaeT coboit cym-
My NepeymncsieHHbIX YeTbipex NokasaTenen. 3HaueHnA nHAeKca MoryT KonebaTtbca B AranasoHe ot 0
0o 101, 57 n 40 (COOTBETCTBEHHO).
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CreneHb akTUBHOCTU IOUA

JADAS71 JADAS27 cJADAS10
Onuroaptpur
HeakTtnBHas 6onesHb <1 <1 <1
Hu3kaA akTMBHOCTb <2 <2 <1,5
CpepHAA akTUBHOCTb 2,1-4,2 2,1-4,2 1,51-4
Bblcokas akTUBHOCTb >4,2 >4,2 >4
Monunaprtpur
HeakTuBHas 6onesHb <1 <1 <1
Hun3Kaa akTMBHOCTb <3,8 <3,8 <2,5
CpepHAa akTUBHOCTb 3,9-10,5 3,9-8,5 2,51-8,5
BblcoKas akTUBHOCTb >10,5 >8,5 >8,5

Mpu nposBefeHNN PeHTreHOOrMYeCcKoro NcciefoBaHNA CyCTaBOB BbIAENAT cneayowme cra-
OV aHaTOMUYECKMX n3meHeHui (no LLiTtenH6pokepy):
| cTapmA - paclwpeHmne CycTaBHOM Wwenu, snndrsapHbIi 0CTEONOPO3;
Il cTapma — anndm3apHbIi 0CTEONOPO3, Pa3BONIOKHEHME XPALLA, MOABIEHNE AYENCTOCTH, y3ypa-
LM BHYTPUCYCTaBHbIX CTPYKTYP, Cy>KeHMe CycTaBHOW LWenu, eANHNYHbIE 3PO31K;
Il ctagma — 3HauUMTENbHOE CyXeHre CYCTaBHOMN Lenu, AeCTPYKUMA XpALLa U KOCT1, popMUpoBa-
HMe KOCTHO-XPALLEBbIX 3PO3WIA, MOABLIBUXM B CycTaBax;
IV ctagusa — kputepun lll ctagum + GUOPO3HBIN MW KOCTHBIN aHKUNO3.
Mpwn oueHKe GYHKLUMOHaNbHOW aKTUBHOCTY CYCTaBOB BblAeNAT 4 PyHKLMOHaNbHbIX Knacca:
| Knacc — dyHKLMOHanbHaA CNOCOGHOCTb CYyCTaBOB COXPaHeHa;
Il Knacc — orpaHuyeHune GyHKUMOHaNbHOW CMOCOBHOCTY CyCcTaBOB 6e3 orpaHMYeHnsa cnocob-
HOCTV K CaMOOOBCNTYKMBaHWIO;
Il kKnacc - orpaHnyeHrie GYHKLMOHaNIbHOWM CMOCOOHOCTM CyCTaBOB COMPOBOXKAAETCA OrpaHmye-
HMeM CNoCOB6HOCTM K CaMOOBCITYKMBAHUIO;
IV Knacc - pebeHoK ceba He 06CNyKMBAET, HY>KAAETCA B MOCTOPOHHEN NOMOLLU, KOCTbIAAX 1
Apyrux npucnocodneHmnax.
®opmynurposka agnarHosa OVA Bkntouyaer:
— HO30M0r1o, KNnHUYecKyo popmy 3abonesaHus;
— CTeneHb akTUBHOCTY;
— PEeHTreHONorMYecKyo CTaauio;
—  $yHKUMOHaNbHbIN KNace;
—  OCJIOXHEHUA.
Mprmepbl GOPMYNNPOBKM AnarHo3a:
1. lOHOLWeCKMIN apTPUT C CUCTEMHbBIM Ha4yanoM (CUCTEMHBbIN IOBEHUNbHbIN apTPUT), HU3KaA aKTuB-
HOCTb, peHTreHonorunyeckas ctagua ll, dyHKuMoHanbHbIN Knacc I.
2. lOHowWecKuin NoNMapTpUT CePOHeraTUBHbBIN, BbICOKas aKTMBHOCTb, PEHTreHoNornMyeckas cTa-
auna lll, dyHKumoHanbHbIN Knacc Il.
3. lOBeHUNbHbIN peBMaTOVAHBIV apPTPUT, CEPOMO3UTUBHbIN, CPefHAA aKTUBHOCTb, PEHTIEHONOM-
yeckas ctagus ll, yHKuMoHanbHbIN Knacc |l.
4. TlayumapTuKynApHbIA IOHOLWECKNIA apTPUT (OIMroapTUKYNAPHDIA I0BEHWNbHBIA apTPUT), Heak-
TUBHaA pa3a, peHTreHonornyeckasn ctagna 0, dyHKUMOHaNbHbIN Knacc l.
Kputepun HeakTBHOro 3a6oneBaHuns n KnuHn4eckon pemuccum ONA
OTCyTCTBME CYCTAaBOB C aKTVBHbIM BOCNasieHNEM.
OTcyTCTBME NIMXOPALKMK, CbIMKW, CEPO3UTa, CNIEHOMEraiun NN reHepann3oBaHHoO NuMdaaeHo-
naTuu, obycnosneHHbix OUA.
OTcyTCTBME aKTUBHOTO yBeuTa.
HopmanbHble CO3 unm CPB (ecnmn oueHnBanncb ob6a nokasatenu, o6a JomKHbI ObITb HOpManb-
HbIMWN).
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(dakTopbl He6NMaronpuUATHOro NPorHosa
BapuanT IOUA (dakTopbl He6naronpUATHOro NPorHosa

AKTUBHbIE CUCTEMHbIE NPOABMEHNs 3a6051eBaHNA B TeUeHMe 6 MecaLeB
(nnxopafKa, BbiCOKMe NabopaTopHble MoKasaTenu);
HeOo6XOANMOCTb B MOBTOPHOM Ha3HaueHUn cuctemHblx MKC

CUCTEMHBIN apTPUT 6€3 aKTUBHOIO
CyCTaBHOro CMHAPOMa

CUCTEMHDIV aPTPUT C aKTUBHbBIM MopakeHvie Ta306eApeHHbIX CYCTaBOB;
CYCTaBHbIM CUHAPOMOM 6€3 aKTUB- | [eCTPyKLUMsA CYCTaBOB MO AaHHbIM PEHTTEHONIONMYeCcKoro 06ciefoBaHms
HbIX CUCTEMHBbIX MPOABIEHUN (3p031MK CycTaBHbIX NOBEPXHOCTEN, Cy>KEHNE MEXCYCTaBHbIX LLenei)

MopakeHve Taz06eApeHHbIX CYCTaBOB WU LIEWHOTO OTAesa NO3BOHOU-

. . HUKa;
KOBEHWNbHBIN PpeBMaTOUAHbIN ap- .
o nonoxwutenbHbli PO;
TPWT CEPOMNO3NTUBHbIN, OBEHWIb- ALLIM:
;

Hbl MONINAPTPUT CePOHEraTUBHbIN
[ecTpyKUmMaA CyCTaBOB MO AaHHbIM PEHTFEHONOTMYECKOro 06ceaoBaHs

(3p031MK CcycTaBHbIX MOBEPXHOCTEN NN CY>KEHNE MEXCYCTaBHbIX LLesein)

MopaxeHve Ta3o6eApeHHbIX CyCTaBOB WM LUEHOTO OTAeNa NO3BOHOY-
HVKa;
MayunapTKynapHbI (ONMroapTu- | MopaxkeHue rofeHOCTOMHOrO WKW Jy4e3ansACTHOro CycTaBa ¥ 3HaunTeNb-
KYNAPHbIA) OBEHUNbHbIA apTPUT HOE VNN NPOLOMKMTENbHOE MOBbILEHNEe NabopPaTOPHbIX MOKa3aTenen;
AECTPYKLMA CYyCTaBOB MO AaHHbIM PEHTFeHONOTMYeCKoro obceAoBaHmsA
(3p031K CycTaBHbIX MOBEPXHOCTEN NN CY>KEHNE MEXCYCTaBHbIX LLenein)

= O6Lan oueHKa aKTYBHOCTM 3aboneBaHMsA BPauoMm, CBUAETENbCTBYOWAA 06 OTCYTCTBMM aKTUB-
Horo 3aboneBaHuA.

= KfMHMYecKas PeMnccua Ha JIEKApCTBEHHON Tepanuy — KPUTEPUUN KIIMHUYECKOW pemMmuccum
JOJIKHbI ObITb BbIMOJIHEHBI B TEUEHUE MO KpaliHeln mepe 6 MecsueB nogpsaa Ha GoHe meayKa-
MEHTO3HOW Tepanuu.

= KnnHMYecKas peMmccrs B OTCYTCTBME NIEKAPCTBEHHONW Tepanum — KpUTEPUU KITIMHUYECKON pe-
MUCCUW JOSKHbI ObITb BbINMOMIHEHBI B TEYEHME MO KpalHeln mepe 12 mecAueB nogpag npu ot-
CyTCTBUM Tepanum NobbiIM1 Npenapatamn AN1A Ie4eHna apTpuTa.

JleyeHune 1OBEHWIbHDbIX apTPUTOB

JleueHne IOMA 3aBMCUT OT GOPMbI 1 XapaKTepa TeueHns 3aboneBaHua. Lenn Tepanun:
— nopasfieHve BOCNanunTesbHON U MMMYHONOMMYeCKO akTBHOCTU NpoLiecca,

—  KYNMpOBaHWe CUCTEMHbIX MPOABMIEHNI 1 CYyCTaBHOro CMHAPOMA,

— coxpaHeHre GyHKLMOHaNIbHOM CMOCOBHOCTY CYCTaBOB,

— npepoTBpalleHne Unu 3ameasieHne AecTpyKumum CyctaBos, MHBanuAn3aLmMm naumeHTos,
—  BOCTUXKEHME PEMUCCUN,

— MOBbIWEHNE KAYeCTBa XKN3HW BONbHBbIX,

—  MUHUMMK3ALMA NO6OYHBIX 3P DEKTOB TEpPANMM.

Pexxum. B nepuoppl o6octpeHus 3aboneBaHnsa cnepyet orpaHNUMBaTh ABUraTeNbHbIA PEXUM
pebeHka. MonHas MMMOGUNM3aLMA CYCTaBOB C HaNOXEHWEM JIOHreT MPOTMBOMOKa3aHa, Tak Kak
CMOCO6CTBYET Pa3BUTUIO KOHTPAKTYP, MbilLeYHON aTpoduu, ycyrybneHuto octeonoposa, 6bicTpomy
pa3BUTMIO aHKMO3a.

Dusmnyeckme ynpaxxHeHWa CrocobCTBYIOT COXpaHeHWo GYHKLUOHANbHOW aKTUBHOCTW CyCTa-
BoB. [lonesHbl e34a Ha Benlocunee, nNnaBaHve, NpPorynku. HexkenatenbHobl 6er, NPbIKKKW, akTUBHbIE
Urpbl. PEKOMEHAYETCA COXPaHATb NPAMYI0 OCaHKY Npu Xxoabbe 1 cmaeHnm, CnaTtb Ha »KeCcTKom Ma-
Tpace 1 TOHKON noayLke. OrpaHNYMTb MCUXO3IMOLIMOHaNbHbIE Harpy3Kku, npebbiBaHNe Ha COMHLie.

Jleue6Haa ¢usKynbrypa. HeobXxoaMbI exXeJHEBHbIE YNPaXKHEHUA ANA yBennyeHus obbema
IBVIXXEHUI B CyCTaBaX, YCTPaHeHUs crubaTesibHbIX KOHTPaKTYpP, BOCCTAHOBMIEHMS MbILLEYHOWN Mac-
cbl. Mpun nopaxeHnmn TazobepeHHbIX CYCTaBOB — TPAKLUMOHHbIe NpoLeaypbl Ha NOPaXeHHYK Ko-
HeYHOCTb MOC/Ie NpeABapuUTENbHON KOHCYMbTaumMM OpToNneAa, XoxAeHre Ha KocTbinax. B nepuoa
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pa3BUTUNA KOKCUTA 1 aCenTUYeCKoro Hekpo3a Ta3obeApeHHbIX CyCTaBOB NepefBMXKeHVe NauyeHTa
6e3 KoCTblel NPOTNBONOKa3aHo. JleuebHasa ¢pu3KynbTypa NPOBOAMTCA B COOTBETCTBUW C MHAVBU-
ZJyanbHbIMM BO3MOXKHOCTAMM MaLMeHTa.

OwveTa. PekomeHayeTcsa ynotpebneHue nNuim ¢ NOBbILEHHbIM COlepXKaHeM KanbUuua 1 BUTa-
MuHa D gna npodunaktmkm octeonoposa. Y naumeHToB ¢ cuHapomom KyuwvHra Lenecoo6pasHo
orpaHuyeHve noTpebneHnsa yrneBoAoB v KNPOB, NpeanoyTuTenbHa 6enkosas gueta.

MokasaHuA K rocnuTanusauum:

—  pasBuTME CUCTEMHbIX MPOABNEHNI (TMXOpaaKa, MopaXeHue cepaua, Nerkux);
—  Bblpa)keHHOe 060CTPeHMEe CYyCTaBHOrO CUHAPOMA;

— noabop UMMYHOCYNPECCHBHbIX NPernapaTos;

— oTcyTcTBUe 3P deKTa Npy ambynaTopHOM fiedeHnn obocTpeHus;

— npucoeVHeHNe NHTePKYPPEHTHON NHbeKLNY;

— Hannune COMHEHWI B NPaBUJIbHOCTN YCTaHOBNEHHOIO AMarHo3a.

