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AHHOTANUA

Hacrosimue pexkoMeHgauuMu MpeJHa3HAYEHbl Ui CHEUMATMCTOB IEPBUYHOIO  3BEHA
3IpaBOOXpPAaHEHUsI - Bpadeil-TeparieBTOB, Bpaued oOIIeld MpaKTUKH, a TaKKEe CTYJIECHTOB
cTapiux KypcoB MeauuuHckux BY3oB. MeTtoanyeckue pekoMeHJalluy BKJIKOYaOT OCHOBHbBIE
IIOJIOXKEHUS 0 KJIMHHUKE, JTUAarHOCTHKE, JICYEHWI0 U MOHHUTOPHUHIY ITAIUEHTOB C CUCTEMHOH
KPaCHOM BOJIYaHKOM.

OcHoBHOM MaTtepHuall mocoOusi MPeACTaBlIeH aJalTUPOBAHHBIMU pa3J/ielaMd M3 COBPEMEHHBIX
KIIMHUYECKUX PEKOMEHJAIN MPOoQUIBHBIX OOIIECTB, a TaKXKe NEHCTBYIOIIUX HOPMATHUBHBIX
deneparbHBIX TOKYMEHTOB.
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CIIICOK COKPAIIIEHUI

antu-ac-/IHK — anTuTena x aycnupaibHON 1e€30KCHPUOOHYKICMHOBOM KUCIIOTE
a-p2-I'TI-1 — anTHuTena k B2-raukonporenny |

A3A - azaTuonpuH

aKJI — anTUTENA K KApAUOIUIIUHY

AHA — aHTUHYKJICapHBIC (aHTHSIICPHBIC) aHTUTEIA
AnTH-La/SSB — antutena k La anTureny

AnTH-RO/SSA — antuTena k Ro anTureny

AHTH-SM — aHTUTENA K aHTUTreHy Smith

AH® — anTunykieapHsiii pakTop

AnTtu-PHII — anTtuTena x puOOHYKIEONPOTEUHY

A®DJI —anTHTena k Gocdonaunuaam

ADC — anTudoCcHOMUIUAHBIIN CHHAPOM

BUY — Bupyc nMMyHOAEPHUIINTA YETOBEKA

BH — Bosryanounsiif Hepput

['YIBII — reHHO-UHKEHEPHbIE OMOJIOTMYECKUE TIPEnapaThl

I'K — riIroKOKOpTHKOM 1B

HNII - nHIexc noBpexIeHUN

NDA — ummyHOpEpMEHTHBIN aHATTN3

N®H-o — unrepdepoH-o

MKB-10 - MexnyHapoaHas knaccudukanus 6oxe3ner 10-ro nepecmorpa
HIIBII — HEcTepongHbIE MPOTUBOBOCIAIMTENIBHBIE IIPENApaTh
HPU® - nenpsimas peakiysi MUMMYHO]IIIOOpECLIEHIIUN

CKB - cucreMHas KpacHasi BOJIYaHKA

CK® — cxopocThb ki1y004uKoBOH (hUIbTpauu

COD - ckopocTh OceaaHus SPUTPOLIUTOB

OHO-a — paxkTop HEKpPO3a OMyXO0JIU-0.

[IMB — nuromeraioBupyc.

[THC — ueHTtpasibHas HepBHas cCUCTEMA

OKI — anexTpokapaunorpadus

OXO-KT - sxokapaunorpadus

ACR — American College of Rheumatology (AMepukaHcKas KOJIJIETHsI pEeBMAaTOJIOTOB)



SLEDAI-2K — Systemic Lupus Erythematosus Disease Activity Index (MHIEKC aKTHBHOCTH
CUCTEeMHOM KpacHOU BOMYaHKH B Moaupukanuu 2K)

SLICC — Systemic Lupus International Collaborating Clinics (MexayHapoaHOe COapyKeCTBO
KJIIMHUK CUCTEMHOM KPacHON BOJIYaHKH)

SDI — Systemic Lupus International Collaborating Clinics/Damage Index (unzekc
MOBPEIKICHHS [TPH CUCTEMHOM KPaCHOM BOTYAHKE)



BBEJAEHUE

Cucremnass kpacuas Boguyanka (CKB) — cucreMHoe ayTOMMMYyHHOE PEBMATHYECKOE
3a00JieBaHUE HEM3BECTHOM STHOJIOTUH, XapaKTepU3YIOLIeeCs] TUIEPIPONYKIUEH MIMPOKOro
CHEKTpa OpraHocnenuPpUUecKux ayTOaHTUTEN K Pa3InYHbIM KOMIIOHEHTAM KJIETOYHOT'O pa U
MMMYHHBIX KOMIUIEKCOB, BBI3BIBAIOIIMX WUMMYHOBOCHAIUTEIBHOE MOBPEXKACHUE BHYTPEHHHX
OpraHoB.

OnuaemuoJiorus. 3aboneBaemocts CKB konebnercs B mpenenax 4-250 cmygaeB Ha 100 000
HaceJeHus B roj. 3a0ojeBaHue HanOoJee 4acTO Pa3BUBACTCSA y KEHIIUH PENPOIYyKTHBHOTO
BO3pacTa: MUK 3a00JIeBaEMOCTH MPUXOIUTCA Ha Bo3pacT 15-25 ner. Puck o6octpenus CKB
BO3pacTaeT BO BpeMsi OEPEMEHHOCTH U B MOCIEpo10BOM nepuoje. COOTHOIICHHUE KEHIIUH U
my>kunH — 8-10:1. CmeptHOCTh pu CKB B 4 pasa BhilIe, 4eM B MOMYJISALUH.

Jtuonoruss CKB HeusBectHa. OCHOBHBIE NpPUYUHBI  pa3BUTHs ~ 3a0o0NeBaHUS -
HACJIEICTBEHHOCTh, TOPMOHaIbHbIE (DAKTOPBI (3CTPOreHHasi CTUMYJISIMS, OEpEeMEHHOCTb) U
dakTopsl  OKpyKaromiei cpenbl  (yabTpaduoeTOBOC 00MydeHHE), HPUEM  HEKOTOPBIX
JICKapCTBEHHBIX MPETNapaToB, KypeHue, HH(EKIIUH, CTPECC.

IlaTorenes 3a0osieBaHus 10 KOHIIAa HEU3BECTEH, YYacTBYIOT KakK  BpOXKJICHHBIE
(runepnponyknust uHTepdepoHa 1 Tuma), Tak W TPUOOpPETEHHBIE HMMYHHBIE PEaKIUH.
Hanuune reHeTnyeckoi MpenpacrojoXEHHOCTH W BO3JCHCTBHE (AKTOPOB BHEUIHEW CpEbI
OPUBOJAT K HAPYLUIEHUIO HMMYHHOM TOJIEPAHTHOCTH U 3allyCKy HMMYHHBIX pEaKIui,
HalpaBJIEHHBIX Ha HEKOHTPOJIIMPYEMYIO aKTUBalMI0 B-mumdouuToB ¢ runepnpoaykuueid umMmu
ayTOaHTHUTEJ IPOTUB KOMIIOHEHTOB sizipa. [loBpexieHne TkaHel, BBI3BaHHOE ayTOAHTUTEIAMH,
OTJIO’)KEHUEM UMMYHHBIX KOMIIJIEKCOB U THIIEPIPOAYKLINEN HUTOKUHOB, MOXKET IIPOMCXOANUTD B
HoyKax, cepie, cocynaax, neHrpaibHoil HepBHOU cucteMe (LUHC), koxe, gerkux, MpIIIax M
CycTaBax, OIpeaeNnsis MYJIbTHCUCTEMHOE TOpaXEHWE U MHOroodpasue KIMHUYECKUX
nposisnenuit CKB.

KJIUNMHUYECKUE ITPOSABJIEHUA

CKB Moxer ne0roTHpoBaTh OJHHUM WM JBYMS CHMIITOMamH, JJIsl Pa3sBEPHYTOH KapTHUHBI
00J1€3HH XapaKTEPHO MOIMOPraHHOE NTOPAXKEHUE.

Koncmumyuyuonanvnovle cumnmomsl — CIad0OCTh, CHIDKEHHWE MacChl TeJa, JUXOpasKa,
aHopekcusi — TunudHbie npossieHns CKB, Hepeako BcTpewatonuecs B 1e0r0Te 3a001€BaHNUS;
OTpakaroT AKTUBHOCTH MAaTOJIOTHYECKOI0 Mpolecca.

Ilopasicenue kodxcu u ee oepusamos.
OcTpoe aKTHBHOE MOPAKEHUE KOMKH
o (l)OTOCCHCl/Iﬁl/I.Hl/II}alIHH - HOBBIICHHAA YYBCTBUTCIBbHOCTb K HHCOJIAIMH, BCTPECHACTCA Y

40% mDanMeHToB, MPH STOM pPAa3HOOOPa3HbIE KOXKHBIE H3MEHEHHUs (KIacCHYecKue
JpUTEMATO3HbIE, MAMyIE3HbIE) BO3HUKAIOT Ha OTKPBITHIX y4yacTKax Tena (JIMIO,
BOPOTHUKOBAsI 30Ha CIIMHBI, O0JIACTh «JIEKOJIbTE», BEPXHUE KOHEUHOCTH). V3MeHeHus
JOJDKHBI  OBITH CTOMKMMHU (HECKOJIBKO JIHEH, HeJlesb), CIHOHTAaHHOE pa3pelieHue
HaOII01aeTCs PEIIKo;



puteMa Juna B opme «6adoukm» (udactora 50-60%) — crTolikve BBICHIIAHUS HA
CIIMHKE M KpBUIbSX HOca, CKynax. CleayeT pas3iuyaTh THUIHYHYIO BOJTYAHOYHYIO
«0abouKy» C TeNeaHTuIKTa3usIMH (PacCIIUpPeHUE COCYJIOB KOXH 0€3 TPU3HAKOB
BOCIIJICHUS1) M COCYJMCTOM HECTOWKOW IPUTEMOH JIMIla B BUAC PYMSHIA, JTOBOJHHO
YacTO BCTPEYAIOIIEHCS Y 3J0POBBIX JIIOJCH, BO3HHUKAIOMICH B JKapKOM, JIyITHOM
NOMEIICHUHU, TP BOJHEHHH, IIOCIE BO3ACHUCTBHS BETpa, MOpPO3a, COJHIA, HO
MPOXOJISIICH CAMOCTOSITEILHO B TCUCHUE CYTOK;

MaKyJionamnyJje3Hasi H 0yJlJIe3Hasl ChINb;

TOKCHYECKH IMUAePMAJILHBINA HEKPOJIU3 (BCTPEUYACTCS PEIKO);

IPUTEMA OKOJIOHOTTEBBIX BATUKOB.