B HacTosee Bpems B neueHnu KOVA ncnonb3yeTcs arpeccMBHas TakTriKa B CaMOM Hauarne 60-
ne3Hu (2-3-4 npenapara Unv MeToda Nx BBeAEeHWs, C NocefytoLlein OTMEHON 10 0AHOro 6a3ncHOro
npenapara nognepxaHus). B cyyae TOYHON NOCTaHOBKM AMArHo3a NporpeccmpyioLero TedeHms
IOUA, Tepanusa fonxHa ObiTb «onepexatoLlei», T. . BK/oYaTb B cebs «6a3ncHble» cpefcTBa, BNUA-
loLMe Ha NporpeccMpoBaHue.

Cxembl neyeHuns naymeHTos c OUA

JleyeHne cucremHoro sapmnanta lOMA

JleKkapcTBeHHbIe CPeACTBa U PEXNM [03MPOBaHNSA YcnoBuna HasHaueHus

M6ynpodeH, unn

HaMpPOKCEH, nnn IMpy HU3KOM aKTUBHOCTYW 3a60NEBaHNA U OTCYT-
avknodeHak, nnm CTBIM GaKTOPOB HEBNAroNPUATHOTO NPOrHO3a,
HUMeCYNUA, Un npy HANMYMK IMXOPAZKK 1 6ONEBOTO CUHAPOMA
MesoKCHKam

Mynbc-Tepanua NnpefHU30M10HOM 13 pacyeTta 10-20 mr/kr

Maccbl Tefla Ha ofiHO BBeAeHue (Ho He 6onee 500 Mr Ha

O[HO BBefleHMe) B TeueHue 3-5 nocnegoBaTefibHbIX AHEN

c nocnegyowmnm nepeBoAoM Ha Nprem BHYTPb B fl03aX Mocne ncknioyeHNa OHKONOrMYeCKon NaToNnornm
0,2-0,5 MF/Kr Maccbl Tefia B CyTKM, HO He 6onee 15-20 Mr | Mpun OnacHbIX AN XKU3HM CUCTEMHbIX MPOABNIEHN-
B CYTKW U C NOCTEMNEHHbIM CHUXEHMEM [J03bl MPefHU30- | AX (KapAuWT, THEBMOHUT, BaCKyNnT)

noHa no 1,25-2,5 mr B cyTkn 1 pa3 B Hegento Jo noaaep-

XunBatowjern gosbl 0,1 Mr/Kr Maccbl Tena ¢ nocnegyioLlen

OTMEHOW NP JOCTUXKEHUN PEMUCCN

Mpwn Hanuunm GakToPOB prCKa >KeNy[oUHO-KM-
Omenpason 10-20 Mr B CyTKmM LUeYHbIX OCIOXKHEHUI Ha nepuog npuema HIMBJ1C
nlK

Toumnusymab BHYTPVMBEHHO KanenbHO 1 pa3 B 2 Hegenu

13 pacyeTa 12 Mr/Kr Ha BBefieH/e AeTAM C MacCon Tena

MeHee 30 Kr 1 8 Mr/Kr Ha BBefleHne AeTAM C Maccou Tena

30 kr 1 6onee MNpu OTCYTCTBMMN CTONKOrO CYCTaBHOrO CUHAPOMA
nnm Ha paHHUX CTagusAx 6onesHn

Touunusymab B fose 162 mr 1 pas B 2 Heflenv AeTam

c Becom MeHee 30 Kr 1 1 pa3 B Hefenio AeTAM C BECOM

6onee 30 Kr

Tounnnsymab B COYETAHNM C METOTPEKCATOM U3 pacyeTa
15 Mr/m? Ha BBeieHVe 1 pa3 B Hefento BHYTPUMbIWEYHO | TPy HafMumMm CTOMKOrO CYCTaBHOrO CYHAPOMA
VI MOAKOXKHO

Aganvmymab petam ¢ maccoi Tena meHee 30 Kr B pa3o- B cnyvae pemumccnm cMcTeMHbIX NPOABAEHNI B
BOW fjo3e 20 Mr 1 pa3 B 2 Hefilenn NMOAKOXKHO, IeTAM C Mac- | TeUeHve rofia v peLuanBupyoLLem apTpuTe Ha
coii Tena 6onee 30 Kr — 40 Mr 1 pa3 B 2 Hefienn NMOAKOXKHO | pOHe OTMEHbI leUeHs Tounnnymabom
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HauvoHanbHble pekomeHaaLum

no ne4vyeHnio n BeaeHMo NayneHTOB C peBMaTUYECKUMN 3aboneBaHMAMU

OKoOHYaHwe Tabnuubl
JlekapcTBeHHble CpefCTBa U PeXMM A03UPOBaHMNA
Donvesas KMCNoTa 1 Mr B CyTKUN BHYTPb

LimnknocnopwH 3,5-5 Mr/Kr B CyTKu

YcnoBuna Ha3HayeHusA
Mpu nprieme meToTpeKcaTa BHe AHel ero nprema

Mpu HeaPpPeKTUBHOCTU BLICOKMNX J03 METOTPEKCa-
Ta 1 (Unn) noaBneHUn No6OYHbIX 3PHEKTOB,

[ONA fleyeHna CMHAPOMa akTUBaLUy Makpodaros
npu cuctemHom HOPA,

INA NeYeHnA peBMaToMAHOrO yBeunTa

betameTasoH BHYTPUCYCTAaBHO NOC/1€ KOHCYNbTaln Bpa-

Ya-peBMaTonora He yatle 2-3 pas B rof B OfVH CyCTaB:
7 mr (1,0 mn) B KONEHHbIe, MaeyeBble 1 rofIeHOCTOMHbIe
CycTaBbl;

3,5-4,9 mr (0,5-0,7 mn) B IOKTeBbIE 1 NyYe3anAcTHble
CycTaBbl;

0,7-1,4 mr (0,1-0,2 mn) B MexdpanaHroBble 1 NACTHO-ba
NaHroBsble CyCTaBbl;

AKTUBHbI CUHOBUT B OCTPOM nepuope C Bbl-
PaXkEHHbIMM 3KCCYAATUBHBIMU 1 6ONIEBLIMM
ABNEHUAMU NMPY OTCYTCTBUMN MOSIOKUTENbHOW
IMHAMUKK CYCTaBHOIO CMHAPOMa Ha GpoHe obLuei
NPOTMBOPEBMATNYECKON Tepannmn

He peKOMeHAYeTCA BBefleHVEe B Ta300eApeHHble CyCTaBbl
(moryT cnposoLMpoBaThb U/WAN YCUANTb aBaCKyNAPHbIV

HeKpOo3 rofioBoK 6efjpeHHbIX KocTel)

JleyeHune onuroapTukynapHoro IOUA

JleKapcTBeHHble CPeAcTBa U PeXXNM A,03MPOBAHNA

NéynpodeH, nnn
HaMpPOKCEH, Nn
anknodeHak, nnm
HVUMecynug, unu
MeJIoKCMKam

Omenpa3son 10-20 Mr B CyTKM

BeTameTa3oH BHyTpUCyCcTaBHO Noc/e KOHCYNbTaLun
Bpayva-peBmMaTosiora He yatle 2-3 pas B rof B OAuH
cycTaB:

7 Mr (1,0 MN) B KONEHHbIE, NieYeBble U roNeHOCTonN-
Hble CyCTaBbl;

3,5-4,9 mr (0,5-0,7 mn) B IOKTeBbIE 1 Ny4e3anAcTHble
CycTaBbl;

0,7-1,4 mr (0,1-0,2 mn) B MexdanaHrosble 1 NACTHO-
¢danaHrosble CycTaBbl;

He pekoMeHfyeTcA BBefieH e B Ta3obepeHHble
CycTaBbl (MOXeT CMPOBOLMPOBAaTb U/UAN yCUNUTD
aBaCKyNAPHbIN HEKPO3 rofoBOK 6efpeHHbIX KocTel)

MeTtoTpekcat 10-15 Mr/m? nnowaam NOBepPXHOCTH
Tena 1 pa3s B Hefjento BHYTPb, MOAKOXHO UV BHYTPU-
MbILIEYHO

169

YcnoBus HasHaueHUA

B Bufe MoHoTepanum 6e3 BHyTPUCYCTaBHbIX UHB-
€KL NMPU HA3KON aKTUBHOCTM 3ab60neBaHus, Npu
OTCYTCTBUM KOHTPAKTYP 1 OTCYTCTBUM HakTOpOB
HebnaronpATHOro NPOrHoO3a, NPV akTMBHOM apTpuTe
BHE 3aBNCMMOCTY OT GaKTOPOB HEGNAroNpPUATHOro
NPOrHo3a AnnuTenbHOCTb MOHOTEpanuu He 6onee

2 MecAueB

Mpwy Hannuum GaKkTOPOB PrCKa >KeNyLOoUHO-KMLIEUHBIX
OCNOXHeHWI Ha nepuog nprema HIMBJIC

AKTVBHbI CUHOBUT B OCTPOM MEPUofe C BbipaKeH-
HbIMV 3KCCYAATUBHBIMM U 6ONEBbIMY ABAEHUAM NP
OTCYTCTBUM NOSIOKUTENbHOW AVHAMUKMN CYCTaBHOIO
cuHApOMa Ha GpoHe obLLeil NPOTUBOPEBMaTNYECKO
Tepanuu

Mpu BbICOKOW aKTUBHOCTY 3a60N€BaHNA 1 HANNYMK
baKTOpOB HEGNAroNPMUATHOIO NPOrHO3a Ha3HavyaeTcA
Cpasy Npwv yCTaHOBNEHUW AnarHo3a 6e3 npeawecTsy-
towewn Tepanun (HMBJIC, TK BHYTpucycTaBHo);

NpW BbICOKOW akTUBHOCTMW 3a6051eBaHNA U OTCYTCTBUN
baKTOpOB HEGNAroNPUATHOIO NPOrHO33, a TaKXKe Mpu
cpefHell akTUBHOCTUN 1 Hannumm GakTopos Hebna-
ronpuATHOro NPOrHO3a Ha3HayaeTcA cpasy nocne
BHYTpPWCYCTaBHOro BBefleHua IK;

npu cpepHen akTMBHOCTY 3a601eBaHNA N OTCYTCTBUN
$aKTOpOB HEBNAroNPUATHOTO NPOTrHO3a, @ TaKXKe Npu
HU3KOW aKTUBHOCTM M Hannumnm $akTopoB Hebnaro-
NPUWATHOTO NPOrHO3a Ha3HaYaeTCA NoC/e MOBTOPHbIX
BHYTPWCYCTaBHbIX MHbeKuymn MK

—_
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IOBEHUNbHBIN MAMONaTUYECKNIA apTPUT

OKoOHYaHwe Tabnuubl
neKapCTBeHHble cpeacTBa N pexxum Ao3npoBaHunAa
Donvesas Kncnota 1 Mr B CyTKM BHYTPb

Azannmymab getam ¢ Maccoi Tena meHee 30 Kr

B pa3oson fo3e 20 Mr 1 pa3 B 2 Hegenun NOAKOXHO,
[eTam ¢ maccoi Tena 6onee 30 kr — 40 mr 1 pa3

B 2 Hepenu NoAKOXHO

nnm

TouMnM3yMab BHyTPMBEHHO KarnenbHo 1 pa3

B 4 Hepenu 13 pacyeta 12 Mr/Kr Ha BBeeHve aeTam
c Maccor Tena meHee 30 Kr 1 8 Mr/Kr Ha BBefileHWe
netam ¢ maccow tena 30 Kr 1 6onee,

Toumnmsymab B fose 162 Mr 1 pas B 2 Hefienu JeTAM
c Becom 6onee 30 Kr 1 1 pa3 B 3 Heflenun aeTam

c Becom MeHee 30 Kr

JleyeHne nonnapTuKynapHoro sapnaHTta lOPA
JlekapcTBeHHble CpeACTBa U peXXUM J03MPOBaHNA

NéynpodeH, nnn
HaMpOKCEH, Nn
anknodeHak, nnm
HUMecynug, unn
MeJIOKCMKaMm

BeTameTa3oH BHyTpUCYCTaBHO NOC/e KOHCYNbTauum
Bpaya-peBMaTosiora He yalle 2-3 pa3 B rof B O4UH
cycTaB:

7 Mr (1,0 Mn) B KONEHHbIe, NieyeBble

1 FOfIeHOCTOMNHbIE CYCTaBbl;

3,5-4,9 mr (0,5-0,7 mn) B NIOKTEBblIE

1 Nlyye3anAcTHble CycTaBbl;

0,7-1,4 mr (0,1-0,2 mn) B MexdpanaHrosble 1 NACTHO-
danaHrosble cycTaBbl;

He peKkoMeHZyeTcs BBefieHVe B Ta3obepeHHble
CycTaBbl (MOXeT CMPOBOLMPOBATL U/UAN YyCUNUTD
aBaCKyNsAPHbI HEKPO3 rofioBOK H6efjpeHHbIX KocTel)

MeTtoTpekcat 10-15 Mr/m? nnowaam NoBepxXHOCTH
Tena 1 pa3s B Hefleno BHYTPb, MOAKOXHO WY BHYTPU-
MblLLIEYHO