XpOHI/I‘IECKaﬂ KOKHad BOJJYaHKa:

MO0CTPasi KOKHAfA KpacHasi BOJYAHKA - SPKUE CTOMKHE, PaclpOCTpaHCHHEIE, C
TEH/ICHIIHEH K CIMSIHUIO, KOJIBIEBUIHBIC WM TAITyJIO-CKBAaMO3HBIE (TICOprUazo(hOpMHBIE)
SPUTEMATO3HBIC BBICHITAHUS, BO3HMKAIOIIME HA OTKPBHITBIX Y4YacTKax TeJa II0Cie
WHCOJISIIINY,

JAUCKOM/IHBbIe 04aru BcTpeyaeTrcst Yy 25% OO0JbHBIX, MOKET ObITh JIOKAIM30BAaHHOW —
BBIIIIC IIEM ¥ TCHEPATU30BAHHON — BBINIE M HWKE IIEH, XapaKTepHbIC NMPU3HAKU —
spuTeMa, HHQWIBTpAIMS, TUIEPKEpaTo3 W arpodus KOXKH C JCMUTMEHTalHeH,
pyouamu. IlopaxaroTcsi yamie BCEro JHIIO, YIIHBIE PaKOBUHBI, BOJIOCUCTas 4YacTb
TOJIOBBHI,

KaNWLISIPUTBI — OTEYHAs SpUTEMA C MEIKOTOYSUYHBIMU TEMOPPArusIMHU Ha MOIYIIEUKaX
HajlblEeB PYyK, JAJ0HIX, MOAOIIBAX CTOIM, CONPOBOXKIAIOIIASACS OO0JIbIO, OLIYHICHHEM
AOKEHUS, 3y10M,;

NAHHUKYJMT — peakas (opMa KOXHOTO TOPKEHHs, TMPOSBISAETCS TUIOTHBIMHU
00JIe3HEHHBIMU MOJKOXXHBIMU MH(WIBTpAaTaMH Ha JIMIE, BOJOCUCTON YaCTH TOJIOBHI,
KOHEYHOCTSIX, IOCIEe PAa3pEelIeHUsi «y3JIOB» MOTYT OCTaBaTbCs BJABICHMS, YYaCTKU
TUIEePIUTMEHTaIUH;

ceruaroe Jguseno (livedo reticularis) - HepaBHOMepHast CHHIONIHAS OKpacka KOXH 3a
CUET CeTYyaToro WJIM JIPEBOBUIHOIO pPHCYHKa MPOCBEUUBAIOIINX KPOBEHOCHBIX
cocynoB. Yare HaOnronaetcs npu antudochoumuaaom cuaapome (ADC).

Auionenusi (BbimajieHue Bojioc) — 4acTeil (24-70%), Ho Hecmeuuduueckuii npuznak CKB,

MOJKET OBITH FeHepaﬂHSOBaHHOﬁ (BOJ'IOCI/ICTaSI HacCTh I'OJIOBHI, 6pOBI/I, PECHUIEBI, TIOAMBIIIICYHBIC

BITaJINHBI) ¥ OYaroBOW B BHJIE «CUMIITOMA OOJIOMaHHBIX BOJIOCH.

IHopasenue cauzucmoix 06010uexk oO6HapyxuBalT y Tpetu OonbHbIX CKB u Bkmtowaer

XelnuT (BocrajneHue KpacHO! KailiMbl I'y0 - Tunepemusi, 00Je3HEeHHbIE TPEIUHBI, A3Bbl, KOPKH)

u 0e3007e3HEHHBIE 3PO3UM Ha CIM3HCTOM 000JI0uKe MOJoCcTH pTa (HE0O, IIEKH, SA3BIK) U

HOCOBOMH ITOJIOCTH.

Hopaofceuue Cycmaeos u Mol

APpTpaJrum pa3BUBaIOTCS MPAKTHYECKU Y BCEX OOJIbHBIX.



APTPHUT - HECTOMKHMNA, MUTPUPYIOIINH, PELUIAUBUPYIOLINI, HEIPO3UBHBIN MOIUAPTPHUT,
MOJKET 3aTparuBaTh Kak KPYIIHBIC, TAK M MEJKHE CyCTaBbl. YTPEHHSS CKOBAHHOCTH
HeXapakTepHa.

XpoHUYeCKHii BOTYAHOUYHBIH aPTPUT XapaKTEpU3yeTcs CTOMKUMH AedopMarusiMu U
KOHTPAKTypaMH, HalIOMUHAIOIIUMHU IIOPa)KEHHUE CYCTaBOB IPU PEBMATOUJHOM apTpUTE
(«aest medens», arepaabHas ICBHAIIHS).

AcenTHuyecKuii HEKPoO3, Yalie Ta300ePEeHHBIX CyCTAaBOB.

BoBJiieueHne CBsSI304HOro amnmnapara (TeHAWHHMTbI, TEHOCMHOBHTBI) IMPUBOAUT K
(OpMHUPOBAHUIO TPEXOSIIUX CIrUOATEIBHBIX KOHTPAKTYD.

ITopa:keHne MBI NTPOSBISAETCA MUAITHEH W/UIM peXe MHO3UTOM C IIPOKCUMAIbHOMN
MBILIEYHOHU crabocThio, nosbimenueM pepmentos (KOK, AJIT, ACT).

Hopa.)lcenue JIe2KUuXx

IlneBpuT, CyXoil WM BBINOTHOW, 4Yalle JBYCTOPOHHMH, BcTpedaercs y 40-60%
OOJIBHBIX.

BoayaHoYHbIi MHEBMOHUT (MHTEPCTULIHAILHOE TIOPaKEHHE JIETKUX ) — peakuii (1-4%)
Y TSDKEJIBIA BapUAHT MOPAXKCHUS JICTKUX.

Ilopaosicenue cepoeuno-cocyoucmoii cucmemul

Ilepuxapaur (5KccynaTUBHBIN/aare3uBHbIN) BeTpedaeTcst y 50% O0IbHBIX, TJIaBHBIM
obpa3om, Ha ¢ore aktuBHOKH CKB, yacTo B coueTaHUM C IJICBPUTOM.

MuokapaMT pa3BUBAaeTCsl IPU BBICOKOM AaKTUBHOCTU OOJIE3HH, MPOSBIAETCS
HapyLEHUsIMA PUTMA U TPOBOAUMOCTH.

JHAOKApAMT (HeOaKkTepHaNbHBIM TpoMOOTHUeCcKHil sHAoKapauT Jlnbmana-Caxca)
XapaKTepU3yeTcsl YTONIIEHUEM CTBOPOK MHUTPAJIBHOTO, pEXe aOpTaJbHOTrO KIialaHa.
Yacrtora - 11-43%, 0ObIYHO HpOTEKaeT OECCHUMIITOMHO; €ro BBISBISIOT TOJBKO MpH
sxokapauorpadun (dame oOHapyxuBaroT npu ADPC).

Koponapunt. Ha ¢one Bbicokoit aktuBHOocTH CKB BO3MOXHO pa3BHUTHE BacKyauTa
KOPOHApHBIX apTepuid, n naxe uHpapkra muokapaa. Jns CKB xapaktepHo paHHee
pa3BUTHE aTEPOCKIEPOTHUYECKOTO TOPAKEHUE COCYI0B.

Hopa.m'euue nou4exK

Bosuanounslii Hepput (BH) pazsusaercs y 40-80% mamuenTos. Kaptuna BH paznoo6pasna:

OT CTOMKOW HEBBIPAKEHHOW MPOTEHHYPHUH U MUKPOTEMATypUH JI0 OBICTPOIPOTPECCHPYIOIETO
rioMepylioHedpruTa U TEPMHUHATBLHON CTaMH XPOHUYECKON MoueuHoi HepoctaroyHocTu. BH

onpenensercss Kak IMepcucTupylomas mnporeunypus >0,5 r1/cyr w/unu BbIABICHHE: >5
SPUTPOLMTOB, >5 JEHKOIMTOB WIM IMIUHIPOB B MOJE 3pEHHUS B OOILIEM aHAJIM3€ MOYU IPH
OTCYTCTBUHM MH(EKIMH MOYEBBIX MyTeH, TUO0 Kak MMMYHOKOMIUIEKCHBIH TiIoMepyloHe(hpHT
MO JaHHBIM OMOIICHU TOYKH.

Knunuueckue ghopmor BH:

CyOKJIMHUYECKasi U30JUpOoBaHHas mpoTeuHypus —=> 0,5 r/cyr;
MOYEBOUW CHHAPOM (MHUKPOTEMAaTypHs B COUCTaHUH C IpOTeHHYpHeH < 3,5 r/cyT);



e HedpuTHyeckHii CHUHAPOM (OCTPBIA WM XPOHUYECKHH) - OTEKH, apTepHabHas
TUIEPTEH3Us, TPOTeuHypus < 3,5 /11, MUKpOreMaTypus;

e HepoTHUECKUH CHHIPOM - OTEKH, NPOTEHHYpHs > 3,5 r/CyT, THIONPOTEUHEMHS,
TUIOAILOYMUHEMUS +/- THIIEPXOJIECTEPHUHEMUS], C apTepHaIbHON THIIepTeH3uel u 0e3
HEE;

e ObicTpomporpeccupyromuii  Heppur - mnporemHypus < 3,5 r/CyT, MHKpO- WIH
MakKporeMaTypus, ObICTPO HapacTaIOIIEee MOBBIIICHNE KPEaTUHINHA KPOBU;

Jns BbIOOpa TaKTUKH JICYCHUS C MPHUCOCTUHECHHEM HMMYHOCYIIPECCHBHON TEpanmuu BCEM
nanmentaMm ¢ BH pexomenmoBana Oworicusi moYkd (MPH OTCYTCTBHM MPOTHBOIOKA3aHHM).
PesynbraTel Ouoncuu oreHuBarT 1o kiaccupukanuu ISN/RPS (International Society of
Nephrology/Renal Pathology Society, 2003) c omnpeaeneHueM MOpP(OIOrHYECKOro THIIA
Hedpura (knaccs [-VI):

e kiacc | (MUHUMAIbHBIC H3MEHEHHS ME3aHTHyMa),

e kiacc |l (Me3anruonpomnudepaTuBHbIii),

e xiacc |l (ouaroBslit mponudepaTHBHBIN),

e kiacc IV (muddys3Hblit mponudepaTuBHBIN),

e xiacc V (MeMOpaHO3HBIH),

e Kiacc VI (Hehpockiepos).