LnknocnopuH 3,5-5 Mr/Kr B CyTKu

CynbdacanasmH 25-50 Mr/Kr B CyTKU BHYTPb
B 2 npuema

TnapokcnxnopoxmH 100-200 Mr B CYTKU BHYTPb

170

YcnoBusa HasHauYeHNA

Mpwn npreme meToTpeKcaTa BHe AHeW ero nprema

Mpn HeapHeKTMBHOCTN MeTOTpeKcaTa Yepes 3 mecs-
ua 1 (Mnn) ero HenepeHOCMMOCTY NPY COXPaHeHUN
BbICOKOW 1 CpefjHel aKTUBHOCTY 3a60n1eBaHNA 1
Hannunm GakTopoB HebNaronpPUATHOro NPOrHo3a

YcnoBuA HasHaYeHNA

B Bupe moHoTepanuu He 6onee 2 mecsLes

AKTUBHbI CUHOBUT B OCTPOM NEPUOAE C BbIpaKeH-
HbIMW SKCCYAATUBHBIMU 1 601€BbIMUN ABMIEHVAMY NPY
OTCYTCTBUM NONOXUTESIbHOW ANHAMUKIN CYyCTaBHOMO
CYHApPOMa Ha GpoHe 0bLLei NPOTUBOPEBMATUYECKON
Tepanuu

Mpwn BbICOKOI aKTUBHOCTY 3a60N€EBaHNA BHE 3aBU-
CUMOCTV OT HanMuus GaKTopoB HebMAronpPUsATHOro
NPOrHO3a, a TaKkXKe NPW CpeaHen akTUBHOCTU 3a-
60neBaHVA 1 HanUuUK GakTOpPOB HEGNAroNPUATHOrO
NporHo3a Ha3HavaeTcA cpasy Npw yCTaHOBIEHUN
AVarHosa;

npwv cpefiHen akTMBHOCTN 3ab60eBaHWA N OTCYTCTBUAN
baKTOpOB HEGNArONPUATHOrO NPOrHO3a, a TakXe Npu
HU3KOWN aKTUBHOCTM 1 Hanuunu GakTopos Hebnaro-
NPUATHOrO NPOrHO3a Ha3HavaeTca yepes 1-2 mecaua
neyenHuns HMBJC

Mpwn HeapdEKTUBHOCTM BbICOKUX 103 METOTpeKcaTa
1 (Mnn) nosBReHNn No60YHbIX 3GPEKTOB,
A5 NNIeYeHNs PEBMATOVAHOrO yBenTa

Mpn HaNMuMKM NO6OUHbIX 3PPEKTOB UNK Henepe-
HOCMMOCTW MeTOTpeKcaTa, MaLyeHTam C pUCKOM
dopmmpoBaHmMA OAHOrO 13 BapuaHTOB CMIOHAMIOapP-
TpuTa, ocobeHHo npu HLA-B27-accoummnpoBaHHOM
IOPA y manbumkos

B cnyyae HenepeHOCMMOCTU MeToTpeKcaTa, cynbda-
canasuHa, Ha GoHe H3KOM akTBHOCTM KOA

—_
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HauvoHanbHble pekomeHaaLum

no ne4vyeHnio n BeaeHMo NayneHTOB C peBMaTUYECKUMN 3aboneBaHMAMU

OKoOHYaHwe Tabnuubl

JlekapcTBeHHble cpeACTBa U PeXNM J03UPOBaHNA
®onwnesas Kncnota 1-3 Mr B CyTK1 BHYTPb

Azannmymab petam c maccoi Tena meHee 30 Kr

B pa3oBol go3e 20 Mr 1 pa3 B 2 Heaenv NOAKOXHO,
eTam ¢ maccoi Tena 6onee 30 kr — 40 mr 1 pas

B 2 Hejenu NoaKoMXHoO

nnn

3TaHepuenT 0,4 Mr/Kr Ha BBeieHMe NOLKOXHO 2 pa3a
B Hegenio unm 0,8 mr/kr 1 pa3 B Hegento

nnn

TOLMNN3yMab BHYTPVBEHHO KanesbHo 1 pa3

B 4 Hepenu 13 pacyeTa 12 Mr/Kr Ha BBefileHMe feTAM
c maccol Tena meHee 30 Kr 1 8 Mr/Kr Ha BBefieHue
netam ¢ maccow tena 30 Kr v 6onee,

Touunusymab B gose 162 mr 1 pas B 2 Heflenv AeTam
c Becom 6onee 30 kr v 1 pa3 B 3 Heflenu feTam

c Becom MeHee 30 Kr

MpepHn30n0oH 13 pacyeta 0,25 Mr/Kr B CyTKW, HO

He 6onee 15-20 Mr B CyTKMN BHYTPb [0 AOCTUMXEHWSA
3¢ dekTa c nocnesyLUM NOCTENEHHBIM CHUMKEHEM
n0o3bl no 1,25-2,5 mr/cyT npegHnsonoHa (1-2 mr/cyT
MeTUSINPEeHN30/10Ha) B HefieNio A0 NOHON OTMEHbI

Omenpason 10-20 Mr B CyTKM

JleyeHune apTpuTa C SHTE3UTOM

JlekapcTBeHHbIe CPeACTBa U PEXNM [O3MPOBAaHNSA

NéynpodeH, nnn
HaMpOKCeH, Unn
anknodeHak, unm
HUMeCYnuA, Un
MENoKCMKam

Omenpason 10-20 Mr B CyTKM

BeTameTa3oH BHyTpUCYCTaBHO NOC/e KOHCYbTaluum
Bpayva-peBmMaTosiora He yalle 2-3 pas B rof B 04VH
cycTas:

7 mr (1,0 Mn) B KONEHHbIe, NaeYeBble Y rofleHoCTon-
Hble CyCTaBbl;

3,5-4,9 mr (0,5-0,7 mn1) B NOKTeBble 1 Nyye3anACcTHble
CycTaBbl;

0,7-1,4 mr (0,1-0,2 mn) B MexdanaHrosble 1 NACTHO-
danaHroBble cycTaBbl;

He peKoMeHfyeTcA BBeAieHVe B Ta3obepeHHble
CycTaBbl (MOXeT CpoBOLMPOBaTb U/UAN YyCUANTD
aBaCKyNAPHbIN HEKPO3 rofloBok 6efpeHHbIX KocTel)

CynbdacanasnH 25-50 Mr/Kr Mmaccbl Tena B CyTKu
BHYTPb B 2 Nprema

MeToTpekcat 10-15 Mmr/m2 nnoLiaam NOBepXHOCTY
Tena 1 pa3 B Heienio BHYTPb, MOAKOXKHO VW BHYTPU-
MbILLIEYHO

171

YcnoBua HasHayeHnA
Mpu Nnpreme meToTpeKcaTa BHe iHEN ero npuema

Mpu HeadpPeKTNBHOCTU MeTOTpeKcaTa yepes 3 mecs-
ua 1 (1nw) ero HenepeHOCMMOCTM NMPU COXPaHEHNM
BbICOKOW U CpeAHeN akTMBHOCTY 3a601eBaHsA BHe
3aBMCYMOCTH OT Hannuua GpakTopos Hebnaronpw-
ATHOrO MPOrHo3a

B coueTtaHnm c nepeuncneHHbIMU Bbille METOAAMM
NeyeHVA B KauecTse bpuax-Tepanum

Mpu Hannun GakTOPOB PUCKa XKeNyAOUYHO-KMLLEeY-
HbIX OCNOXHeHWI Ha nepuog nprema HIMBJIC n TKC

YcnoBus HasHauyeHUA

B B1Ae MOHOTepanuu 6e3 BHYTPUCYCTaBHbIX MHBbEK-
uuni MK He 6onee 2 mecsALes:

NPV HU3KOW aKTUBHOCTY 3ab0neBaHuA,

Npwv OTCYTCTBUM KOHTPAKTYpP B CyCTaBax,

npu oTCyTCTBUM HaKTOPOB HEBNAroNpUATHOrO NPo-
rHosa

Mpun HannuMn GakTOPOB PYCKa KeNy[oUHO-KMLLEeY-
HbIX OC/TOXHEeHUI Ha nepwuog npuema HMBIC n TK

AKTVBHbIN CUHOBUT B OCTPOM MEPUOAE C BbIPaXKeH-
HbIMM SKCCYAATVBHBLIMU 11 GONEBBIMU ABNEHWAMU NPK
OTCYTCTBUM MOJSIOKUTENBHOW AVHAMUKI CYCTABHOIO
CYHAPOMa Ha $OHe obLei NPOTUBOPEBMATUYECKO
Tepanum

Mpwn HeadpdekTnBHOCTM HIMBJIC, nocne nepeon
BHYTPWCYCTaBHON UHbeKLMY 'K, npu cpeaHen nnun
BbICOKOW aKTUBHOCTY 3a60N1€BaHUsA BHE 3aBUCUMOCTH
OT HanMuunA GakTopoB HeBNAroNPUATHOTrO MPOrHO3a

Mpwn HeadpdeKTMBHOCTM cynbdacanasnHa yepes
3 mecaua
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IOBEHUNbHBIN MANONaTUYECKNIA apTPUT

OKoOHYaHwe Tabnuubl
neKaPCTBeHHbIe CpeAcCTBa N peXXum [o31MpoBaHnA YcnoBua HasHavYeHnA
Qonuesas Kucnota 1 Mr 8 CYTKW BHYTPb anI npueme MeToTpeKCcaTa BHe ,qu|7| ero npunema

Mpu HeapPeKTUBHOCTU MeToTpeKcaTa yepes 3 Meca-
ua 1 (Mnn) ero HeMepeHOCMMOCTMN NPU COXPAHEHNM
BbICOKOW aKTMBHOCTY 3ab60N1e€BaHA BHE 3aBUCUMOCTU
OT HanuMuua GaKTOPOB He6NAroNPUATHOTO MPOrHO3a,
a TaKXKe NpU cpefjHeli CTeNeHn akTUBHOCTW U Hanu-
unn GpakTopoB HEGNAroNPUATHOrO NPOrHO3a;

npu He3pPeKTUBHOCTU MeTOTpeKcaTa yepes 6 Me-
CALEB 1 COXPaHEHUN CPefiHEeN CTENEHN aKTUBHOCT
3aboneBaHyA 1 OTCYTCTBMU GaKTOpPOB Hebnaronpw-
ATHOTO NPOrHO33a;

npu HeapPeKTUBHOCTU cynbdacanasnHa yepes

3 MecALa U COXpaHEHU BbICOKOIN WU CPefHeit CcTe-
MeHU aKTMBHOCTY 3a60N1e€BaHA BHE 3aBUCUMOCTU

OT HanuMuuA GaKTOPOB HEGNArONPUATHOTO NMPOrHO3a

Anannmymab petam c maccoi Tena meHee 30 Kr

B pa3oBol gose 20 Mr 1 pa3 B 2 Hegenv NOAKOXHO,
eTam ¢ maccoi Tena 6onee 30 kr — 40 mr 1 pa3

B 2 Heenn NOAKOXHO

nnn

sTaHepuenT 0,4 Mr/Kr Ha BBeieHMe NOAKOXHO 2 pa3a
B Hegenio unm 0,8 mr/kr 1 pa3 B Hegento

HectepoungHblie npoTnBoBOCnanuTenbHble iIeKapCcTBeHHble Npenaparbl, ucnosb3yembie B AeTcKon
NpakKTuKe, N pekomeHayembie A03bl

JlekapcTBeHHOe CpeacTBO [o3a, Mr/Kr B CyTKM L O UL KpatHocTb npnemos
cyTouyHas fosa (mr)

NéynpodeH 20-40 800-1200 2-4

HanpokceH 15-20 750 2

MHpomeTaumH 1-2 100 2-3

LnknodeHak HaTpua 2-3 100 2-3

Humecynung 5 250 2-3

MoBanuc 0,3-0,5 15 1

OAucnaHcepusauua u peabunutayua gerein c OUA

OCHOBHble 3afjaun PeBMaTosora B NONKAVHUYECKUX YCIOBUAX: 3aKpenuTb 3bdeKT Tepanuu,
nofaenAloLlEen akTMBHOCTb Mpouecca, MOAAepXaTb KANHUKO-UMMYHONOMMYECKYID PEMUCCUIO,
onpenenuTb 1 peannsoBaTb NyTU peabunutaumnn GyHKUMOHaNbHbIX HapYyLWEHWI, UMEIOLMXCA Y pe-
6eHKa.

3TW 3afjaum peLlaTca Npy NpPoBeAeHUN O6LEero KOMNIeKca MeponpuaTi, UHAUBKAYaNbHO
noabuvpaemMblx Ais KaXKAoro naureHTa, ctpagatoulero FOMA, Tak Kak OHUM 3aBUCAT OT Bo3pacTa pe-
6eHKa, popMmbl 1 ANUTENbHOCTM 6ONe3HU, XapaKTepa HapYLLUEHWU CO CTOPOHbI ONMOPHO-ABUraTeslb-
HOro annapara.

BepeHve nauyueHtoB c IOVA B ambBynaTopHO-MOANKANHUYECKMX YCTOBUAX AOMKEH OCyLecT-
BNATb AETCKU/A PEBMATOJON, AETCKMI KapAMOpeBMaToNior Uan Bpay-neanaTp, NPOLWeALWniA LMK
TemMaT1yeCcKoro yCoBepLIeHCTBOBaHMA MO AeTCKON peBMATONOMMu, C y4eTOM peKoMeHAaLuni cneuu-
ann3npoBaHHOro PeBMaToNOrMYeCcKoro oTaeneHus.