Hopascenue nepenoii cucmemot

e Tos0BHasi 00J1b, yallle MUTPEHO3HOTO XapaKTepa, PE3UCTEHTHAS K HEHAPKOTUUYECKUM U
Jla’ke HAapKOTUYECKUM aHaJIbIe€THKaM.

e Cynopoxnbie npunaaku (6onbme («grand mal»), mansie («petit mal»), mo Tumy
BHCOYHOM 3MUJIETICUH).

e TIlopaxeHue YepenHbIX HEPBOB (B TOM YHCIIE, 3PUTENIBHBIX C Pa3BUTHEM HapylIeHUN
3peHus).

e MHHCYIABTHI, ONEPeYHbIii MUEJHT (PEIKO), XOpes.

o Ilepudepunueckasi HeBponaTusa (CUMMETpUYHAsI YyBCTBUTEIbHAS WM JIBUTaTeNIbHAs),
Habmonaercss y 10% OGonpHbix CKB. K Hell OTHOCAT MHOXXECTBEHHbBIII MOHOHEBPHT
(penko), cunnpom I'uitena-bappe (oueHb penko).

e Ocrpbiii ncuxo3 Moxer ObITh TposiBaeHrneM kak CKB, tak u pazBuBaThcs Ha (oHE
JICYCHUs BBICOKUMH J03aMH TIIoKokopTukon 0B (I'K).

e Oprannuyeckuit MO3IroBOM CHH/POM XapakTepu3yercs SMOLMOHATBHOU
1aOUITbHOCTBIO, SMTU30AAMHU JEPECCUH, HAPYLICHUEM MTaMATH, CIIa00yMHUEM.

Hopaofceuue pemukyﬂoandomeﬂuaﬂbnoﬁ cucmembl HanOOJIEe 4acTo BCTPCHACTCA B I[C6IOT€
38.6OJ'ICB8.HI/I$I, MMPOSABJIACTCA FeHCpaHI/I3OBaHHOI>'I J'II/IM(I)aJICHOHaTI/ICI\/II, PCKE - CILICHOMET aJIueH.
I[aHHBIC CHUMIITOMBI KOppPCIUPYHOT C AaKTHBHOCTBLIO 3a6OJ'ICBaHI/I$I, HEPCAKO Tpe6yeTcsI
JOITIOJIHUTCIIbHOC O6CJ'IC,Z[OBE[HI/IC I UCKITFOYCHHSA OHKOI'€MaTOJIOIT'MYCCKUX 3a00JIeBaHUH.

AnTudochomunuanbiii cuHapoMm (ADC) — CHUMNTOMOKOMILIEKC, XapaKTepU3YIOIIUUCS
BEHO3HBIMH W/WJIH apTepPUAILHBIMU TPOMOO3aMH, aKyIIePCKOW matoyioruei (moreps mwioga B |
u |l Tpumectpax OepeMEHHOCTH, MPEKIACBPEMEHHBIC POJABI), PEXKE TPOMOOIIMTOIICHHUEH,



CBSI3aHHBIMU C Tunepnpoaykiuei antuten K Gochomunuaam (adJI). ADC pa3Bupaercs y 20-
30% 6onpaBIX CKB.

JIABOPATOPHBIE NCCJIEJOBAHUA

Oowuit ananusz Kposu

o Jleiikomenns (<4,0x10%m) wmm mmmdonenns  (<1,0x10%1) accommmpyiotes ¢
aKTHBHOCTBIO 3200JIC€BaHUSL.

e AHeMusl TUIIOXpPOMHAs CBSI3aHA C XPOHUYECKHM BOCHAJICHUEM, MIPHUEMOM HEKOTOPBIX
JEKapCTBEHHBIX  CpeACTB. KyMOC-TIONOXXHUTENBbHYIO  TE€MOJIMTUYECKYI0  aHEMHIO
HaOmoaaroT MeHnee 4yem y 10% 6ompubix CKB.

e TpomGounronenus (<100x10%/m) o6brano HabOMaeTCs y nanuentoB ¢ APC. OueHb
PEIKO pa3BUBACTCS ayTOMMMYHHAsE TPOMOOLIMTOIICHHSI, CBSI3aHHAsI C CHHTE30M aHTHTEI
K TpoMOoIHTaM.

O6wuit  ananuz Mmouu. BBHABIAIOT  NPOTEHHYPHUIO, TEMAaTypHUIio, JIEHKOLHUTYPHIO,
BBIPAKCHHOCTH KOTOPBIX 3aBHCUT OT KIMHUKO-MOpdooruyeckoro Bapuanra BH.
Buoxumuueckue uccnedosanus. VIsmenenns OMOXUMHYECKHUX TIOKa3aTeeld HecieupUIHbI 1
3aBUCAT OT MpPeo0IaJaoniero MOPaKeHNUsT BHYTPEHHHMX OPraHOB B Pas3iIM4YHbIC ITEPHOJBI
00Je3HH.

Hmmynonozuueckue uccnedo6anus

e AHTHHYKJeapHbIii ¢akTop (AH®D) — rereporeHHas mOMyJsIHs ayTOAHTHTEI,
pearupyomux ¢ pa3InyHbIMA KOMIIOHEHTAMH KJIETOYHOro sapa. AH® BBIABISIOT y
95% 60nbHBIX CKB (00BIYHO B BBICOKOM THUTpE); €0 OTCYTCTBUE B IOAABISIOIIEM
OoNBIIMHCTBE citydaeB HckiodaeT quarHo3 CKB. 3010TbIM cTaHAapTOM U MEPBUYHBIM
CKPUHUHTOBBIM ~ MeTojgoM omnpeneneHus AH® sBnsercs HempsMas peakuus
ummyHodoopecueniun (HPU®) npu ucnons3oBannu B kKadectBe cyodctpata HEp-2
KJIETOK YeJOBEKa, MEHEee YYBCTBUTENIbHbI U CHEIU(PUYHBI METOIbl TBEPIO(PA3HOTO
aHanu3a (ummyHodepmeHTHbIN aHamu3 (MDA), MyabTUIIEKCHBIE TUAarHOCTHUYECKHE
w1aThOPMBI).

e AHTHHYKJIeapHble (aHTHsiIepHble) aHTHTena (AHA): aHTHTENa K ABYyCIUpPATbHOU
ne3okcupubOonykienHoBoir  kuciore (antu-uac-JAHK) cnemuduunsr  ans  CKB,
BesiBIIsIEOTCS Yy 50-90% GonbHBIX. AHTHTENa K aHTureHy Smith (anTe-Sm)
Boicokocnieruuunbl it CKB, ux obnapyxusaiotr y 10-30% O607bHBIX. AHTUTENA K
pubonykneonporenny (antu-PHII) warne BBISBIAIOT y OOJBHBIX C NPOSIBICHUSMH
CMEIIaHHOTO 3a00JIeBaHMsI COCIMHUTEIbHON TKaHU. AHTU—RO/SSA accomumpyrorcs c
muMmdoneHuel, neiikonenueit, porogepmatutom, cunapomom Llérpena.

e AmntuTena Kk ¢ochomunugam (adJl): BOIUAHOUHBIM AHTUKOATYJSIHT, AHTUTENA K
kapauommnuny (aKJI), anTuTena x -2 ramkonporenHy 1 - 1abopaTOpHBIE MapKephl
A®C. Hx mnpucyrcrBue MOXET O0OYCIaBIMBATH JOXKHOIOJOXKHUTEIbHYIO PEaKIUIo
Baccepmana.

e Jlpyrme mMMYHOJIOTHYeCKHEe MOKa3aTeqau. Y OonbHbIX ¢ BH oTMmeuaioT cHukeHue
obmieit remonuTHyeckoir akTuBHOCTH KomruiemMeHTa (CHS50) u ero oTaenbHBIX
koMioHeHTOB (C3 u C4), koppenupyroliee ¢ akTuBHOCTbI0 BH.
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JAUATHOCTHKA

Kanoonl nauuenta ¢ noao3penuem Ha CKB (1o yactore BcTpeuaemoctu B ae0roTe): 601m B
CyCTaBax, MbIIIIAX, 0011ast c1abocTh, CHIYKEHHE MAcChl Tejla, He0ObsICHUMAs JINXOpaIKa, 6o
B TPYIHOH KJIETKE MPH TIIyOOKOM JBIXaHWH, YCUJICHHOE BBIMAJICHUE BOJIOC, YBEIUYCHHE
TUMGpaTHYIECKUX Y3JI0B, TIEPUOJAMYECKY BBICHIITAHUS Ha KOXKE, TTOBBIIIICHHAS YYBCTBUTEIBHOCTh
K COJIHIly, UI3MEHEHHUE 1IBeTa KOKM NaJIblIeB KUCTEH WM CTOIN Ha XOJOJe WJIM MPH CTpecce,
npuityxanue (0OTeKH) HOT W/WiK 00JIaCTH BOKPYT TJia3, TeMaTOJIOTMYECKUE HapyIICHUS.

Hns nuarnoctuku CKB HepocTaToOuHO HANMM4YMS OJHOTO CUMIITOMA 3a00JICBaHUS WM OJHOTO
BBISIBJICHHOTO J1a0OpaTOpPHOTO HW3MEHEHHS — JMarHo3 YCTaHaBIMBAalOT Ha OCHOBAHHUHU
KIMHUYECKUX TPOSBICHUM 3a00JieBaHUA, JAaHHBIX J1a0OPATOPHBIX, HHCTPYMEHTAIbHBIX
METOJIOB HCCIIEI0BAHNUS, BXOISAIINX B KIACCU(PUKAIIMOHHBIE KPUTEPUU 3a00ICBaHMUSI.
[Tpu nopo3penun nHa CKB HeoOxoauMo npoBeieHne CIeAYIONUX UCCIASI0BAHNUMN:
e KIMHUYECKHH aHanu3 KpoBu c ompeneienunem COD, comepkaHus IEHKOIMUTOB (C
JeKonuTapHOi (HOpMYIIOi) U TPOMOOIIUTOB,
® UMMYHOJIOTMUECKUN aHanu3 KpoBH ¢ onpeneneHueM AH®, npu ero mosioxureabHOM
pesynbTaTe — omnpeneiaeHue KoHueHtpanuu antu-ac-JAHK, antu-Sm, adJl, C3 u C4
KOMIIOHEHTOB KOMILIEMEHTA;
e Oo0mWMii aHAJIM3 MOYM, MPH BBISIBJICHUM NMPOTCHHYPUU — H3MEPECHHE YPOBHS Oe€lika B
Mode 3a 24 Jaca WK ONpeeIeHHEe OTHOMICHUS OeTOK/KpeaTHHUH;
e peHTreHorpadus OpraHoB IPYJAHOHN KIICTKH,
e snektpokapauorpadpus (IKI);
e sxokapauorpadus (3XO0-KI).