Bcem petam ¢ tOMA odopmnsioT MHBaNMAHOCTL. MauneHTam ¢ cMCTeMHbIMK BapuaHTamu FOVA
noKasaHo obyuyeHune Ha oMy AnA n3beraHnA KOHTAKTOB C MHbEKLUUAMY, KOTOpble MOTYT CNPOBOLM-
poBaTb 060CTPeHMEe CUCTEMHBIX MPOABEHWIA. [leTAM C NOANapTPUTOM U ONUTOaPTPUTOM OByyeHne
Ha oMY NOKa3aHo B neprofbl 060CTpeHunsA. Bo Bpema nocelleHrA LWKObl 3anpeLuatoT 3aHATUA prs-
KynbTypoii B 06Lwen rpynne. Heobxoaumbl 3aHATMA JTOK.
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HauvoHanbHble pekomeHaaLum
MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

MporHos IOUA

Mpy cuctemHbix BapuaHTax KOUA y MonoBrHbl AeTell NpOrHo3 AOCTaTOYHO GNaronpuUsTHLIN:
MOXHO JOOUTbCA PEMUCCUN NPOAOCIKUTENIbHOCTBIO OT HECKONbKMX MECALEB 10 HECKOJIbKMX €T,
noadepXrBas ee COOTBETCTBYIOLLEN 6a3nMCHON Tepanuell B KOMOMHaUUM C CUMMTOMATUYECKUM
JleYeHVEM 1 peabnnnTaunoHHbIMK MeponpuaTuamn. OgHako HeCMOTPSA Ha 3To, obocTpeHue IOMA
MO>eT Pa3BUTbCA CYCTA roAbl CTOMKOM pemmuccmu. Y 1/3 naumeHToB oTMeYaeTCA HenpepbiBHO-pe-
uMAvBMpYoLee TeueHre 6onesHn. Hanbonee HebnaronprATHbIM NPOrHO3 Y AETEN C YNIOPHON NNX0-
pafKou, TPOMOOLMTO30M, NMOSyYaloLmX ANUTENbHYIO MIOKOKOPTUKOCTEPOVAHYIO Tepanuio.
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NOANONATUYHECKWNE BOCNANTUTETIbHbBIE
MWUOTATNW

BBEAEHUE

Manonatuueckue BocnanutenbHble Muonatum (MBM) npegctaBnsaoT coboi rpynny pegkux cu-
CTEMHbIX ayTOMMMYHHbIX 3ab05ieBaHNiA, BKOYAOLWY 4 OCHOBHbIX noATuna — nonumunosut (M),
depmatomnosnT (IM), ayTOMMMYHHYO HEKPOTU3MPYIOLLYIO MUOMATMIO U MUO3UT C BKIIOYEHUAMM.
MM 1 IM moryT 6biTb Kak CaMOCTOATENbHbIMI HO30/10rMYeckMMmn GopmMamm, Tak U CoYeTaTbCA C
OPYrMMY CUCTEMHBIMU 3360N1€BAHNAMU COEANHUTENBHONM TKaHW U 3/10KaYeCTBEHHbIMI HOBOOOpa-
30BaHUAMN.

PacnpocTpaHeHHOCTb 1 YacToTa BapbUPYIOT B PasfnyHbIX NOMYNALUAX, 3TO 3aBUCUT OT B3MNA-
0B Ha KpuTepuu BKAoUYeHUa. CornacHo obLenpuHATHIM 3NULEMUONOTNYECKNM NCCNeA0BaHNAM
3aboneaemoctb MM/M coctaBnaeT 1,4-5,9 cnyyasa Ha 100 TbiC. YenoBeK € NpeobnafaHneM XeH-
WuH (1,5-3 : 1). MMO3UT C BKJTIOYEHUAMM, HAMPOTUB, HaMbOoJIee YacTo BCTPEUAETCA Y MY>KUMH B BO3-
pacTe cTapue 50 net. 3aboneBaemoctb IBM nmeeT 6umopanbHOe BO3pacTHOe pacnpeaeneHme C
nukamu B 5-15 (loBeHunbHbI IM) n 45-55 nert.

Manonatnueckne BocnanutesibHble MMONATUN — rpynna pegkux ayTOUMMYHHbIX FreTeporeHHbIX
3aboneBaHNi HEN3BECTHON STUONOTUN, XapaKTEPMU3YIOLWMXCA BOCNANMTENbHbIM MOPaXkeHnem no-
nepeyHoMNoN0CcaTon MycKynaTypbl 1 KOXW, pa3BUTEM OpraHHOW NaToormm.

MKB-10:

M33 JlepmaTtononmMmmnosut:

M33.0 tOHOwWeCKun fepmaToMmno3nT.

M33.1 Ipyrvne pepmaTtoMmosnTbl.

M33.2 Monumnosur.

M33.9 [lepMmaTonoMMmNO3NT HEYTOUHEHHDIN.

KNACCUMOUKALMA

1. Oepmatomunosut (OM), Bknioyas:

a) Knaccuuyeckuin 1M, B TOM uncne, BO3MOXHO, CBA3aHHBIN C CUCTEMHBIMU 3ab0NeBaHNAMUN Coean-
HuTenbHoM TKaHu (C3CT) 1 3n10KayeCTBEHHbIMM ONYXONAMY;

b) toBeHUnbHbIN gepmatomuo3ut (KOOM);

C) KnuHu4eckuin amvonatudyeckuin M (clinical amyopathic dermatomyositis (CADM).

2. Monumno3sut (MM), Bkntoyas:

a) Knaccuyeckun MM;

b) Hecneuuduueckme nnm nepekpectHole (overlap) Mno3uTbl, ceasaHHble ¢ C3CT.

3. AyTOMMMYyHHas HEKPOTU3MPYIOLLasa MMUOMaTUsA, CBA3aHHas C HOBOOBPA30BaHMAMY, UCMONb30-
BaHnem ctatuHoB 1 C3CT.

4. Cnopaguueckuin MnosunT ¢ BktoueHmsamu (inclusion body myosit — IBM).

KNACCUOUKALUOHHDBIE KPUTEPUU MM/AM (Bohan, Peter, 1975)

1. CummeTpmyHasa clabocTb NPOKCUMaNbHbIX OTAENI0B KOHEYHOCTeR, 06bIYHO NporpeccupyoLLas.

2. Mopdonornyeckme nsmeHeHns, CBUAETENbCTBYIOLME O MUO3NTE: HEKPO3 MbILLEYHbIX BOJIOKOH
I n Il TMna, darounTos, fereHepauus N pereHepaLus MbIlLEYHbIX BOTOKOH C M3MEHEHUEM KX
pa3MepoB, HanuMure SHAOMU3MANbHBIX, NEePUMU3NANbHBIX, MEPUBACKYNAPHBIX U MHTEPCTALM-
anbHbIX MOHOHYKEeapHbIX KNETOK.

3. TloBbllWeHNE YPOBHA MbIWEYHbIX epMeHTOB B CbiBOpOTKe KpoBu: KOK, anbponasbi, JIAT,
TpaHcamuHas (ACT, ANT).
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4. 3J'IEKTpOMVIOFpa¢VNeCKVI€ NPU3HaKn BOCManMTeNIbHON MUoNaTUmn — Tpnaja: KOPOTKMeE, HU3KO-
amMmnnnTyaHble, HOHI/Id)a3HbIe noTeHuUnanbl ABUraTe/ibHbIX eANHUL,; NOTEHLNabI (I)I/I6pI/IJ'IJ'IﬂL|,I/IVI B

COCTOAHUN MblLLEYHOIOo paccna6neH|/|;|; BbICOKOYaCTOTHbIE€ MOBTOPAKOLWMECA pa3pAabl.

HocTtosepHbini MM - n. 1-4.
BepoaTHbin [IM -3 n3 n. 1-4.
Bo3mokHbIn MM -2 n3 n. 1-4.

XapakTtepHble ana 1M KOXHble N3MeHeHMA.

JocTtoBepHblin M — cbinb + 3 N06bIX KpUTEPUS.
BeponaTHbiin M — cbinb + 2 Nobbix KpUTepus.
Bo3MoXHbin 1M — cbinb + 1 Nt060on KpuTepuii.

MpepnoxeHHble AnarHocTnyeckne Kputepun mnosura ¢ BknroyeHnamm (ENMCWORKSHOP 2011)

KnuHnueckune n nabopaTtopHble 4epTbl

[OnnTenbHOCTb CMMNTOMOB >12 MecAueB.
Bo3pacT Ha Hauyano 3abonesaHuns >45 ner.

CnabocTb pasrubateneii KoneHa 6onblue N60

paBHa cnaboctu crubatenein 6egep

n/vinn cnabocTb crmbaTenei nanbues 6onblue

Cn1aboCTy MblLLL, OTBOAALMX NNEYO.

CbIBOPOTOUHbIii ypoBeHb KOK noBbilweH He 60-
nee Yem B 15 pa3 OT BepXHel rpaHNLbl HOPMbI

[OnuTenbHOCTb CMMNTOMOB >12 mecsALeB.
Bo3pacT Ha Hauano 3aboneBaHuA >45 neT.
CnabocTb pasrubateneii koneHa bosnblue
nmbo paBHa cnabocTtu crubatenen bepep

1 cnabocTb crmbateneit nanbLUes 6onblie
CnaboCTN MblLLL, OTBOAALLMX NeYO.
CbiBOpOTOUHbIN ypoBeHb KOK nosbilueH He
60nee yeM B 15 pa3 OT BepxHel rpaHunLbl
HOpPMbI

OnntenbHOCTb CMMNTOMOB >12 mMecALEeB.
Bo3pacT Ha Hauano 3aboneBaHus >45 net.
CnabocTb pasrubateneii koneHa 6osnblue
nmbo paBHa cnabocTu crubatenen bepep

nnn cnabocTb crubatenen nanbues 6osblue

cnabocT MbiLLL, OTBOAALLMX NAeYo.
CbiBOpOTOUHbIN ypoBeHb KOK nosbilueH He
6onee yem B 15 pas OT BepxHel rpaHuLbl
HOpPMbI

Knaccndukaums

KnuHuko-natono-
rmyecku onpege-
JIEHHBIN MWNO3UT C
BKJIIOUYEHNAMN

KnuHunueckn
onpepeneHHbIn
MMO3UT C BKIIIOYe-
HUAMK

Bo3MOXHbIl
MMWO3UT C BKJIIOYE-
HUAMN

Maromopdonorus

BocnanuTenbHble 3HAOMM3NANbHbIE
NHMNBTPATHI

"

ouepyeHHbIe BaKyosnm

"

OTNOoXeHun benka (amunonga unu apy-
rnx 6enkoB) unu punameHTbl 15-18 HM

OpviH unu 6onee NPU3HaKOB K3:
BOCMANINTESNIbHblE SHAOMU3MNASIbHbIE
UHUNBLTPATDI,

nnm

1 MHC 1,

nnm

ouepyeHHble BaKyonu,

nnm

OTNIOXKeHMs 6enka (amunounga unm apy-
rmx 6enkos) nnu prnameHTbl 15-18 HM

OpviH 1 6onee NPU3HaKOB K3:
BOCMANUTESIbHble SHAOMU3MANbHbIE
NHOUNBTPATDI,

nnm

1 MHC 1,

nnm

oyepyeHHbIe Bakyonu,

nnm

OTNIOXKeHMs 6enka (amunounga unm apy-
rmx 6enkoBs) nnu GpunameHTbl 15-18 HM

NPEABAPUTENIbHbIE AUATHOCTUYECKME KPUTEPUUN AHTUCUHTETA3HOIO CUHAPOMA

bonbuwne Kputepun

= MHTepcTrumanbHoe nopakeHue nerknx (He cBAszaHHoOe C BAMAHMEM OKpY»KatoLeln cpeabl,
npodeccroHanbHON AeATeNbHOCTbIO, NPUEMOM fleKapCTBEHHbIX CPEeACTB).
= [IM/OM (no kputepuam Bohan, Peter, 1975).

Manble Kputepun

= ApTpuTbl.

= (DeHomeH PeliHo.
= «Pyka mexaHuKa».

MpucyTtcTBre aHTUTEN K amnHoauun-TPHK-crHTeTaszam nntoc 2 6onblumx kputepua nnu 1 6onb-
LLOW KPUTEPUIA 1 2 MaNbIX KpUTEpUA.
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noaTunbl UBM

Oepmaromuosut (OM) - xapakTeprsyeTcsa CUMMETPUYHOWN MbILWEYHON CNaboCTbio MPOKCU-
MasibHbIX OTAEMNO0B KOHEUHOCTEN, LeK, IMOTOUHbIX MbILLL, MbILIL, FONOCOBbIX CBA3OK (audarven, guc-
¢bOHVEN) B COUETAHMM C KOXKHBIMW M3MEHEHMAMU: NMapaopOUTasibHON refIMoTPOMHO CbiMNbio, 3puTe-
MoWi/nanynamm [oTTpoHa, pexe Kanbumbunkaumen MArkux TKaHei.

Mopdonorua: Hekpos, parouuTos, pereHepaums, nepudacumnkynapHas atpodpua (50-90%); Boc-
nanutenbHble neprdacuranbHble NepuBackynsipHble UHOUNIBTPATbI, SHAOTENMANbHAA rinepnia-
31A € TYGYNopeTUKYNAPHbIMU CTPYKTYpamMu; obnntepaumsa Kannniapos.

Monumuosut (MM) - xapakTepursyeTcs CUMMETPUYHON MbILLEYHOW CNTaboCTbio MPOKCUMAlb-
HbIX OTAEM0B KOHEYHOCTEW, LeK, FOTOUYHbIX MbILUL, MbILUL, FONOCOBbIX CBA3OK (gucdarmneit, aucdo-
HUen) 1, Kak NPaBuIo, NMOJOCTPbIM HayaoM.