B knuHMuYeckoW MpaKTHKE JUId IMOCTAaHOBKHM JUAarHo3a MCIHOJb3YIOT KJIACCH(PHUKAIIMOHHbIE
kpureprn CKB: SLICC/ACR 2012r (npunoxenue 1): AuarHo3 AOCTOBEPEH MPU HATHYUH 4-X
KPUTEPHEB, U3 KOTOPBIX OJMH KPUTEPHUIl NOJKEH OBITh 005S3aTENbHO KIMHUYECKUM M OJMH —
UMMYHOJIOTHUECKHM.

Huarnoctuueckas crparerus CKB npexacrasnena B Tabnune 1.

Taoauna 1. Ilmarnocrudeckas crparerusa CKB

Hecnenuduueckne xanodbl ¢ KIMHUYECKUMH TPU3HAKAMU TIOPAKEHUS IBYX U Ooee
OpraHoB
Uccnenosanue AHD

(HPU®D, UDA unu MyabTUIUIEKCHBIE IMATHOCTUYECKHE TIIATHOPMBI)

Tutp AH® > 1:160 Tutp AH® < 1:160
HpI/IMCHeHI/Ie KpHTGpI/ICB CKB (HpI/IJ'IO)KCHI/IC 1) HOI/ICK I[pyrplx HpI/I‘II/IH KJIIMHUYECKUX

MPOSIBICHU I

I/IMMyHO.HOFI/ILIGCKI/Ie TCCThI

KOHchIbTaL[I/I}I PEBMATOJIOTA

HNudpdepenunanbuan nuarnoctuka CKB u apyrux 3a6oseBaHuii 1omKHA OBITH OCHOBaHA
Ha TIATeJIbHOM cOOpe aHaMHe3a, AETalIbHOM KIMHUYECKOM OO0CIEeI0BaHUM, MPOBEICHUU
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HEOOXOIUMBIX JTAOOPATOPHBIX U MHCTPYMEHTAJIBHBIX METOAOB JAMATHOCTUKH, HCIIOIb30BAHUU
CTaHIAPTU30BAHHBIX KpUTEpUEB (Ta01.2)

Ta6auua 2. 3a6os1eBanus, BXxoasiume B Kpyr 1uddepenunansuoro auarioza ¢ CKB

3a00J1eBaHuA

TepaneBTnuec

I/IMMyHHOBOCHaJII/ITeJILHLIe I/IH(l)eKIII/IOHHLIe HeomnacTuueckue KHE€ ar¢HThbI

e bonesns Hlérpena Bupycnuie:
e JlepmaTOoMHO3UT e [IlapBoBupyc B19 |e Bonesus Kukyun |, VHIrHOHTOpHI
o ADC e [IMB e bosesnp ®HO-q
e HenuddepernmpoBaHHBII e BUY Kacrensmana e UdH-o
apTpuT  T-uB- e Bakuunanus
e CucrteMHBIC BaCKYJIUTHI Baxmepuanshuie: KJICTOYHEIC
e CuHApPOM aKTHUBALIUHU e Treponema uMdOMBI
Makpodaros pallidum e  XpoHHUUYECKHE
e AyTOMMMYHHas e Borrelia JIEWKO3EI
I'€MOJIMTHYECKAsA aHEMUA burgdorferi e [lmasmMomuTOMBI
e Manonatuueckas
TPOMOOLIUTONIEHHYECKAs] Tpuérosie:
nypnypa e Trichophyton
e TpomboTHyeckas infection
TPOMOOIIUTOIIEHUIECKAS
nyprypa Ilapasumapnvle:
e Capxounos « Toxoplasma spp

o Oubpomuanrus
¢ AYTOUMMYHHBIH I'eraTHT
¢ AYTOUMMYHHBIH THPEOUJHUT

Cokpamenusi: APC — antudochomunuanslii cuaapoM, [IMB — muromeranosupyc, BUY — Bupyc
ummyHozeduura yenoseka, PHO-a — dakrop Hekposa onyxonu-a, UPH-o — unrepdepon-o

KJIACCUOPUKALIUA

Koauposanue no MexayHapoaHoii kiaaccudukanun 6oae3neii 10-ro nepecmorpa (MKbB-
10)
M32 CuctemHasi KpacHasi BOJTYaHKA

M32.0 JlekapcTBeHHas1 CUCTEMHAs KpacHast BOJTYaHKA

M32.1 CucremHas KpacHasl BOJTYAHKA C TIOPAKEHUEM JPYTUX OPraHOB WIIM CUCTEM

M32.8 [Ipyrue ¢hpopMbl CHCTEMHOI KpacHOH BOTYaHKHU

M32.9 CucremHas KpacHasi BOJIYaHKa HEYTOYHEHHAs
JlekapcTBeHHYI0 BOJYAHKY MOTYT BbI3BaTh THJpalla3WH, MPOKaMHAMUJ, METUJIAOIA,
M30HHUA3MU]], TPOTUBOCYIOPOKHBIE MPENapaThl U JIp.

Teuenue CKB
Brinenstor Tpu Bapuanta teuenuss CKB:
® PENUIUBUPYIONIC-UHTEPMUTTHPYIOIIEE TEUYEHUE TMOApasyMeBaeT OT 2-x u Oosee
ob6octpenuit CKB no unaekcy SLEDAI-2K B TeueHrne 0HOTO TOAA;
® XPOHMYECKOE AaKTHMBHOE TEUYEHHE - IEPCUCTUPYIONIas aKTUBHOCTH 3a00JIeBaHUS B

teuenue onHoro rojga (SLEDAI-2K >6 6amioB);
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e pemuccuss CKB - mosnHoe orcyrcTBHe KiaMHM4YecKHUX mpossieHuili CKB B TeueHue
OJIHOTO ToJla MPH BO3MOXHOM HE3HAUUTEIHHOM YBEIMUEHUU ypoBHsA aHTH-Ic-{HK,
camwkennn C3 mmu C4 xommnoneHToB komiuiemeHnTta (SLEDAI-2K 0-4 Gamna 3a cuer
MMMYHOJIOTHYECKHUX COCTaBJISIOUINX HHICKCA).

AxktuBHocts CKB

Boiiensiror 5 creneneit aktuBHOCTH 3a0oneBanus o unaekcy SLEDAI-2K (mpunoxenue 2).
[Tpu ouenke aktuBHOcTH To mHIEKkcy SLEDAI-2K HeobxomuMo ormedars mpusznakun CKB,
KOTOpPBIC MTPUCYTCTBOBAJIM y TAIlMEHTa B TeueHue 10 mpeamecTBymUX OCMOTPY THEH.
Briensror 5 creneneit aktusaoctu CKB o 3nauennio SLEDAI-2K:

e Het akTuBHOCTH (0 6anoB);

® HH3Kasg aKTUBHOCTH (1-5 6aioB);

e CpeIHss CTeNeHb akTUBHOCTH (6-10 OasioB);

® BbBICOKas cTeneHb akTuBHOCTH (11-19 6anmnos);

® OYCHB BBICOKAS CTENIEHb aKTUBHOCTH (Oosiee 20 Gamio).

Ouenka ungexca nospexaennii (UI1) BHyTpeHHNX OpraHoB u cucreM (puwioxeHue 3) —
YCTaHABJIMBAaET HAJMYME IMOTEHLHAIbHO HEOOPATHMBIX NOPAXEHWH pPa3IMYHBIX OpraHonB. B
O0aJUIbHYIO OLIEHKY BKJIIOUAIOTCS BCE THIIBI MOBPEXKJIEHUS C MOMEHTa Hayayia 3a00JIeBaHUS
(o0ycnoBnennsie HemnocpenctBeHHo CKB wumu  pa3BuBIIMMCS BCIEACTBHE IPOBOIUMOMN
TEpaIum).
Boigenstor 4 crenenun WIT mo 3mauenwro SDI (Systemic Lupus International Collaborating
Clinics/Damage Index):

® OTCYTCTBME NOBpEXJIeHUH - 0 Oaos;

® HU3KWI MHJIEKC TOBPEXIeHUN - 1 Gam;

e cpenHUl MHIEKC MOBpeXaeHuil - 2-4 6anna,;

® BBICOKHI MHJEKC MOBPEXJICHHH - Oosee 4 OanoB.

IIpumep KJIMHUYECKOIO INATHO3A!
Huarno3  ocHoBHou: M32.1 CucremHas KpacHas BOJYaHKa  PEIUJAUBUPYIOIIE-
WHTEPMHUTTUPYIOIIEr0 TeYEeHHUs, aKTUBHOCTh o4eHb Bbicokasi (SLEDAI-2K 28 6amnos), UIT 2

Oasna: ¢ mopaxeHUEM KOXH (3puTeMa Juia B popme «0abouku», IpUTEMATO3HbIE BBICHITAHUS
Ha KOX€E TOJIEHeH, 30HbI IEKOJIbTE, TPYAHON KJIETKH U CIIUHBI), CYyCTaBOB (IIOJIMAPTPUT), TIOYEK
(monyc-uedput Il kacca, MHAEKC aKTUBHOCTHU 3, MHIEKC XPOHHU3AIMH 2, MOYEBOM CHHIPOM,
06e3 HapymeHMs (QYHKIHMU [OYEK), TeMaTOJIOTMYECKMMU HapyIIeHUsIMH (JIeiiKoneHus,
TPOMOOIIMUTONECHUS, aHEMHs]) 1 UMMYHOJOTMUYECKUMHU HapyIIEHUSAMH (TIOBBIIICHUE aHTH-IC-
JIHK, runokommuiementemus no C3, C4 koMoHeHTaM, oJoxkuTenbHbIl KymOc-Tect), AHO+.
Ocnoxnenus: Katapakra o6oux ria3. OcTeoHEKpo3 TOJI0BKH MpaBoil OeJpeHHOI KOCTH.
ConyrcTByronmi: AprepualibHas TurepTeHsus. Jucaunuaemust.

Iloka3zaHusl K KOHCYJbTALUH APYTUX CIIEHHATUCTOB!
® KapJauoJiora — Jyisi TMarHOCTUKY Kap/IMOBaCKYIISIPHBIX 3a00JI€BaHMI;
e HEBpoJIOra — JUIsl YTOYHEHMS XapakTepa U CTECIEHU IOPaXEHUS HEPBHOM CHUCTEMBI,
nof0Op CHUMNTOMAaTHMYECKOW Tepalmuu B CIOydae pa3BUTUS  HEBPOJOTHUECKON
CUMIITOMATUKH,;
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e Hedpormora — NS KOPPEKUMH  XPOHUYECKOHW  OOJNIE3HM TOYEK, IOYEUHOU
HEZ0CTAaTOYHOCTH, IPOBEICHUS FEMOINAIIN3A,

e OKyIHMCTa — Ui YTOUHEHHsS marojoruu a3 (mobounoe neiicrBue 'K, Hanmume
cunapoma [lérpena u np.);

e [CUXMaTpa — JJIs HA3HAuUEHUs CHUMITOMAaTHUYECKOM TepanmuM M pEIIeHUs BOIpoca O
HEOOXOIMMOCTH JIEYCHUS B CHEIHMAJIM3UPOBAHHOM CTAallMOHApe TpU HAJIWYUU
IICUXUYECKUX PACCTPONCTB;

® SHJOKPUHOJIOTA — JJISl AUArHOCTHKHU 3a00JIeBaHUM SHIOKPUHHON CHCTEMBI (CaxapHOTO
nrabeTa, 9To MOXKET HOBJIMATH Ha BEIOOP Tepanun);

e (rHU3MaTpa — IpU HA3HAYCHMM TE€HHO-MH)KEHEPHBIX OHOJOIMUYECKUX IpernaparoB
(TUBII) i uckITrOYeHNUS JIATEHTHOM TYOepKyIie3HOM NH(EKIUH;

e JlepMaroJiora - Jjsl UCKIIIOUYEHUs criequpHUecKuX 3a00eBaHNN KOXKHY,

e TreMarosiora — Mpu NOJO3PEHUHU Ha HAJIMYME OHKOIEMATOJIOTHYECKUX 3a00JIeBaHuUI;

® TpPaBMaToOJOra-opTonesa — IMpH MOKa3aHUIX K XUPYPTUUECKOMY JIEUEHUIO CYyCTaBOB;

® aKyllepa-TMHEKOoJIora — IpH IUIAHUPOBAaHUU OEPEMEHHOCTH MM OEpPEMEHHBIM C IIEIIbIO
BbIpAOOTKM COBMECTHBIX pEIIEHUH M0 JajJbHEeHIIeMy JIeUeHUI0 M HaOIIOIECHUI0
ManueHTa.

JIEHEHHUE
Jleuenue nanuentoB ¢ CKB ngomkeH NpoBOAUTH Bpau-peBMaTOJIOT (B BUE UCKIIOUYEHUS — Bpay
oOmiell NpakTUKWM, HO IpU KOHCYJIbTATUBHOM MOAJIEPKKE Bpada-peBMarojiora) ¢
IpUBJICUYEHUEM, 110 HEOOXOAUMOCTH, CHEIUATUCTOB APYIHX MEAUIMHCKUX CIIEHUAIbHOCTEH, U
OHO JI0JDKHO OCHOBBIBATHCS HA TECHOM B3aMMOJICHCTBUY Bpayda U MalMeHTa.

B 3aBUCHMMOCTH OT KJIMHHYECKHUX HpOfIBJ’IeHI/Iﬁ Y aKTUBHOCTH 3a00JICBaHUS JICUCHHUE JOJIKHO
OBITH MAaKCUMAaIbLHO HHAUBUAYAIN3UPOBAHHBIM.

I[I/IHaMI/IKa TOJBKO J'Ia60paTOpHBIX (OCO6€HHO I/IMMYHOHOFI/I‘ICCKI/IX) MoKa3aTeae He ABIISIETCS
OCHOBAaHHEM JIs1 KOPPEKIUU TEpallun

Oobyuenue nayuenmoes
Tepanus naunentoB ¢ CKB npoBoauTcs B TedeHue Beeil )KU3HM, B CBSI3U C ITUM OYEHb Ba)KEH
KOHTaKT ¢ 00ibHbIM. CienyeT yoeauTb OOJBHOTO B HEOOXOIMMOCTH JUIMTENIBHOTO JIEUECHUS,
COONIIOJICHHsI pEeKOMEHJAlMi, HayuYuTh pACHO3HABaTh KaK MOXKHO paHbIIe MPHU3HAKH
o0ocTpeHus 60s1e3HN U TOOOYHOTO JAEHCTBUS JIEKAPCTB.
eau JeyeHust

® JIOCTHXXEHHE PEMHUCCHUU WM HU3KOW aKTUBHOCTH 3a00JI€BaHMUS;

® TMpENOTBpAIICHUE TMOPAKEHUS JXU3HEHHO BAXXHBIX OPraHOB W CHUCTEM, B MEPBYIO

ouepeab — novek, [{HC;
® CHIDKEHHE pHCKa KOMOPOUIHBIX 3a00JI€BaHMI;

¢ YIYYIICHHUC Ka4YCCTBa KU3HU.

Hemeouxkamenmo3snoe neuenue
Oo6uue pexomenaanuu. Heobxoaumo nzderats pakTopoB, KOTOPHIE MOTYT CIIPOBOIIMPOBATH
obocTpenue 6osie3HN (MHTEPKYPPEHTHBIE HHMEKITUH, CTPECC, HHCOJIAINH, HEMOTHBHUPOBAHHBIN
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npueM MCEIUKAMCHTOB, HC CICAYCT NPHUHUMATL NEPOPAIBHBIC KOHTPALCIITHBBI C BBICOKHUM

COJEpPKAHUEM HCTPOr€HOB), OTKA3aThbCs
HOPMAJIBHOM MAacchl TeJa.
aTEpOCKJIEPO3a, apTepUanbHON

TUIICPTCH3UU,

OT KypeHHUH,

Y Oonpupix CKB mOBBINIEH pHCK pa3BUTHS HMHGDEKLUH,

caxapHoro jauabera,

3a00JI€BaHNM, UTO B 3HAUUTEIbHON CTENEHH YBEIIMUUBAET JIETAIBHOCTD.

Meouxamenmo3snoe neuenue

O6mas cxema nedenust CKB npencrasnena B Tadimie 3.

Tao6auna 3. Oomas cxema jgeuyenus CKB

Bo3szeiicTBue Ha UMMYHHBIE ITPOLIECCHI:
o [moxokoptukouas! (I'K)

e AMUHOXMHOJIMHOBBIE IIPENIapaThl

e lMMyHOCYynpecCaHThI

L reHHO'I/IH)KeHepHBIG OHOJIOrNYECKUE
(TUBII)

Bo3saeiicTBue Ha OTEIbHBIE CHHAPOMBI!
e HIIBII

e  MoueroHHsle npenaparsl

e  AHTUTUIIEPTEH3UBHBIE IIpENAPaThI
e  AHTHUKOAryJsiHTHI (€3arperanrhbl)
e [unonunuaeMuyeckue npenaparbl

[Ipodunaktrka OCJIO)KHEHUH
MMMYHOCYIIPECUBHOU TEpanuu:

e [Ipenapars! Kb + BUTaMUH J]

e AHTHCEKPETOpPHBIE NIpenapaTsl

(MHTUOUTOPBI IPOTOHHOM MOMIIBI U

JleyeHue OCI0KHEHUI MIMMYHOCYIIPECCUBHOMN

Tepanuu:

e  AHTHCEKPETOpPHBIE penapaThl
(MHrUOUTOPBI IPOTOHHOM MOMIIBI U JIP.)

e  buchocdonarst

CTPEMHUTHCA K TOAACPKAHHUIO

3JI0KA4YCCTBCHHBIX

ap.) .
e  AHTHOMOTHKH, IPOTUBOIPUOKOBBIE

CaxapOCHI/I)KaI-OH_II/Ie IIperaparTsbl

npenapaThsl

OcnoBHoe Mecto B jnedyeHnn CKB 3anumaror ['K ¥ aMMHOXMHOJIMHOBBIE Npenaparbl —
TUIPOKCUXIIOPOXUH.
I'K (mpe1Hn3010H U METUIINPEAHU30JI0H) - Haubosee 3 PEeKTUBHBIE JIEKAPCTBEHHBIE CPEICTBA
mns sedenus CKB. [Jloza 'K 3aBucuT oT akTUBHOCTH 3a0osieBaHusl (IIpU pacyeTe Ha
MIPEAHU30JIOH):
® 1IpU BBICOKOM aKTUBHOCTH — 1 Mr/kr/cyTtku (HO He Oonee 60 Mr/cyT), ATUTEIBHOCTD
npuemMa BeicokuX 103 ['K 3aBucut ot ximmaMYeckoro a¢dexra u xonedaercs ot 4 qo 12
HeZelb,
e 1pu ymepeHHoi aktuBHOCTH — 10-30 mr/cyt B TeueHue 2-4 Hemenb C MOCTETIEHHBIM
CHIDKEHHEM JI0 OJIIEPKUBAIOIIUX J103;
® [IpU HU3KOU aKTUBHOCTH — HeOoubIme 10361 ['K (<10 mr/cyr);
e pemuccus CKB — mnomnepxkusatonme 10361 'K (5-7,5 mr/cyr) OonbHBIM cremyer
MPUHUMATh B TEUEHHUE MHOTHX JIET.
Cumwxenue no3pl ['K criegyer nOpoBOAWTH MOCTENEHHO, MOJ  TIIATEIbHBIM  KIMHHUKO-
71a00paTOPHBIM KOHTPOJIEM, a MOJJepKUBAONIUE 103kl (5-7,5 MI/CyT) cienyer NpUHUMATh B
TE€YEHHE MHOTHUX JIET.
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Iyabc-repanmus (500-1000 Mr B/B KameapsHO METHIINPEIHN30JIOHA B TCUCHHE HE MeHee 30 MUH
3 nHA noApsia) MmokazaHa OONBHBIM C BbICOKOW akTHUBHOCTHIO CKB c menbio goctukeHus
ObicTporo 3dexTa, a TakKe CHUKEHUS 1035l epopanbHbix ['K.

AMMHOXHHOJHHOBBIE MpenapaThl (THAPOKCUXJIOPOXUH) MPH OTCYTCTBUU MTPOTHBOIOKA3aHHUI
ciemyeT Ha3HadaTh BceM Oe3 uckitoueHnus 6oipHbIM CKB.

HmmyHocynpeccanTbl  (azatuonpuH, IuKiIopochamua, METOTpekcaT, MHuKopeHoIara
MOQETHII, ITUKIOCIIOPUH) TMOKa3aHbl K BKIIOYCHHIO B KOMIUIEKCHOE JiedeHue OosbHbIX CKB
IpH MPOTPECCUPYIONIEM TEYCHHH W BBICOKOW AKTUBHOCTH OOJIC3HH, COMPOBOKIAFOIICHCS
MOPaXCHUEM J>KU3HCHHO BaXKHBIX opraHoB u cucreM (mouku, [[HC) w/mnm pasButuem
CHUCTEMHOTO BACKyJIUTAa, TE€MOPPArd4ecKOro ajbBEOJIMTa. OTH TMpenaparbl MPUHUMAIOT
JUTUTENIBHO (10 HECKOJIBKUX JIET) TMOJi KOHTPOJEM TMoKa3zarelied KPOBU, MOYH, MEUEHOUYHBIX
(hepMEHTOB U TOJ| THIATEIbHBIM BpPau€OHBIM HAOIIOACHUEM H3-32 PUCKA PAa3BUTHUS MOOOYHBIX
b dexTos.