Mopdodonorusa: CD8+ numdounTapHaa NHBa3NA HEHEKPOTU3NPOBAHHbIX MbILUEYHbIX BOMIOKOH,
sKcnpeccmpyowmx HLA | knacca rmctocoBmMecTumocTu.

lOBeHuNbHbIN gepmaTomuosuT - 1M, passusatowwminca go 18 net.

Muo3sur, accouunnpyrowmiica c C3CT (overlap-cnHgpombi):

= Haunbosee YacTo acCoLUNPYETCA C CUCTEMHBIM CKIIEPO30M, CUCTEMHOI KPaCcHOI BOJTYAHKOM,

peBMaTOUAHbIM aPTPUTOM, MEPBUYHBIM CUHAPOMOM LLlerpeHa, cMcTeMHbIMK BacKynuTamu;
npw covetanmm ¢ CC BbianATcA aHTU-PM/Scl aHTuTena;

XapakTepHo 6onee ObICTPOE pPa3BUTUE MONIOKUTENIBHOTO 3PdEKTa MEHbLUUX, YeM Mnpu
OM/MM, po3 NKC.

Mwuo3uT, accounnpoBaHHbIN C ONYXONAMM:

" yauwe M, uem NMM;

B HeT YyeTKOW accoumalmm C OnyXonamu onpeaeneHHoN okanusauny;

= MOXeT AebloTNpoBaTh OAHOBPEMEHHO C OMyXOJfbio UMM MpeawecTBoBaTh MaHndecTaumm

3/10Ka4yeCcTBEHHOro HOBOO6Pa3oBaHMS;

B HapAay C KacCMYeCKUMM NPOABIEHUAMMN MbILEYHOrO CUHAPOMA HepedKo coyeTaerca C

ancodarven, pesncTeHTHbIM K IeYeHNI0 KOXHbIM BacKyNINTOM;

B yaCTo NO3UTMBHOCTb NO anti-p155/140 aHTUTenam.

KnuHunuyecknii ammonatnyeckui AepmaToMmmnosnt. JnarHo3 KNnMHMYeCcKoro ammonaTmyecko-
ro 1M ycTaHaBnvBaeTca B cyyae NPUCYTCTBMA XapaKTepHbIX KOXHbIX MPOABAEHUI KacCnyecKo-
ro 1M B TeueHune He MeHee YeM 6 MecALEeB, 6e3 KNMHNYECKMX NMPY3HAKOB MblLLEYHOW cnaboctu un
nosbiweHns ypoBHa KOK, npu ycnosun uckniodeHnsa tepanmmn MKC n nMmyHocynpeccaHTamu rno
KpalriHel mepe B TeueHne 2 MecALeB A0 NOABNEHUA CbINU AN 6 MecALEB NOCIe, a TaKXKe npejLue-
CTBYIOLLErO NPUMEHEHMUA KaKMX-NnMbo npenapaTos, cnocobcTayiowmx nossneHnto JM-nogobHbix
N3MEHEHUIA KOXW. Y 3TOW KaTeropum naLuyeHToB BbICOK PUCK Pa3BUTUA ObICTPO NporpeccupytoLlero
VHTEPCTULIMAIBHOTO NMOPAXXEHWs NIErKUX U OMyXonen.

Mnomuonatnyecknin BapuaHt [IM. Xapaktepumsyetca CyOKNUHUYECKMM MOPakeHUem Mbl-
LIEYHOW TKaHW: He3HaUNTENbHbIM NoBbleHneM YpoBHA KOK, nameHeHnamy npu nposeaeHun M,
MPT mnn 6roncumn mbllieYHOM TKAHMW.

B kputepuax ENMC (2004) BnepBble BbiaeNeHbl Kak OTAebHble CybTUMbl ayTOUMMYHHasA HEKPO-
T3upytowas muonatna (AHM) n Hecneundryeckmin MMo3uUT. 3T GOPMbI COXPaHSAIOT BCe TPaaULU-
OHHble KNMHUKO-nabopaTopHble NPM3HaKM, HO Pa3NyaloTCA MTMCTONOMNYECKN.

AyTonmmyHHan HeKpoTusupylouwaa muonatua (AHM) - xapakTepusyeTca MHOXKECTBOM He-
KPOTU3MPOBAHHBIX MbILIEYHbIX BOMOKOH, CKYAHbIMW MEPUBACKYNAPHLIMA 1 NEPUMMU3NANIBHBIMU
CKOM/IEeHNAMM BOCMaNINTENbHBIX KIETOK (MM MX MOJSIHBIM OTCYTCTBMEM), OT/IOXKEHEeM MeMbpaHo-
aTaKyloLlero KoMnyiekca Ha SHAoTeNnanbHoM membpaHe Kanunispos Npy Manom KONMyecTse nim
OTCYTCTBUMN TyOYNnopeTUKYNAPHbIX CTPYKTYP.

AHM nomnmo ocobeHHoCTell MOpPhONOrnYeckor KapTrHbl XapaKTepur3yeTca accounaumnen ¢
aHTVN-SRP aHTMTEenamu (@HTUTENamMy NPOTUB YaCTUL, CUTHANIbHOTO Pacrno3HaBaHusA).

KnuHunueckoe TeueHne AHM yacTo xapaktepusyeTca ObICTPbIM MPOrpPeccMpoBaHNEM MblLLEY-
HOro NopakeHWaA BMIOTb [0 MNOSIHOrO 06e3[BMXKMBAHUA B TEUEHNE HECKONbKMX MecaLeB. Hepenko
OTMeuvaeTcA pa3BUTUE KaparoMuonaTuu.
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HauanbHblli oTBeT Ha NeyeHune NKC ynoBneTBopuTENbHbIN, OAHAKO ObICTPO pa3BUBaEeTCA pe3u-
CTEHTHOCTb K 3TOMY BUAY Tepannu, HepeaKkn TakxKe 060CTpeHVsA 3a60eBaHNA MPU CHKEHNUW [03
IKC. 3T ocobeHHOCTM 06yCNaBnMBalOT HEOOXOAUMOCTb PaHHErO MOAKIIOYEHUA UMMYHOAENpec-
CUBHbIX MpenapaTos.
Hecneuudunuecknii Mnosut. [1na Hecneymdmnyeckoro MrnosnTa xapakTepHo NpucyTcTaue ne-
PUBaCKYNAPHOro, MePMMU3MaNbHOIO BOCMANINTENbHOMO KIETOYHOrO MHbUIbTPaTa U He6oNbLIOro
konuuectea CD8+ T-KNeToUHbIX MHPUNBLTPATOB B SHAOMU3MM, KOTOPbIE YETKO HE OKPYXKaloT 1 He
WHBa3MPYIOT MbllLEYHble BOJIOKHaA.
Cnopagunyecknii MMO3UT C BKNIOYEHUAMM — OT/INYAETCA PAJOM OCOOEeHHOCTEN:
B CeNleKTUBHOCTbIO U aCUMMETPUYHOCTBIO NOPaXKeHWA onpeaenieHHbIX rPymnn MbliLuLL;
= Gonee MeAsIEHHO NporpeccupytoLlein cnabocTbio NperMyLLeCTBEHHO ANCTaNbHbIX OTAENO0B
KOHeyHoCTewn;

B paHHeln ammoTpoduen mbiwL, 6onee 3aMeTHON Ha HeJOMUHMPYIOLLEN CTOPOHE, rTy6OoKMX
crubaTenen nasbLEB PYKU 1 YETBIPEXTIABOW MbILLLbI;
YacTbIM Pa3BUTMEM NPU3HAKOB Ancdarny;
rnopaxeHnem IbixaTeNbHOW MyCKymnaTypbl, KOTopas ABNAeTcA Hanbonee YacTol NpuyrnHOMN
cmepTy;
coyeTaHMeM MMONATUYECKNX U HEpOonaTUYeCcKnX NOTeHLManoB Npu nposeaeHnn SMr;
Mopdonornyeckn B pa3BepHyTyio dpasy npeobnafatoT fereHepaTBHblE U3MEHEHUA U HaNU-
yvie BaKyorsei ¢ 0604KOM U HEXHbIMU [eN03MTaMy aMuionaa, 06bIYHO PACMONOXKEHHBIMA
BHYTPW UK PAAOM C BaKyonamu;

= noxum oTBeToM Ha Tepanuio NKC n nmmyHogenpeccaHTamu.

AHTUCMHTETa3HbIN CUHAPOM:

= ofAVH 13 Hanbonee TaXenbix BapuaHTos VIBM;

B xapaKTepusyetcsi 06Hapy>KeHNeM aHTUCUHTETa3HbIX aHTUTeN — aHTu-Jo-1, aHTK-PL-7, aHTu-

PL-12 v gp.;

OCTpOe Hayano;

KOHCTUTYLIMOHAMNbHbIN CMHAPOM (MMxopajKa, moTepa Macchbl Tena);

yacToe pa3sutue UMNJI, ocobeHHO y NaumeHToB C MO3UTUBHOCTbIO N0 aHTW-PL-7 n aHTn-PL-12
aHTuTENnam;

nopakeHne KoXu NaloHel 1 NanbLeB KACTEN NO TUMY «PYKM MEXaHMKa;

CUMMETPUYHbIV PEBMATOMAONOLOOHBIN HESPO3MBHBIN apPTPUT, CUHAPOM PeiiHo.

KNNHUYECKUE NPOABNEHUA BOJNIE3HU

MopaxeHune mbIwL — BeAyLNI KIMHUYECKWA NPU3HaK 6onesHu.

CumMeTpUYHasA cnabocTb MPOKCMMaNbHBIX FPYMN MbILLL, BEPXHUX U HAXKHUX KOHEYHOCTEN, Crit-
6aTtenen wewn (3aTpyaHEHNA NPY YMblBaHWW, MPUYECbIBaHNM, JOCTaBaHUM NMPEAMETOB, HAXOAALMX-
CA BbllIE YPOBHSA rONOBbI, MOAbEME C HU3KOIO CTYfa, MOCAAKe B TPAHCMOPT; HEBO3MOXHOCTb OTO-
pBaTb rofIoBY OT MOAYLLKU 1 YAEPKMBaTb €€ B BEPTUKANIbHOM MOJIOXKEHUN).

MaTonorusa mMbilL, IOTKK, ropTaHu, NulieBoaa (AuchoHus, nonepxmeaHve, 3aTpyaHEHME rMoTa-
HYA, NPUCTYNbI Kalwns). HapyleHns rmotaHna MoryT NpUBOAUTL K acnpaunmn XUAKOCTU 1 NALLNY,
pa3BUTUIO aCMUPALMOHHBIX MHEBMOHMIA.

Mwanrun Bctpeuatotca peako (y 25% naumeHTOB), NPenMyLIeCcTBEHHO Ha PaHHKX dTanax 6o-
nesHu.

MoparkeHne ANCTaNbHbIX PYMM MblLL, KOHEYHOCTEN BbIPAXKEHO B MEHbLLEN CTEMEHM, YEM MPOK-
CUMaJsIbHbIX, ¥ BCTPEYAEeTCA MPENMYLLECTBEHHO MPU MUO3MUTE C BKITOUYEHVAMU.

MopaxeHune KoXu:

lennoTpomnHas cbifb — NNMOBbIE UM KPacHblE KOXKHbIE BbICbIMaHWA WAV SpUTEMA Ha BEPXHUX
BEKaX W MPOCTPAHCTBE MeXAy BEPXHVM BEKOM 1 GPOBbIO (CUMMTOM «JIMIOBbIX OYKOB»), Y4acTo
B COYETaHUM C OTEKOM BOKpYr rna3. CbiNb MOXET pacronaratbCs TakKe Ha nuLe, Ha rpyan 1 wee
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(V-06pasHas), Ha BepxHeli YacTU CVHbI U BEPXHWUX OTAENaX PyK (CUMNTOM «LLafin»), KNBOTE, Arofu-
uax, befpax v roneHsax.

CumnTom [OTTPOHa — KpacHble 1 PO30Bble, MHOTAA LWenywalmecs y3enkn 1 GnawKkn Ha Koxe
B 06nacTn pasrnbaTenbHbIX MOBEPXHOCTEN CYCTaBOB (Yalle MexdanaHroBbIx, MACTHO-GanaHroBbIX,
JTOKTEBbIX U KOMIEHHbIX).

«PyKa MexaHuKa» — MoKpacHeHue, WenyLeHne 1 TPeLMHbI KOXWU NafoHel 1 KOHYMKOB NanbLeB
PYK, 4acTo conpoBoxaatoLmecs 60nbio. i3meHeHnA XxapakTepHbl AN1A aHTUCUHTETA3HOTO CUHAPOMa.

MopakeHune cycTtaBoB:

ApTPUT NN apTpanrMa BCTPEYaloTCA Ha paHHMX 3Tanax 3aboneBaHuaA, MOTyT NpeaLwecTBOBaTb
Pa3BUTMIO MbILLEYHOTrO CUHAPOMA. XapaKTePHbIM ABAAETCA CUMMETPUYHOE NOopaKeHne MesKKX Cy-
CTaBOB KMCTEN 1 Jlyye3anACTHbIX CyCTaBOB, HaNOMMHaloLee CyCTaBHOW CUHAPOM Npu peBMaTons-
HOM apTpuTe, pexke BCTPeYaeTCA NaToNornA KONEHHbIX, NOKTEBbIX CyCTaBOB. APTPUT 0ObIYHO UMeeT
npexoaALmiA xapakTep, 6bICTPO KynupyeTca Npu NpYMEHeHUN naTtoreHeTnyeckomn Tepanmm. Pegko
OMMCbIBAETCA Pa3BUTHE XPOHMYECKOTo AepopMupytoLLero apTputa 6e3 pasBuT1A KOCTHbIX 3PO3Uii
Ha peHTreHorpaMmmax.