I'UBII (purykcumab, Oenumymad, aHadpuaymald) IPUMEHSIOTCS Y MAIMEHTOB MPH TSKEIOM
TEUYEHUH U NIPU PE3UCTECHTHOCTHU K CTaHAapTHBIM MeToam jedeHuss CKB. Mcnonb30Banue 3Trx
MperapaToB MO3BOJISIET YMEHbBIIATH 10361 [ K 1 ”MMyHOCYTIpECCaHTOB.

Jlpyrue jJekapcTBeHHble npenapaTbl. HeoOXo1uMocTh Ha3HAUEHUS APYTUX JIEKAPCTBEHHBIX
cpencTB (HampuMep, aHTHOCTECONOPOTHYCCKUX, AHTUTUIICPTCH3UBHBIX, THIIOIHUITHIEMHYCCKHX,
CaxapOoCHMKAIOIINX, TICUXOTPOIHBIX U JIpP.), MOXET BO3HMKHYTbh B 3aBUCHUMOCTU OT HaJIMYHs
TeX WM UHBIX MIPOSBICHUH (TIpUokeHue 3).

MOHUTOPHUHTI

Bce 6onpubie CKB noanexar aucnancepHoMy HaOIIOACHHUIO.
3aauu MCIAaHCEPHOTO HAOIOICHUS:
® CBOEBpPEMEHHAasl IMArHOCTHKA HAYaBIIETOCS OOOCTpeHHs 3a00JIeBaHUS U KOPPEKIIHS
Tepanuuy,
® PAcnoO3HAaBAHME OCJIOKHEHM JIEKAPCTBEHHOW TEpaIny;
® MOHHUTOPUHI KIMHHKO-1aboparopHoi aktuBHOcTH CKB u mpodunaktuka moGoyHOTro
JIeMCTBUS JIEKAPCTBEHHOW Tepanyy U COMYTCTBYIOLINX 3a00JI€BaHUIA;
® BAXHO OOBACHUTH MAlMEHTaM HEOOXOAWMOCTh COONIOJIEHUS] pPEKOMEHIAlMi U
HEJIOMYCTUMOCTH CaMOCTOSITEIbHOTO MPEKPAIIEHUs JICUSHUsI, TaK KaK 3TO OMAcHO JJIs
narueHTa.

»  Tlocemenue pesmarosiora (MpH OTCYTCTBHU pEBMAToyiora - Bpada OOIIEH MpPaKTHKH)
JIOJDKHO OBITH HE peke 1 paza B 3 mecsna,

> Kaxneie 3 Mecsma — KOHTpOJIb TIOKaszarened OOIero aHaiW3a KpOBU M MOYH,
OMOXMMHYECKOT0 aHaJIN3a KPOBH,;

»  Kaxnpie 12 mecsieB: UCCIeIOBaHUE XOJIECTEPUHA JIMITONPOTEUIOB HU3KOW TUIOTHOCTH (C
[[eTbI0 MPOPUITAKTHKU aTepPOCKIIepPO3a), JEHCUTOMETPHUS MOSICHUYHOTO OT/eia MO3BOHOYHUKA U
meKu OeApeHHOM KOCTH (JMarHOCTHKAa OCTEONopo3a), peHTreHorpadus KOCTed Taza
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(BBISIBJICHHE aCENTHYECKOTO HEKpO3a TOJOBOK OEIpeHHBIX KOcTel), (urooporpadus opraHoB
TPYIHON KIIETKH, O(TaIbMOJIOTHYECKOE oOceioBaHue (PUCK pa3BUTHS PETHHONATHU Ha (OHE
npueMa aMHUHOXHHOJIMHOBBIX TpernapaToB), ompeneneHue TUTpoB adJl (mpu moao3peHuH Ha
A®C u miaHupoBaHUK OEPEMEHHOCTH), KOHCYJIbTaTUBHBIN ITPUEM TMHEKOJIOra (PUCK pa3BUTHSA
TOHAJI0TOKCHYEeCKOT0 3 exTa u qucIuia3um).

Buanl okazanuss MeqUIMHCKONH ITOMOIIM
Craunonapuas ¢gopma:

® [PUMEHSETCS IPHU BBICOKOW CTENEHM aKTUBHOCTH (mopaxenue mnouek, [IHC, xoxu u
CIIM3UCTBIX 000JI0YEK, JIETKUX, CeP/illa, TEMAaTOJIOTUYECKUX HAPYIICHHSIX);

e JUId MPOBEICHUS MWHTEHCHUBHOW TEpalMu ¢ NOpPUMEHEHUWEM BbICOKMX 103 ['K,
MUTOCTaTUKOB, mpu HeoOxomumoct [WBIl, mmasmadepeza, wuHbYy3Mn B/B
UMMYHOTTIO0YIINHA;

e ompeneNieHre JaIbHEHIIeH TAKTUKYA BEICHHS MallieHTa B aMOYJIaTOPHBIX YCIOBHSX.

AMOYJIaTOPHO-NIOJMKJIUHUYecKas popma

® JUIMTENbHOE NWHAMUYECKOE HAOIIO/ICHUE: TIPUMEHSETCS Y MalleHTOB, HaXOASIIUXCS B
PEMUCCUH, C HU3KOW WM CPEHEN CTENEHbIO aKTUBHOCTH, MPU XPOHUYECKOM TEUCHHH
0e3 yrpo3bl pa3BUTHUSA MOJTMOPTaHHOW HEIOCTATOUYHOCTH;

® TpOBEJCHHE KOMILJIEKCA JIeYeOHO-TPOPUIAKTHUECKUX MEPOTIPUSATHUH;

® MOHMTOPUHI (BHU3UTHI) OCYIIECTBIACTCS He pexke 1 pa3a B 3 Mecslla ¢ onpeaerieHueM
AKTUBHOCTH 3a00JeaHus, BBISBICHHUS PHUCKA PA3BUTUS OPTraHHBIX MOBPEKIACHUIA,
TOKCUYHOCTH JICUEHUS.

® TIPOBOJST KOPPEKIIHIO TePANH MPU HEOOXOAMMOCTH.

IIporno3. BrpxuBaemocts 6oibHbIX CKB cymiectBenHo Bblpocna. B panHem mnepuoje
3a00JieBaHNUs JIETAIBHOCTh CBA3aHa C TSKEJIbIM MOpPaKEHHEM BHYTPEHHHMX OPraHoB (B MEPBYIO
ouepenp mnouek u I[HC) u uHTEpKYppeHTHBIMH HWHQEKUUSMU, B MO3JHEM OOyCIOBIEHA
pa3BUTHEM CEPAEUHO-COCYIUCTOMN MaTOIOTHH.

K ¢akropam, cBsi3aHHBIM ¢ HEOJAronpUATHBIM MPOTHO30M, OTHOCAT MOPAXEHHE IOYeK
(ocobenHo auddy3HbINA npoaudepaTUBHBINA TIIOMEPYIOHEPPUT), apTepUaIbHYIO TUIIEPTEH3UIO,
MYXCKOM moJ, Haudano 3aboseBanus 1o 20 jer, ADC, BbICOKYIO aKTUBHOCTH 3a00JieBaHMUS,
pUCOeTUHEHNEe HH(EKIINHU, OCIIOKHEHHE JIEKapCTBEHHOM Teparuu.

Hecmotpst Ha crnoxHOCTh 3a00jeBaHUs U MOOOYHBIE SIBJIEHHS OT jeueHus y 6onbHbix CKB
BO3MOXHO IMOAACPIKAHUC BBICOKOI'O YPOBHSA KU3HHU. HpI/I 9TOM BAXHO IINIAHUPOBATH OTIBIX,
n30eraTh BO3/EHCTBUS MPSIMBIX COJTHEUHBIX JTydeid, 3a00TUThCA O CBOEM 3/10pOBbE U 00paIaThes
K Bpady HE TOJILKO B IEpHOAbl obocTpeHus. PerynspHoe HaOioJeHHE Yy Bpaya IO3BOJHT
CBOEBPEMEHHO 3aMETUTh OTKJIOHEHHS B pabOTe oOpraHu3Ma W IPEIOTBPATUTH YXYALIEHUE
COCTOSIHHSI.
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HPUJIOKEHUA

Ipuno:xenne 1. Knaccupunkanuonnsie kpurepun CKB (SLICC/ACR, 2012)
Knunuueckue kpumepuu:
1. Octpoe aKTUBHOE MMOpaKEHHE KOXKU:
®  CBINb HA CKyJax (HE YUYUTHIBAIOTCSA AUCKOUTHBIC BBHICHITAHUS)
OyJsIe3HbIe BBICHITAHUS
TOKCHYECKHH 3MUACPMaIbHbIA HEKpo3 Kak BapuantT CKB
MaKyJIOanyyie3Has ChIlb
(oToceHCHOMIN3AIMSL: KOJKHAS ChINb, BOSHUKAIOIIAS B Pe3yJIbTaTe PEaKIUU Ha CONHEYHBIN
CBET, WJIU MOIOCTpPasi HOAOCTpast KOXKHAsS BOTYaHKa (HEMHIypHpPOBaHHBIE IICOPUa30(OpMHEIC
W/WIIN KPYTOBBIE MTOJULIMKINYECKUE TOBPEKACHUS, KOTOPbIE IPOXOIAT 6e3 00pa3oBaHUs
pyOLIOB, HO C BO3MO>XHOW IIOCTBOCIIAJIMTENbHON ACTUTMEHTALIECH WM TEIEaHT UIKTA3UAMHU )
2. XpoHu4ecKasi KOXHasl BOJTYaHKA:
®  KJlacCHYecKasl IMCKOWIHAS ChIIb: JOKAIU30BaHHAs (BBILIC LIIEH), FeHEPAaIN30BaHHas (BbILLIE U
HIDKE TIICH)
runeptpodudeckne (0opomaByaThie) MOPAKESHUST KOXKH
NaHHUKYJIUT
MOpa)keHHE CIU3UCTHIX 000I0UEK
OTEYHBIEC SPUTEMATO3HBIE OJISIIIKY HA TYTOBHUILE
KallWUIIPUTHI (KpacHasi BOJIMaHKa 0OMOPOXKEHUsI, 001e3Hb | eTYNHCOHA, TPOSABIISIOIIASICS
MOpa’keHHEM KOHYHMKOB MaJIbLIEB, YIIHBIX PAKOBHH, IIATOYHBIX M HKPOHOXHBIX 00acTeil)
® JIMCKOMIHAS KpacHas BOJYaHKA IO THITY KPaCHOTO IUIOCKOTO JIIIasi uiau overlap
3. SI3BBI CAM3HUCTBIX 000JIOUEK (8 omcymemeue Ciedylouux npuyun: eackyium, o6onesns bexuema,
UH@UYUPOBAHUE BUPYCOM 2epneca, B0CHATUMENbHbIE 3A001e8aHUS KUUEYHUKA, PeaKMUGHbLLL
apmpum u ynompeoaeHue KUCivlx NUujesbix npooyKmos):
®  POTOBOI MOJIOCTU: HEDA, IIEK, A3bIKA
®  HOCOBOH IIOJIOCTH
4. HepyOuoBas anonenws, B ToM yncie Audy3Hoe HCTOHUYEHHE BOJIOC WK TTOBBIIIEHHAS XPYITKOCTh
BOJIOC C BUJMBIMH OOJIOMaHHBIMH YUACTKAMU (8 OMCYMCMEUe CAeOyIOuWuUx NPULUn: aroneyus
oyazosas, 6credcmaue npuema 1eKapcems, deuyuma xceie3a u AHOPO2eHHAs)
5. Aptpur:
® CHHOBUT C BOBJICUYCHHEM >2 CyCTaBOB, XapaKTEPU3YIOIINECS OTEKOM WIIH BBIITOTOM, HITH
00JIE3HEHHOCTD >2 CYCTaBOB M YTPEHHSSI CKOBAHHOCTD 110 KpaiiHei mepe 30 MUHYT.
6. Ceposurt (6 omcymcmeue credyiowux npudul. uHgexyus, ypemus u nepuxapoum /pecciepa).
®  THUNWYHBIA IUIEBPUT B T€UEHHUE >1 THS WM IUIEBPAIbHBINA BBINOT, MM LIIYM TPEHUS ILIEBPHI
® THUNWYHAS NepUKapAuaibHas 00k (00Ib B ON0XKEHHUH JIEXKA, KYITUPYIOIIASCS B OJI0KEHUH
CHJISl C HAKJIIOHOM Briepen) >1 JHs Win nepuKapAdanbHbId BBIIOT, WM IIyM TPEHHs NepuKapaa,
i DKI' mpu3HaKku nepukapauTa.
7. TlopaxeHue moyex:
®  COOTHOILIEHHE YPOBHS OCJIOK/KpeaTHHUH (MJIM CYyTOYHAs MPOTEHHYpHsi) B Moue >500 Mr mr
0eIka 3a CyTKH WJIM SPUTPOIUTHI B MOYe (>5), WK IUIUHAPHI B MoUe (>5).
8. Heiiporncuxudeckue MopakeHHs:
®  DIHJIENTUYECKUH MPHUCTYIT
TICHXO03
MOHO/TIOJIMHEBPHUT (8 OMCYMCMEUe Opyeux NPUYUH. NePeUtHbLL 8ACKYIUN)
MUEITUT
MATOJIOTHS Y€PETHO-MO3TOBBIX HEPBOB, Niepr(epruiecKas HEHPOaTHs (6 omcymcmaue Opy2ux
NPUYUH. NEPBUYHBLIL BACKYAUM, UHMEKYUU, CAXapHblil Ouabem)
®  OCTpOE HapyLICHUE CO3HAHUSA (8 OMMCYMCMEUe OpyeUux npuyun: mokcuieckue/memabonuiecxue,
ypemusl, npuem Jiekapcme)
9. T'eMonuTHYECKAS aHEMHUS
10.JTeiikomerus <4,0x10%1 o kpaiireii mepe 1 pa3s (& omcymemeue Opyeux npuuun: cundpom enmu,
npuem 1eKapcmes, NOPMAaibHas 2unepmen3ist) Ui TAMQOIICHUS <1,0x10%71 mo Kpalinet mepe 1 pa3
(6 omcymcemaue Opyaux npuyUl: npuem eIoKOKOPMUKouo08, Opy2ux 1eKapcms, uHgexyus)
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11. TpomGouuronernnst <100x 10/ o kpaiineii Mepe 1 pas (8 omcymemeue Opyeux npusun: npuem
JIeKapCme, NOPMAIbHASL 2UNEPIMEH3US U MPOMOOMUYECKas mpomMooyumonenuiecKas nypnypa)
Hmmynonozuueckue Kpumepuu:
1. AH® Brimie pedepeHCHOro YpOBHS.
2. Awntu-nc-JIHK Beiie pedepencHoro ypoBHs (WIH >2-KpaTHOE YBEITHUEHHE, ONPEICISIEMOe
meronoMm ELISA).
3. AHTEUSM BbIlIE peh)epEHCHOTO YPOBHSI.
4. TlonmoxxwutenpHbie aHTHQOChOMUTIUAHEIE aHTUTeNa (ADJ]), onpeneneHHbIe TIOOBIM U3 CIIEIYIOIINX
CII0CO0OB:
®  [OJIOXKHUTEJILHBIA BOTYAHOUYHBIA aHTUKOATYJISIHT
®  JIOKHOIOJIOKUTEIbHAs peakyst Baccepmana
e cpenuuii win Beicokuii Tutp AKJI (1gA, 19G wim IgM)
®  [IOJIOKHTEIBHBIN Pe3ysbTaT TeCT Ha aHTU-P,-rmKkonporens-1 (IgA, 19G wmu IgM)

5. Husknit YPOBE€Hb KOMIIOHCHTOB KOMIIJICMCHTA.!
e (3
e (4
° CH50

6. IlomoxxurenpHas peaknus KymOca npu OTCyTCTBUH TeMOIUTHYECKON aHEMUH.

Kommenmapuu: JlparHo3 ycTaHaBiIMBaeTCsl B Clydae HaJW4uusl TOATBEPXKIECHHOTO Ouoncueit
BOJTYAaHOYHOTO Hedpura ¢ nojaoxutenbHeiMu AH® wnn artu-nc-JAHK, wnu npu Hanmaumn 4 Kputepues,
1 W3 KOTOpBIX NOJDKEH OBITh 00s3aTenbHO MMMYyHoJormdeckum (moboir n3 AH®, antu-ac-/JHK,
antuSm, A®JI, C3, C4, CHsp) 1 1 — KITMHHYECKUM.
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Ipunoxenue 2. llIkana akruBuoctu CKB SLEDAI-2K
B xononky SLEDAI-cuér BHOCAT Gayuibl, eciau JaHHOE MPOSBICHUE BBISIBICHO Ha MOMEHT

OCMOTpA WJIM NMPUCYTCTBOBANIO B TeueHUe 10 mpeaiecTByOMHUX OCMOTPY IHEN

Bamabl | SLEDAI- IIposiBaenus Omnpenenenue
cuéT
8 ONUIECNTHYECKUI HenasHo BO3HMKIIIHI. Hcknounts
MIPUCTYT METa0O0IMIECKHE, HH(PEKITNOHHBIC u
JIeKapCTBEHHBIE IPUIMHBI
8 [Tcuxo3 Hapyrienrne crocoOHOCTH BBIMOJHATH JIEHCTBUS
B HOPMAaJIbHOM pexume BCIICAICTBUE
BBIPKEHHOTO M3MEHEHUS BOCTIPUSTHUS
NEHCTBUTEIHHOCTH, BKIIOYAs TaJUTFOIIMHAIINH,
0ECCBSI3HOCTD, 3HAUUTEIHHOE CHIKEHUE

aCCOLMATUBHBIX  CIIOCOOHOCTEH,  HMCTOIIEHHE
MBICIIUTENIBHOM  JEATENbHOCTH,  BBIPAXKEHHOE
aJIOTUYHOE MBIIILICHUE, CTpaHHOE,
JIe30pTaHU30BaHHOE HIIH KaTaTOHHYECKOE
noBegeHne. VCKIIIOYNTh ITOJO0OHBIE COCTOSIHHS,
BBI3BAaHHBIC YpEMHEH WM JIEKapCTBECHHBIMU

npenaparaMmu
8 Opranuueckue Hapyumienne  yMCTBEHHOH — OESITENBHOCTH €
MO3TOBBIE CUMITOMBI HapyLICHUEM OpPUEHTALMM, NaMsITH WIA IPYTrux

MHTEJUICKTYAIBHBIX  CIIOCOOHOCTEH C  OCTPBIM
Ha4dyaJIlOM u HECTOMKUMU KIIMHUYCCKUMU
OPOSIBIICHUSIMK, ~ BKIIIOYas ~ 3aTyMaHEHHOCTh
CO3HAaHHMSI CO CHIDKEHHOH CIIOCOOHOCTBIO K
KOHIICHTpPAIlMM M HECHOCOHOCTBIO COXPaHSAThH
BHHMAaHHE K OKPYXKAIOIIEMY, IUTFOC KaK MUHUMYM
JIBa TMPU3HAKA U3 CIICAYOIINX:

e HaApYILICHUE BOCIPUATUS

e OeccBsi3Has peyb

e (ECCOHHHMIIA MM COHJIMBOCTh B JIHEBHOE

BpeMs

CHIDKEHUE WU TTOBBIIIEHUE TICHXOMOTOPHOM
aKTUBHOCTH. VICKITFOUHTh METabOINYECKHE,
MH()EKIIMOHHBIC U JICKAPCTBEHHbBIC BO3ACHCTBHS

8 3puTenbHble HapylIeHus | Mi3MeHeHnsl Ha ceTyaTKke, BKIIIOYas KJIETOYHBIE
TeNbIIa, KPOBOUBIHUSIHHUS, CEPO3HBII 3KCCYAAT WU
reMoOpparuid B COCYAMCTOH 0O0OJIOYKe, WIH
HEBPUT 3pUTEIBHOIO HepBa. MckmrounTts ciayyan
momoOHbIX wW3MeHeHW mnpu  Al, wuHeKIuH,
JIEKaPCTBEHHBIX BO3ACHCTBUSIX

8 PaccrpoiictBa co BnepBele  BO3HMKIIAs YyBCTBUTENBHAs WM
CTOPOHBI YEPEITHO- JBUTATEIbHAS HEBPOMATHS YEePEIHO-MO3TOBBIX
MO3TOBBIX HEPBOB HEPBOB