MopakeHune nerkux:

flBnAeTCcA cambIM YacCTbiM M3 OpraHHbIX nopaxeHun npu OM/TIM (80% cnyuyaeB). OHO MoXeT
onepexaTb pa3BuTME MbILLEYHOTO CMHAPOMA WM Pa3BUBaTbCA OAHOBPEMEHHO C HUM. lpucyT-
CTBME NPU3HAKOB MOPAXXEHUA NIErKNX Ha paHHUX 3Tanax 3aboneBaHnsa — pakTop HebnaronpuATHO
nporHo3sa.

Hanbonee TaxenbiM BapnaHTOM NaToONOMUN ABAAETCA MHTEPCTMLMANbHOE NOpaMeHne Nerkmx
(UNN) (Bctpeyvaetca y 65% nauuneHtos ¢ IM/IM), KoTopoe BCTpeyaeTcA B BUAE 2 OCHOBHbIX MOP-
donornyecknx BapraHToB — 0ObIYHON NHTEPCTULNANIBHON MHEBMOHMMW U HecneLndruyeckon nHtep-
CTMLMaNbHOWM MHEBMOHUW, NocieHAA popmMa BCTpeyaeTca yalle 1 XxapaktepusyeTca 6onee 6naro-
NPUATHBIM MPOrHO30M M XOPOLLMM OTBETOM Ha JieueHne MK n nMmyHofenpeccaHTamu.

MprunHaMn pasBUTAA PecnMpPaTOPHbIX CUMMATOMOB (OAbIWIKK, Kalwnsa) MoryT ObiTb 1 gpyrue
NpUYMHbI — cNabocTb AbIxaTeNbHOW MYCKynaTypbl U guadpparmbl, TMNOBEHTUAALMOHHbIE 1 acnvpa-
LIMOHHbIE MHEBMOHWW, apTepuranbHas fieroyHas runepreHsna. Passusatowmeca npy AM/TIM Hapy-
WeHnA GYHKLNM fbIXaHNA HOCAT PECTPUKTMBHbIN XapaKTep.

Pepkune KnuHNYecKne NposBNeHNA:

B KOHCTUTYLMOHAasbHbIM CUHAPOM (MMXOpajKa, NoTepa Macchl Tena);

= cyHApoM PelnHo;

= KanbLMHO3 (MOAKOMXHbIE UM BHYTPMMbILLEYHbIE KabLMHaTbI, Yalle B MecTax TpaBmaTm3aLumm);

= nopakeHue cepaua (CMHAPOMbI cepeyYHO HeAOCTaTOYHOCTI, HapYLLIEHWI PUTMa 1 NPOBO-

AUMOCTU, MEPUKAPANT, CyOKnHnUYeckune IKI-nsmeHeHns);
= nopaxeHune XKKT (HapyLleHNA MOTOPUKM, NAaTONOrMA aKTa rMoTaHuA, BackynuT cocyaoBs MKKT).

KNUMHUYECKOE UCCNEQOBAHUE NALVEHTA
[lnA OLEHKN MbILIEYHON CUMbI NCMOMNb3YIOT MaHyaslbHOe MbllleyHoe TecTupoBaHune (MMT). Pe-
3ynbtaTbl MMT NpUMeHAIOT ANA KNMHUYECKOW OLEHKIN COCTOAHMA NaLNeHTa, a TakKe ANd Bbluncre-
HUS UHAEKCOB akTUBHOCTM VIBM.
MN3mepAeTca mMblleyHan cuna cnegyowmx rpynmn MbiLuL:
= [poKCUManbHble MbIWLbl: TpaneuMeBmaHble, AeNbTOBUAHbIE (CPeAHAA YacTb)*, AByrnaBble
MbILWLbI eYa*, 6onblune AroAnYHbIE MbILWLbI*, CpefHUe AFOANYHbIE MbILLbI¥, MOAB34OLWHO-
MOACHNYHbIE MbILLLbI, MbILLbI 3aAHEV MOBEPXHOCTU befpa, YeTblpexrnasble MblwLbl 6egpa*.
= JlncTanbHble MbllLbl: pa3rnbaTenn KUCTu*, crmbatenn KUCTK, ToiibHble crmbaTtenu ctonbl®,
nnaHTapHble crmbaTenu cTonbl.
B AKcranbHble MbllWLbI: CrnbaTenu Wwewn*, pasrmbatenu Wwen.
Kaxpayto rpynny mbiwy, oueHuBaioT no 10-6annbHON WwKane:
® (0 6ansioB — HET HMKAKOrO COKPALLEHUA MbILLLbl;
® 1 6ans — YaCTUYHbBIN 06BEM ABUKEHMA B FOPU3OHTANIbHOW MNOCKOCTY;
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2 6anna - NonHbl 06beM ABMXKEHNA B TOPU3OHTANbHON NIIOCKOCTY;

3 6anna - YacTUYHoOE ABUXKEHWNE B BEPTMKANbHOWN NIIOCKOCTY;

4 6anna - NoNHOE ABUXKEHMNE C MOCTEMNEHHbIM HEMPOU3BOJIbHLIM OMYCKAHNEM KOHEYHOCTY;

5 6annoB - NauMeHT yaepKnBaeT nosnuuio 6e3 AaBneHns Bpaya;

6 6annoB — NauMeHT yaepKnBaeT NO3MLMI0 MPOTUB JIETKOro AaBfieHWA Bpaya;

7 6annoB — NauueHT yAep»KMBaeT No3nuuio Npu AaBeH Bpaya OT NIErKoro 0 yMepeH-

HOro;

8 6annoB — NauMeHT yaepKnBaeT NO3NLMI0 MPU YMepeHHOM AaBfieHMN Bpaya;

= 9 6annoB - NaUUEHT yaepKMBaeT NO3MLUMI0 NPY AaBNEHUN Bpaya OT YMEPEHHOrO [0 CUflb-
HOro;

= 10 6an110B — NaUNeHT yaepK1BaeT NO3NLMIO NPOTMB CUIbHOTO AaBAEHUA Bpaya.

Ha ocHoBe npoBefeHHOro TeCTUPOBaHNA BO3MOXHO onpeaeneHre cneayoLmnx BUL0B cyeTa:

= MMT 8 — cymma 8 0603HaueHHbIX 3Be3A0UKON MbILLL, TPU OJ4HOCTOPOHHEM TECTUPOBAHWN
(Hopma - 80 6annos). Micnonb3yeTca Hanbonee YacTo B KNUHUYECKON OLEHKe, MOCKOJNIbKY
TpebyeT HeboNbLUIKX 3aTPaT BPEMEHMN.

= [IpoKCMManbHbIA CYeT — CyMMa ABYCTOPOHHEro TeCTMPOBaHWA MPOKCUMANbHbIX MbILLL,
(Hopma - 160 6annos).

= JlncTanbHbIA CYET — CYMMa [IBYCTOPOHHEro TeCTUPOBAHUA AUCTaNbHbIX MbIwL (HOpma —

80 6annos).

AKcmanbHbI cYeT — CyMma ABYCTOPOHHErO TeCTUPOBaHWA MbiLUL Wwen (Hopma — 20 6annos).

O6wwmin cuet (MMT 24) — cymma akcmanbHOro, NPOKCUManbHOrO U ANCTaNbHOMO MHAEKCOB

(Hopma - 260 6annos).

OueHKa aKTUBHOCTM 3a6oneBaHunsA

= O6LWan oLeHKa akTMBHOCTM MO MHeHUIo Bpaya — no BALLL.

® O6ulana oLeHKa akTUBHOCTM NO MHEHWIo NnauneHTa — no BALLL.

= O6wan pyHKUMOHaNbHaA oueHka — no HAQ.

= Hpekc MDAAT (Myositis Disease Activity Assessment Tool) - KOMOVMHUPOBaHHbIN UHAEKC,
OLIeHMBAIOLLMIA MbILLEYHYIO 1 BHEMbILIEYHYIO aKTUBHOCTb 6051e3Hu, BKntovatowmin MYOACT
(Myositis Disease Activity Assessment Visual Analogue Scales) (oueHKa nopakeHna Kaxaomn
u3 cuctem no BALL, mogudurumpoBaH 13 MHAEKCa OLeHKM akTUBHOCTW Backynuta) n MITAX
(Myositis Intention to Treat Activity Index) (MHAeKc akTMBHOCTM 6one3HK, KOTOPbIA onpe-
Aenaet HeobXoAMMYI0 MHTEHCUBHOCTb NeYeHns, MoagMGULMPOBaH 13 MHAEKCA aKTUBHOCTY
CKB - BILAG).

OnpepeneHvie nHAeKca JoCTynHo no agapecy: https://www.niehs.nih.gov/research/resources/

assets/docs/myositis_disease_activity_assessment_tool_2009_pdf_format_508.pdf

JIABOPATOPHbIE UCCNIEAOBAHUA

OueHKa napameTpoB BoCnaneHunsA

MosbiweHme CO3, CPB 1 apyrnx 6enkos oCcTPon dpasbl MOXET OTMeYaTbCA B akTUBHON dase 3a-

6oneBaHwuA.

OueHKa ¢pepMeHTOB CbIBOPOTKMN KPOBM

= [losblweHmne KOK, mnornobuna, AT, ACT, ANT.

= Hepefko ypoBHM GepMEeHTOB He MOBbILIATCA NPW Pa3BUTMM 3aboneBaHUA UM NPU ero
060CcTpeHMMN.

= KOK - Hanbornee 4yBCTBMTENbHbIN MapKep, YPOBHU KOPPENUPYIOT C aKTVBHOCTBIO MblLLEeY-
HOrO CMHAPOMA, MOBbILWEHNE COAepPXaHUA B CbIBOPOTKE KPOBW MOXET NpefLlecTBoBaTh
KIMHUYECKMM Npri3HaKam 060CTpeHu .

MmmyHonornueckue nccnefgoBaHus

®m  AytoaHTuTena (ayToAT) K pasfUuHbIM BHYTPUKIETOUHbIM aHTUreHaMm BCTpeyvatoTca 60-
nee yem y 80% naumeHToB ¢ MMM unu M; HekoTopble 13 HUX MOTYT OGHapYyK1BaTbCA NP
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APYrUX CMCTEMHbIX 3ab0neBaHNAX COeAUHUTENBHOW TKaHW, APYrne — UCKMTIOYUTENIbHO Npu
pasnunuHbix popmax NBM.

= AHTUHyKneapHble aHTTena (AHA) obHapyxumBatoT y 24-60% nauveHTos ¢ M, 16-40% -
c MM ny 20% naymeHTOB C MMO3UTOM C BKJIIOYEHUAMM.
BblgensioT mnosunt-cneymomnyeckune (MCA) n mmosut-accoymmpoBaHHblie AT (MAA).
MCA aBnaiotca BaXHbIMK ceponormyecknumn mapkepamu MNMAM n accoummnpyiotca ¢ KoH-
KpeTHbiMM popmamu VIBM. OnpepeneHme 3Tux ayToAT Ha paHHMX 3Tanax TedeHusa IBM mo-
KeT OblTb MONE3HbIM B NMPOrHO3MPOBAHUN TeYEHNA 3ab60NeBaHNI 1 OTBETa MaLUEHTOB Ha
neyeHne.

® K MCA otHocsaT AT K ammHoaunn-TPHK-cuHTeTazam (anti-ARS) — aHTUcHTeTa3Hble AT, AT K
Mi-2 ATl (anti-Mi-2), AT K yacT1Lam curHanbHOro pacnosHasaHusA (anti-SRP) n gp.

®  OGHapyKeHune aHTUCUHTeTa3HbIX AT XxapakTepHO AnA ofHoro u3 Haubonee Hebnaronpu-
ATHbIX BapnaHToB TeueHuAa VIBM - aHTUCMHTETa3HOro cMHApPOMa. OTa NaToNornA BKIOYaeT,
Hapagy C MMO3UTOM, apTpUT, CMHAPOM PeliHo, MopaXkeHne KoXu NafloHel 1 nanbLeB K1CTei
no Tuny «pyku mexaHuka», UMNJ1. Hepegko xapakrepmsyetca OCTPbIM HayasioMm, BblparkeH-
HbIM KOHCTUTYLMOHaNbHbIM CMHAPOMOM (TMXOPaAKon, noTepen maccol Tena). [porHos npu
AHTUCMHTETa3HOM CMHAPOME OnpefenAaeT TAXKECTb NOPaXKeHNA Nerkux.

= MAA, BCTpeyasAcb y NonoBmHbl NaumneHTos ¢ VIBM, valie Bcero accouumpyoTca ¢ nepekpect-
HbIMK (Overlap) cuHapoMamu, Mpexae Bcero npu nepekpecte nonv/aepmatommosmnta (MAM)
C cMcTeMHbIM cknepo3om, CKB, cuHgpomom LLierpeHa, cmellaHHbIM 3a601eBaHeM COeAnHU-
TenbHo TKaHu. K MAA otHocAT anti-SSA/Ro, anti-PM-Scl, anti-Ku n anti-U1 RNP AT u gp.

MHCTPYMEHTAJIbHbIE UCCNIEQOBAHUA

Uronbuatas sanektpomuorpadpus (mMr)

= cnonb3yetca ans guodepeHUnanbHOM AMarHoCTMKM NePBUYHO-MbILLIEYHON U HEBPOSOTU-
yeckol maTosnoruu, ansa onpepeneHus nokanusauum, Hambonee MHGOPMaTUBHONW ANA B3A-
TA BMONCMUN MbILLIEYHON TKaHW (BroMNCKsA NPOBOAUTCA C MPOTUBOMOJIOKHOW MPOBEAEHNIO
DM CTOpPOHDI).

B HopmaJsibHasa 3neKkTpruyeckaa akTUBHOCTb A0 Ha3HavyeHusA KC no3BonaeT UCKNioYnTb gua-
rHo3 VIBM, 3a nckntoueHrem naumeHToB C ammonatnieckumm ¢opmamm 6051e3HM.
fBnAeTCcA MeToLOM MOHUTOPUPOBAHUA SPPEKTUBHOCTU SIeYeHHUA.
Mpn UBM BbIABAAIOT yMeHbLUEHe aMnanTyabl U QIUTENbHOCTU MOTEHUManoB AencTBuA
MbILLIEYHbIX BOJIOKOH, Monindasuio, ncesgononvdasuio, CIOHTaHHYIO SNEKTPUYECKYIO akT/B-
HOCTb MbILIEYHbIX BOJIOKOH (MoTeHLManbl GUopunnaunii n NonoXXmTenbHble OCTPble BOSHbI.

= [lpn MMO3UTE C BKIOYEHMAMUN OOHAPYKMBAIOT CMeLlaHHble (MronaTuyeckue 1 Heiponatu-
yeckune) N3amMeHeHuA.

MPT mbiwlweyHON TKaHN

= O6nagaet 60sbLUei YyBCTBUTESIbHOCTBIO B IUArHOCTMKE MbILLIEYHOTO BOCMANIEHNs MO CpaB-
HeHuto ¢ Y3 n KT.

= [lo3BONAET NPOBECTN PAHHIOI ANArHOCTUKY NopakeHNa Mblwu, AnddepeHLnanbHbIN ana-
rHO3 MeXAy BOCManuUTeNIbHbIM OTEKOM Y MbILLIEYHON aTpoduelt C KUPOBbIM 3amelleHneM,
BbIAABUTb MbllLeYHOe BOCManeHne npu amvonatnyeckom 1M, BbiABUTb MPU3HAKU MbILLEYHO-
ro BoCnaseHus y nauneHToB C HOpMasibHOW akTBHOCTbIO KOK, HopmanbHbIMK pe3ynbTaTa-
My DM 1 MblleyHon buoncuu.

= [lo3BonseT BbibpaTb 6osiee TOUHOE MECTO AJiA BbIMONHEHNA ANArHOCTUYECKOW Broncum.

= cnonb3yeTca ANA MOHUTOPUPOBAHWA IeYEHNUA.

Buoncua MbilweYyHOM TKaHN — «30/10TO CTaHAapT» gnarHoctukn UBM

= [lpy M Hanbornbliee 3HaueHWe MUMEKT rymopasibHble VMMYHHbIE HapyLUeHWs, CBA3aH-
Hble ¢ oTnoxeHuem VK B mMenkux cocypax, C akTMBauUMen KOMMIEMEHTa W pa3BUTUEM
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BaCKy/nonaTuy, CONpoBOXKAAIOLENCA BOCNANUTENbHON MHOUbTPaLMEN CKENETHOWN MbILLbI
(npeobnapatot CD4+T-numdoLunTbl, Makpodaru 1 B-numpounTsl).

= [1pu MM npur3HaKu BaCKynonaTum 1 MMMyHOKOMIMJIEKCHOFO MOpaXeHna CoCy0B OTCYTCTBY-
10T, BOCMANUTENbHbIN MHOUNBTPAT NpeacTaBfieH nHeasnen CD8+ T-numboumnTaMm HEHEKPO-
TU3MPOBaHHbIX MblLLEYHbIX BOSIOKOH, dKcnpeccupytowmx aHTureH HLA | knacca.

= HeKkpoTu3upytoLwas MMonaTna xapaktepusyeTca npeobnajaHnem HeKpo3a MbllLeYHbIX BO-
JIOKOH Haj BOCManuUTeNibHON HGunbTpauuen.

= Cnopagunyecknii MMO3NT C BKJTIIOYEHUAMUN ABNAETCA YHUKANbHbIM COYETaHNEM ayTOUMMYH-
HOro BOCNasieHns C gereHepaTuBHbIMM N3MEHEHNAMM, BbIABNAITCA BaKyonmsauma 1 geno-
3UTbl aMUSIONAA B MbILIEYHbIX BOTOKHAX.

Opyrue metopabl MHCTPYMeHTaNbHOro o6cnegoBaHuA

PeHTreHonornueckoe nccnefoBaHme nerkux:

= noKasaHo BCeM NauueHTam AJ1A OLleHKM BOBNeUYeHNA B NPOLIeCC Ierkux;

= Hanbonee nHbopMaTVBHLIM ABNAETCA KT BbICOKOrO paspeLueHus.

WNccnepoBaHme GyHKLUMM BHELLHETO fAbIXaHUsA:

= npu Hanuumm UMNJ1 npeobnagatoT MU3MEHEHUA NO PECTPUKTUBHOMY TUMY.

YnbTpacoHorpadus MbiLuL:

= 4BNIAETCA BCMOMOraTeNbHbIM HEMHBa3VMBHbIM METOAOM [MArHOCTUKM MOPAaXXEHUA MblLey-
HOW TKaHW N HEePBOB;

= MpuMeHseTcs Ans BepudurKalum MMo3nTa 1 ans npoeeaeHns audpdepeHumanbHoOM AnarHo-
CTVKW.

O6cnepoBaHNe, HanpaBfieHHOE Ha BbifiB/IeHMe 3/10KaueCTBEHHbIX onyxoneii:

® B Ciyyae ycTaHoB/eHUA guarHosa M, n ocobeHHo M, Heo6xoAaNMO UCKNIOUNTDL BTOPUY-
HbI1 MapaHeonIacTMYeCcKnin reHes NaTonornu;

= [IpY OTCYTCTBUM KIVHUYECKNX, aHAMHECTUYECKUX 1 1aboPaTOPHO-UHCTPYMEHTANIbHbIX JaH-
HbIX, MO3BONAKLWMX NpefnonaraTtb onpefesieHHY0 IOKaaM3aumnio onyxoieBoro npouecca,
HeobXoAUMO NPOBOAUTb CKPUHMHIOBbLIN OHKONIOrMYECKMI MOWCK — UCKITIYEHUE 3N10Kaye-
CTBEHHbIX Onyxonei Hanbonee YacTblX IOKanu3sauuii;

= [pu NPOBefeHNN CKPYHUHFOBOIO OHKONOMMYEeCKOro NMorcka MOXHO 1CMofb30BaTh labopa-
TOpPHbIE MapKepbl OMyXoneBbIX 3a601eBaHNI — onpeAeneHie OHKOMapKePOB B CbIBOPOTKE
KpOBMU.

MNPUMEPbI ®OPMYJINPOBKU ANATHO3A

Mpnonatnyecknin aepmaToMmo3nT, XPOHNYECKoe TeueHue, 2-A cTeneHb akTUBHOCTY, Neprnopbu-
TanbHasA 3puTEMa, MOINaPTPUT.

Maronatnyeckunii NoNnMMmMo3nT, ocTpoe TeueHne, 3-A cTerneHb akTUBHOCTM, MHTEPCTULNASTbHBIN
neroyHbin $ubpos, KapanommonaTus, nonnmopdHaa xenygoukosas dKcTpacuctonma. XCH
OK2(H1). AHIL.

AmpronaTuyecKuin LepMaToMUO3NT: FeIMOTPOMHAaA Cbifb, Nanysbl [OTTPOHa, UHTepCcTULManbHoe
nopaxeHue nerkux. AH Il.

AyTOVIMMYHHaA HEKPOTU3MPYIOLLAA MUOMNATUA C MOPaX}eHNEeM MbILLL, KOHEYHOCTeR, BTOpUYHas
KapAVMOMMUONATKA, MHTEPCTULMANbHBIN erouHblin ¢prnbpos. XCH OK 3 (H 11A). AH 1.

Mwro3uT ¢ BKYEHNAMU: amnoTPOodUA MbILLLL AUCTaNbHBIX OTAENIOB BEPXHVX KOHEYHOCTEN, No-
NUHeBponaTus, ancdarvs.

Manonatnyeckan BocnanunTesibHad MMONaTHA: aHTUCUHTETA3HbIN CUHAPOM C MOPaXXeHNEeM KOXU
NnajoHen 1 nasnbLes KNCTEN NO TUMY «PYKN MeXaHWKay, UHTEPCTULMaNbHOE NopaxeHue nerkux,
apTpuT, cnHgpom PennHo. AH II.

JNlumdoma ceneseHku. NapaHeonnacTMyecknii LepMaToMNO3NT.
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GAKTOPbI PUCKA HEBJIATOMPUATHbIX NCXOAOB, ONPEAENAIOLWMNE TAKTUKY BEJE-

HUA NAUVEHTOB

1. TMpuHapneXxHOCTb NauueHTa K Takum noaTtinam BM, Kak aHTUCUHTETa3HbIN CUHAPOM, MUO3UT C
BK/IOUYEHVAMM, QY TOMMMYHHAs HEKPOTU3MPYIOLLaa MUOMATHs.

2. OcTpoe TeueHve 3aboneBaHus B gebtoTe 6onesHu.

WNHTepcTuumanbHoe nopaxeHue nerkunx B gebrote 6onesHu.

Huskune nokasateny ¢opcnpoBaHHON XKN3HEHHOW eMKOCTY Nlerknx (€60% OT AOMKHOro 3Have-

HYA) B Hauane 6onesHu.

lNoBbILIEHWE CMCTONNYECKOTO JABMEHNA B IEFOYHON apTepun.

Oucdarus — puck acnupaurioHHON NHEBMOHMMN.

Mo3aHaAA gnarHoctnka UIBM — prck xpoHur3aumm MmosuTa ¢ ucxogom B Grbpos.

f13BEHHO-HEKPOTNYECKNIA BaCKYNNT, KOXHbIN 3yl — PUCK BbIABIEHMSA 3/10Ka4eCTBEHHOro HOBO-

ob6pa3oBaHus.

9. bBbicTpoe (<3 mMecALeB) HapacTaHWe KIIMHUYECKOW KapTyHbI — PUCK BbISBIIEHUA 3/10Ka4eCTBEH-
HOro HOBOOOPA30BaHMA.

W

© N W

JIEMEHUE
Llenb neyeHna — poctmkeHne pemmuccun 3aboneBaHnA (OTCYTCTBMA KNMHWKO-NabopaTopHON
AaKTUBHOCTM B TeueHue =6 mecALeB Ha pOHe OTMEHbI Tepanum) UAN NOSIHOTO KJIMHNYECKOro OTBEeTa
(OTCYTCTBUSA KNUHMKO-NA6OPATOPHON aKTMBHOCTU B TeUEHUE >6 MeCALEB Ha GOHe Tepanuu).
06w e peKomeHAALUM NO Tepanumn
= JleyeHune naymeHToB ¢ IBM gomKHbl NpOBOAUTL Bpaun-peBMATONON C NpuBJieYeHem Bpa-
Yyen Apyrux cneymnanbHoOCTen.
= |I36eratb GpaKTOPOB, CMOCOGHbIX CMPOBOLMPOBATL 060CTpeHre 6oNe3HN (MHCONALNSA, KOH-
TaKTbl C UHGEKLMOHHBIMU MALMEHTaMI, BaKLMHALMS TONBbKO MO »KU3HEHHbBIM MOKa3aHUAM,
du3nyeckme 1 sMoLUMOHasbHbIE MEPErpy3Ku).
= IckniounTb haKTopbl, MOBbILAKLIME PUCK PAa3BUTUA HEXeNaTeNbHbIX JIeKapCTBEHHbIX peak-
unii Ha doHe Tepanum KC: ynoTpebneHue rnokosocodepaLlyx NPoayKToB (PUCK cTepo-
ngHoro CJl), nprem ocTpon Nuwm (NpeAoTBpaLLeHe A3BEHHbIX OCTIOKHEHNI).
= |I36eraTb BHyTPUMbILLIEYHbIX UHBEKLNIA KaK BOSMOXXHOW NPUYNHBI Pa3BUTUA NOCTUHbEKLNOH-
HbIX KanbLMHATOB U JIOXHOMNONIOXMWTENbHbIX pe3ynbraTtoB KOK.
= [IpodurnakTuka v neyeHme roKoKOPTUKOCTEPOULHOMO OCTEONOPO3a.

MeTopapbl neyeHunsa

HemegukameHTO3HOe neyeHme:

aganTauma K ¢pr3nyeckom akTMBHOCTY;

npodunakTrka TpaBMaTU3Ma;

cobniofeHve ONeTbl C JOCTAaTOUHbIM COfepPXKaHNEM Kanbuus, BUTamnHa D;
CTPOroe UCKJIIUYEeHNe NPOAYKTOB, CoAepKaLlymX YrneBobl.