8 l'onosuas 60i1b BripaxkeHHast, mepcucTUpyomas roJoBHas 00Jb,

MOJKET OBITh MHFpeHOBHOﬁ, HO 00s3aTEILHO HE
OTBCYAKOMmMasA Ha HAPKOTUYCCKUE aHAJIbI'CTUKN

8 Hapymenue mo3roporo | BriepBble  BO3HHKIIIEE, HCKJIKOYas  TaKOBOE
KpOBOOOpaIeHus BCJICJICTBUE aTEPOCKIIEPO3a

8 Backynur S3BbI, raHTrpeHa, OOJE3HEHHBIE Y3EIKA Ha

najabLax, OKOJIOHOTTEBbIE WH(DAPKTHI,

reMopparuvi MO0 JaHHBIE OWOICHU WA
AHTHOTPaMMBI, IIOATBEPIKIAIONIIE BACKYIIHT
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4 ApTtpur JlIea wm Oomee OONIG3HCHHBIX CyCcTaBa ¢
IIPU3HAKaMU BOCHAJCHUS (TO €CTh OTEKOM WM
BBITIOTOM)
4 Muo3sut [IpokcumanbHass  MbllIeyHass — OOJB/CIa0OCTb,
aCCOLIMMPOBAHHAsL C IOBBIIIEHHONH AKTHBHOCTBHIO
K®K/anpaonassl, 1160 JAHHBIE
3NeKTpoMHOTpahuu W ouorncuw,
MTOATBEPKJAI0IINE MUO3UT
4 Hunueapypus 3epHUCThIC WM IPUTPOLUTAPHBIC HUIHHAPHI
4 I'ematypus Boisiee 5 3puTpolIMTOB B MOJIE 3pEHUS, UCKIIOYAs
Cllyya MOYEKAMEHHOW OO0JIe3HH, MHPEKIUH W
Jpyrue NpUIHHBL
4 ITporennypus Bosee 500 mr/cyT
4 IInypus bonee 5 neiikonUTOB B MOJIE 3pEHHUSA, UCKIIOYAs
MH(EKIMOHHBIC TPUYUHBI
2 Brichinanus Ha Koxke Brichinanus BoCaIMTENBHOTO XapaKTepa
2 Adnormerus [loBemmennoe  odaroBoe wm  auddysHoe
BBINAJCHUE BOJIOC
2 SI3BBI CIM3UCTBIX W3bs3BIICHUS CIIM3UCTOM 000JIOUKH pTa, HOCA
000J1049eK
2 [IneBput Bosnb B rpyaHO# KJIETKE C LIyMOM TPEHUS IJIEBPbI
WM BBIIOTOM, WJIM YTOJILICHHUE IJIEBPHI
2 [lepuxapaut [epukapnuansHast 6051 KAK MUHHUMYM C OJHHM
U3 CIEIYIOIUX IPU3HAKOB:
® IIyM TPEHHUs NepHKapAa
®  BHINOT
e poareepxaeHue ¢ nomoupo IKI', 9XO-KI'
2 Huskoe conepxanue Camxkenne CHsgy, C3 mmu C4 MeHee HIDKHEH
KOMIIOHEHTOB TpaHUIIBl HOPMBI TECTUPYIOIIEH J1abopaTopun
KOMIUIEMEHTa
2 [loBbImIEHHOE Bbonee 25% ceassiBanusa no meroxy Pappa miu
KOJIMYECTBO aHTUTEN K MIPEBbILLICHUE HOPMaJIbHBIX 3HAaYCHU I
neycnupansHoit JJHK TECTUPYIOIIEH JabopaTopun
1 Jluxopanka Brrmie 38OC, UCKJIFOUUTh  MH(EKIMOHHBIC
MIPUYHHBI
1 TpomboruToneHUs <100x10°/11, uckmouast JIEKAPCTBEHHBIE TPUYUHBI
1 JleiikoneHus <3x10”/11, HCKITI0YAS TEKAPCTBEHHBIC IPHUHMHEI

Oo6wmuit SLEDAI-2K cuér
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IMpuaoxkenne 3. Ungexc moBpexaenusi Systemic Lupus International Collaborating
Clinics/Damage Index (SDI)

IIpusnak Cuér,
0aJIBI
Opran 3peHns (KKl I1a3, Py KIIHHAYECKOM OIIeHKE)
e Jliobas xaTrapakra 1
e lI3MeHeHHs ceTHYaTKH WK aTpodus 3pUTEITHHOTO HEPBa 1
HepBHas cuctema
e KorHuTHBHbBIC HapyIICHUS (CHUKCHUS TTAMSTH, TPYIHOCTHA CO CYETOM, ILI0OXast 1

KOHLCHTpauusd, TPYAHOCTU B pa3r0130pH0171 peuu Uin NMMCbMCE, HapyHICHHLIfI YPOBCHb
I/ICHOJ'IHGHI/ISI) WU OOJIBIINE HCI/IXOSI)I)

e CynmoposkHbIe IIPHUITAIKH, TPEOyIOIIHe JeueHus Oomee 6 MecsIes 1

e Uncynpte koraa-mubo (cuét 2, ecnu >1) wnum riepedpanbHas pe3eKIus, He CBI3aHHas 1-2
C HOBOOOPa30BaHUEM

e UepenHo-Mo3roBas wiH nepudepruieckas HeBponaTus (MCKI0Uas 3pUTeIbHYIO) 1

e [lonepeuyHblil MUEIHUT 1

Iloukn

e CK® <50 mn/ mun 1

e IIporeunypus >3,5 r/cyt 1

e Koneunas cranus moueqHoro 3ab6osieBaHus (BHE 3aBUCMOCTH OT JTUAIN3a UIH 3
TPaHCIUIAHTAIIHAN)

Jlerkue

e Jl€rounas runepren3us (BbIOyXaHHE MPABOTO JKEITyA0UKa UM 3BOHKUH P2) 1

e Jl€rounsrit pudpo3 (GU3MKAIBLHO U PEHTTEHOJIOTHYECKH YCTAHOBICHHBIH ) 1

e CwmopmieHHoE JErkoe (PEHTTEHOIOTHYECKH ) 1

e [IneBpanbHBIi PUOPO3 (PEHTTEHOIOTUIECKH) 1

e UMudapkr 1Erkoro (peHTreHOIOTHIECKH) 1

CepaieqHO-COCYUCTas CUCTEMA

e CreHoKapaus WM a0pTO-KOPOHAPHOE LIYHTHPOBAaHHUE 1

e lndapkr Muokapsa, mponu3oImemni Koraa-muoo (cuér 2, ecnu >1) 1-2

o Kapmuomuonarus (AUCHYHKIUS KETYIOUKOB) 1

e llopaxeHue KianaHoB (AUACTOINYECKUIA WITH CUCTOIHMUYECKUH 1IIyM >3/6) 1

e [lepukapaut B TeueHue 6 Mec (MM EPUKAPIIKTOMHUSI) 1

[Mepudepuieckue cocy bl

e [lepemexaromascst XpoMOTa B TEUEHHE 6 MecC 1

e HeOospluast noTepst TKaHu (MOIyIIeuKa najbla) 1

e 3HauyuTeNbHAS MOTEPS TKaHU KOrna-1ubo (moTeps nanbla Wik KOHEYHOCTH) (CUéT 2, 1-2
ecny 0oJIbIlIe, YeM B OZHOM MECTE)

e Beno3Hslil TpoMO03 C OTEKOM, U3BS3BICHHEM WJIF BEHO3HBIM CTa30M 1

KKT

e UMudapkr/pe3eknus KUlleUHUKa (HUKe JIBEHAIATUTIEPCTHON KUIIIKH), CENEe3EHKH, 1-2
MIEYECHN WIIH )KEITIYHOTO My3bIps KOT1a-T1n00, 1Mo TI00bIM pruduHaMm (c4€T 1, ecnn
6oJee, 4eM B OJTHOM MECTE)

e MeseHTepHuanbHas HEJOCTATOYHOCTD 1

e  XPpOHWUYECKUH EPUTOHUT 1

e  CTpuKTypbl HJIM XUpypruueckue onepanuu Ha BepxHei yactu JKKT 1

KocTHo-MBIlIeyHas cucteMa

e  Mpimeynas atpodust UM ¢1adOCTb 1

e Jlepopmupyromuii uiam 3po3UBHBINA apTPUT (BKIIIOYas BIIpaBUMbIe Aedopmanuy, 1
UCKITIOYas aBaCKyJISpHbIE HEKPO3bI)

e OcTeonopos ¢ neperoMaMu Uik KOJIJIarcoM I03BOHKOB (MCKIIFOYas aBaCKyJIPHBIN 1
HEKPO3)

e  ABackyJsIpHBIA HEKpo3 (cuéT 2, ecm >1) 1-2
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e  (OcreoMHEINT

e Pa3pbiB CyXOXKWIUi 1
Koxa

e Py0GroBas XpoHHYECKas AIOTICTIHS 1
e OOmmpHOe pyOIleBaHNE WM TAHHUKYIHUT (KpOME BOJIOCHCTON YaCTH T'OJIOBBI U 1

MTOTYIIIEYEK MaJIbIICB)

o U3ps3BneHus KOXHU (MCKIIIOYas TpoM003) B TeUeHHE OoJree 6 MeCsIeB 1
[TonoBas cucTeMa: MpekIeBpEeMEHHAs HeIOCTATOYHOCTh TOHA,T 1
OHAOKpPHHHAs CUCTEMA: CaXxapHbIi AuadeT (BHE 3aBUCUMOCTH OT TEpaIHH) 1
Masnuraunzanyst (MCKITI04as AUCIIa3uio) (cueT 2, ecau 6oJiee 0JHOM JIOKAIH3allH) 1-2

O6wmwmit SLICC/SDI-cuér

Kommenmapuu: VIHnexc TOBpPEKACHUS YCTaHABIMBAaeT HaJWMYWe MOTCHUIUAIBHO HEOOpaTHUMBIX
MOPa)KeHUH Pa3InYHBIX OPraHOB, BKJIIOYAET ONMKCAHUE COCTOSIHUS 12 cUCTeM OpraHoB, MaKCHMAaJbHBII
CUeT IO OT/AEJIBHBIM CHCTEMaM OpPraHOB COCTaBISAeT OT 1 70 7 GanaoB B 3aBUCHMOCTH OT KOJIMYECTBA
OIICHWBaeMBbIX IMapaMeTpoB, OOINN MaKCHMalbHO BO3MOXKHBIN cUeT - 47 OamnoB. B OammsHy0 OIEHKY
BKJIIOYAIOTCSI BCE THIIBI MOBPEKICHUS C MOMEHTa ycraHoBieHHoro auvarHo3a CKB (oOycioBieHHbIe

HenocpencteeHHo CKB nim pa3BuBIINecs BeleACTBHE MTPOBOAUMOI Tepanun), IpU 3TOM YUUTHIBAIOTCS

TOJIBKO NPU3HAKHU, COXPAHSIOIIMeECS B TeyeHue 6 mec u 0oJiee.
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