MeankameHTO3HOE NeyeHne:
IniokokopTuKocTepounabl. OCHOBHbIE NMPUHLUMbI IeYEeHNA:
PaHHee Hauano Tepanuu (B TeYeHve nepsbIx 3 mecALeB oT Aebtota 6onesHn).
HauanbHas fo3a He meHee 1 MI/Kr/CyTK1 NO NPefHU30SIOHY.
ExxenHesHbin nprem KC. Cytounyto go3y NKC B Hauane neyeHus cnegyet pasgennTtb Ha 3 npu-
eMa (oLeHKa NepeHOCUMOCTM) C MHTePBaNom 2—4 yaca B TeYeHrie NepBOI NONOBUHbBI AHA; 3aTeM
nepeBecTV Ha OAHOKPATHbIN NPUEM B paHHME YTPEHHUE Yachl.

®  OueHKa 3$PeKTUBHOCTM Tepanum NPoBoAMTCA yepe3s 2-4 Hepenu OT Hayana Tepanun TKC.
MonoxunTenbHbln 3GdEKT Tepanmu pacLeHBAETCA NPY HavaBLUEMCA CHIKEHUN YpoBHA KOK,
ACT, AJTT, yMeHbLUEHNN NHTEHCUBHOCTU KOXHbIX NPOABNEHWI, HapaCTaHUM MbILLEYHOW CUMbl
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HauvoHanbHble pekomeHaaLum
MO SleUEHMNIO 1 BeIeHMIO MALNEHTOB C peBMaTUYECKUMM 3a6051eBaHNAMM

N YMEHbLUEHNN BOCMNANIUTENIbHOW aKTUBHOCTM MO AaHHbIM N3MI. OTCyTCTBME NONOKUTENBHON
OVNHAMVKK B TeueHne 4 HepleNb TpebyeT nepecMoTpa AnarHosa.

®  CHwkeHme fo3bl KC He paHee uem yepes 3 mecaAua B csiyyae Hopmanusauny KOK B cbiBopoTke
KPOBW, NCYE3HOBEHMWA CMOHTaHHOM akTUBHOCTU Npu IMTI. Jo3a KC nocteneHHO CHUXKaeTcA Ha
1/4 po3bl OT NCXOAHOW B MeCsAL, B cpegHem Ha 1/2-1/4 Tabnetkn B 7-10 gHeN 4O AOCTUXKEHWA
noAaepvBatoLlero ypoBHA. Temn CHUXeHNA 3aBUCUT OT UcxogHom Ao3bl FKC 1 cTeneHmn akTue-
HOCTK 6one3Hun. Yem Hxe fo3sa NKC, Tem mepieHHee ee CHKeHMe. MNpu Hannuumn TAXKENbIX KO-
Mop6uaHbIX 3aboneBaHnin (MHbekuun, CIA, AT 1 ap.) BO3MOXHO 6onee 6bICTPOe CHUXKEHVE J03bl
IKC (no 2,5-5,0 mr B TeueHune 3-5 aHen).

MoppepxumBatowwas gosa NKC nHgusuayanbHa, Ho He 6onee 7,5 Mr/CyTKI NO NPEAHN30/OHY.
Mynbc-tepanua NKC y B3pocnbix nauynentos ¢ NM/OM He aBnaeTca ocHoBononaratowemn n He
CIIYXKWUT NOBOAOM ANA NPUMEHEHMA MeHbLUUX (HeageKBaTHbIX) o3 NKC, Ha3HayaembIX BHYTPb,
Kak B OCTpblii nepuof 6onesHu, Tak 1 npu ee oboctpeHnn. MNposeaeHre nynbc-tepanum NKC
(meTnnpegHn3onoH 1000 Mr BHYTPMBEHHO KanenbHO N 3) peKoMeH0BaHO NpUY Hanuuun Ta-
XKenblX Pe3nCcTeHTHbIX GOpM, B criyuae aucharum (pUck acnmpaLMoHHON MHEBMOHIWM) 1 pa3Bu-
TUA CUCTEMHBIX NPOABNeHUn (MnokapguTa, UMJ).

UmmyHocynpeccmBHasa Tepanuna. [lokasaHnA K Ha3HaueHuIo:

= pUHaANeXHOCTb MALNEHTOB K KIMHUKO-UMMyHonornyeckum noatunam NMV/AM, ocoben-

HOCTbIO KOTOPbIX ABNAETCA 3aBefOMO MIoxon oTeeT Ha Tepanuio [KC: aHTUCKMHTETa3HbIN

CMHAPOM, ayTOMMMYHHas HEKPOTU3MPYIOLLaa MUONaTUs;

A3BEHHO-HEKPOTNYECKMI BaCKyNnT;

060cTpeHre 3aboneBaHnA NPU CHUXKeHUN fo3bl TKG;

CTeponapesnCTeHTHOCTb y NALNEHTOB, paHee NoJyyaBLUMX HeadeKBaTHO Manble fo3bl [KG;

HeadpdekTnBHOCTb NKC B TeueHme 3 mecALes;

TAXenble NobouHble 3dpdekTbl TKC, nuMnTMpYoWwmMe Ha3HaveHre agekBaTHOM fo3bl TKC (He-

koHTponupyemble C[1 nnu Al, ocTpas A3Ba XenyaKa, MHOXeCTBEHHble OCTEONOPOTUYECKNE

nepenombi).

TpagnuMoHHble MMYHOCYMNPECCHBHbIE MpenapaTbl, NpUMeHaemMble B neveHnmn NMM/OM:

= MetoTpekcat (MT) 15-25 mr/Hegento BHYTPb UK nNapeHTepanbHoO (Mpy HeJoCTaTOYHOMN
3G bEKTUBHOCTM MM MAOXON NEePeHOCMMOCTU NepopasibHOro nprvemMa npenapara, 0co-
6eHHO B BbICOKUX A03aXx), MO3BONAET ObICTPO NepeBecTn NauueHTa Ha NoAAePXKMBaIOLLYIO
nosy NKC.

= AsatmonpuH (A3A) 100-250 mr/cyTKu, ycTynaeT no 3G¢$peKTMBHOCTU N CKOPOCTU HacTymne-
HUA 3pdeKTa MeToTpeKcary.

= |lnknodocdamug (D) 800-1000 mr 1 pa3 B mecay unm 400 Mr Kaxkable 2 Helenun BHYTpU-
BEHHO KanesibHO B TeueHue He MeHee 6 MecAueB. MNpenapat Bbi6opa npu UM/, A3BeHHO-
HeKpOTUYeCKOM BacKy/nTe, MMO3nTe, pe3ncteHTHoM K FKC-Tepanuu.

= MukodbeHonata modetun (MMO) B HauanbHoM fo3e 500 Mr 2 pa3a B CYTKU C nocneayoLwmm
TUTPOBaHvem fo3bl o 1000 Mr 2 pasa B CYyTKM MNPu PE3NCTEHTHOM NMOPaKEHNIN KOXU.

O6wue NPUHLUNBI NeYeHNA MMMYHOCYMNPECCMBHBIMI NpenapaTamMu:

B KOHTPOJIb NEPEHOCUMOCTHU: OLIEHKA YPOBHSA reMornobuHa, nefikounTos, TPOMOOLMTOB, MOYEBU-
Hbl, KpeaTuHuHa, ACT, AJTT. Mpu ymeHbLIeHUN Yncia NekoLuuToB meHee 2,5x10°/n, n/vnu Tpom-
6ounToB — MeHee 100x10%/n, n/unn nosbiweHUn KoHUeHTpaumn ACT, AJIT 6onee yem B 3 pasa
OT BEPXHEN rpaHuMLbl HOPMbI JleueHne HeOOXOAUMO MPEKPaTUTb A0 YCTPaHEeHWs CUMNTOMOB
TOKCUYHOCTY;

= [pU NPUCOAVHEHUN MHTEPKYPPEHTHOM MHPEKUNY, B T. U. reprneTnieckon — BpeMeHHas OTMeHa
UMMYHOCYNPECCMBHbIX MpenapaToB [0 NCYE3HOBEHUA ee NMPU3HAKOB.

Buonornueckne npenaparbl. Putykcuma6b (PTM) no 500-1000 mr 2 pasa C MHTEPBanom B iBe

Heflenun BHYTPVBEHHO KanenbHo. [IpoBefeHrie MOBTOPHbIX KYPCOB BO3MOXHO He paHee Yem yepes

6 MecAuUeB nocse npeblayLero Kypca. HasHaueHne PTM noka3aHo npv Hannumm NporHoCTUYecKn

183 "Recipe’, 2021, volume 24, N2 1

K copepkaHuto



Manonatnyeckne BocnanuTesibHble MMonaTum

HebnaronpuATHbIX GaKTOPOB (AHTUCUHTETA3HbIN CMHAPOM, Taxkenoe UMJT ¢ ncxogHo HU3KKMMK Mo-
Ka3aTenAMM >XM3HEHHOW eMKOCTU NErKKX), BbICOKOM YPOBHE MUO3UT-CNeLnduYecKknx aHTuTen n and
NleyeHVA NOTeHUMANbHO PE3NCTEHTHbIX NOATUMOB, BKJOYaA ayTOMMMYHHYI HEKPOTU3MPYIOLLYIO
MMONATUIO.
Apyrue npenapartbl, npumeHaembie B neyeHuun NM/AM:
= [uapokcuxsopoxuH (MX) B gose 200-400 Mr/cyTKn peKoMeHAyeTcA MPUMEHATb Npu pe-
3UCTEHTHOM KOXXHOM CUHIPOME, COXpaHALemMcAa Ha ¢OHe BOCCTAHOBNEHUA MbILLIEYHOMN
CUJTbl, MOXET ObITb MCMOMBb30BAH f/1A NOALEPXKMBAIOLLEN Tepanny B COYETaHUN C HU3KAMU
nosamm MKC.
= BHyTpUBEHHbIN uMMyHornobynuH (BBUT) B fose 1 r/kr B mecay B TeueHue 4-6 mecALeB.
MoTeHUManbHbIM NoKasaHmem ana BBUI aBnstoTca Taxenasa aucoarvsa, TXKeNbii MUO3NT,
toBeHUNbHbIN M. lNepen Hauanom BBeAeHNA — KOHTPONb IgA B CbIBOPOTKE KPOBM NauMeHTa.

Xupypruuyeckoe neyeHue — onepaTMBHOE yaaneHue onyxonu y naumeHToB ¢ napaHeonacTu-
yeckum NMMVI/OM.

Apyrue Buabl neyeHuna:
= nnasmadepes crefyeT NCNONb30BaTh Y NALMEHTOB C TAXKEbIM, PE3UCTEHTHBIM K APYrM Me-
Togam nevyexna NMM/OM B couetanmm ¢ TKC 1 uMToTOKCMUYECKMMI NpenapaTamu.

PEABUJINTALLMUOHHBIE MEPONPUATUA
PeabunumtaunoHHble MeponpuATAA HanpaBneHbl Ha ONTUMK3aLMIO MOABUMXKHOCTY, NPeaoTBpa-
LweHre GoOpMMPOBAHUA KOHTPAKTYP, CHUXKEHME prCKa Pa3BUTMA OCTEOMNOPO3a M NOBbILLEHUA Mac-
Cbl Tena B CBA3M C BblcOKon go3om MKC.
Ddu3snyeckne HarpysKku NpoBoaAaT AnddepeHLMPOBaHHO B 3aBUCUMOCTY OT CTagun 3aboneBaHuns:
B OoCTpyto Ppa3y (HaumHadA co 2-3-1 Hefenun) NoKasaHbl MACCMBHbIE YIPaXXHEHNA 1 HanpsXKe-
HUe MbiWL, 2 pa3a B Hefeno;
B B TAXKEJbIX CJyYasnX NacCMBHbIE YPaXXHEHUA NPOBOAAT B TeYeHMe 3 MecsLeB [0 HapacTa-
HWA MbILEYHON CUNbI;
® B CTafVIO BbI3JOPOBMEHUA — U3OMETPUYECKUE, @ 3aTEM N30TOHUYECKUE YNPaXKHEHNS;
B B XPOHWYECKOW CTaAnmn — a3pobHble ynpaxHeHWs.
O6s3aTeNIbHO BbINOIHEHKE AblXaTebHbIX BEHTUMALMOHHBIX YNpaXkHeHWi (ocobeHHo npw UMJT).

NPOOUNAKTUKA UBM
O6wuit ocMOTp He pexe 1 pasa B 3 MmecsLa.
OnpepeneHne KOK Kaxxpgble 2-3 mecaua.
MNposefeHve nSMI He pexe 1 pa3a B 6 mecALes, Npu pemuccun — 1 pas B rog.
JNlabopatopHble nccnefoBaHWs AnA MOHUTOPKHIa 6e30MacHOCTM Tepanun He pexe 1 pasa
B 3 mecAua.

®  PekoMeHAOBaTb MauveHTam u3beratb GpakTOpPOB, KOTOPble MOFYT CNpPOBOLMpPOBaTb 060-

cTpeHmne 6one3Hn (MHCONALMA, HTEPKYPPEHTHbIE MHEKLMK, CTpece, TPaBMmbl 1 p.).

Mpodunaktnka cTepomMAHOro octeonoposa — MpenapaTbl KanbUWA B COYETaHWMU C BUTAMU-
Hom D,, bricdocdoHaTbl.

MpodunakTka A3BEHHbIX OCIOXHEHWIN — raCTPONPOTEKTOPbI (MU30MPOCTON, PaHUTUANH, OMe-
npason).

Mpodunaktrka ctepomaHoro auabeTa — CTPOroe UCKOUYeHKe NOTPe6IeHUs NPOAYKTOB, cofep-
XKaLuyx roKo3y, B T. Y. Cagkux GpyKToB, COKOB 1 IOTYpTOB.
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