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YacToTta HEKOTOPbIX ayTOMMMYHHbIX

3aboneBaHnm
3abonesaHue Uactota |[[lon (k:m)
cca, aMm/nv * 3:1
PeBmaTongHbIn apTpuUT o 3:1
CKB o 9:1
AyTOMMMYHHasa remonuTmnyeckas * 2:1
aHeMus
CaxapHbin gnabet 1 Tnna i 1:1
[TepBUYHbBIM BUNMapHbIN LMPPO3 * 9:1
PaccesaHHbIN CKnepos o 2:1
lpumeyvaHue: * - < 1:10 000, ** - < 1:1000, *** -> 1: 1000
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ObLwure nprusHaKm CUCTEMHbIX 3aboneBaHnmn
COoeaNHUTENbHON TKaHU

« [NpenmyLLecTBEHHOE NOPaXXEHWE XKEHLMH

* OTCyTCTBME KOHKPETHOIO 3TUOSIOrMYECKOro
doakTopa

* [lonnopraHHaga cumnTomaTuka
* BbipaboTKa LIMPOKOro criekTpa aytoaHTUTEn

* [lporpeccupyouiee TeveHue u
HebaronpuUATHbLIN MPOrHO3 NPU OTCYTCTBUN
Tepanuu



Yo’ CUCTEMHASA KPACHAS BOJTYAHKA
(CKB)

* CKB — xpoHun4veckoe normcuHapomMHoe
3aborieBaHme NPeMyLLECTBEHHO MOOAbIX
XXEHLWNH N OeByLUeK, pa3BuBatoLleecsd Ha poHe
reHeTu4eckn obycrioBneHHOro HeCoOBEpPLLEHCTBA
MMMYHOPErYNATOPHbLIX MPOLECCOB,
NpuBOASLLErNO K HEKOHTPONUPYEMOW NpoayKUnn
aHTUTEN K CODCTBEHHbLIM KIeTKkamM U nUx
KOMMOHEHTaM, C pa3BUTUEM ayTOUMMYHOIO U
MMMYHOKOMMJIIEKCHOIO XPOHNYECKOIO
BocrnaneHua (HacoHoea B.A.)



CKB: 3aboneBaemMoCTb,
PAcNPOCTPAHEHHOCTb 1 NPOrHO3

* AHanus nonynsaunoHHsbIx pernctpos CA, GA, M,
NY
— 3aboneBaemocTb: 4.6-5.6/100,000 pt-yrs
— pacnpocTpaHeHHoCTb: 62.2-84.8/100,000 pt-yrs

« 3a0051EBAEMOCTb, PaACNpPOCTPAHEHHOCTb U
MPOrHO3 Pa3iintyHbl B STHNHECKNX NOMNYyIALNAX.
YepHble = NaTuHoaMepuKaHubl 1 a3naTbl > benbix
— MK~ 9:1 (90% >XeHLKHBbI)

Dall'Era M, et al. Arthritis Rheumatol. 2017;69:1996-2005. Lim SS, et al. Arthritis

Rheumatol. 2014;66:357-368.

Somers EC, et al. Arthritis Rheumatol. 2014;66:369-378. Izmirly PM, et al. Arthritis [6]
Rheumatol. 2017;69:2006-2017. Slide credit: clinicaloptions.c




KnnHnyeckmne NPOABIIEHNA
Pa3JiNy4aloTCA B PaA3HbIX 3THOCAX

e PROFILE: cohort study of US pts with SLE (N = 568)

e [loykn, rematonorusi, cepo3unTbl Yallie y naTMHoaMepuKauLeB
N YepHbIX

Hispanic (n =" 3Black (n = 218)White (n =
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Pts (%)
=
S
I
—
-
T
E—
|

A\ o) C ¢l g \ 46 5
& 6@ N 3¢ & 40 0 O °
W \ o ,b\\$ 1\)(0 @)
Q O( \
50

Slide credit:



Pa3HooOpa3ue KNMHN4YeCKux
nposaBneHnun CKB

CepaeyHoO-cocyamucTasa cuctema m Cucrema nuweBapeHus
KpoBeTBOpeHue TowHoTa, pBOTa, OONb B XMBOTE, yBENUYEHME
MepukapanT, 3HAOKAPANT, MUOKaPAUT, neYyeHun
aTepoCKrepos, BacCKynuT, aptepuarbHble U
BEHO3Hble TPOMOO3bI, aHEMUS,
TpomMmbouunToneHuns

MMmyHHas cuctema
CnneHomeranus, nemkoneHus,

nmMmMm@ageHonatngda
Koxa v cnuauctbie 000N0o4YKu dan

doToceHcMbnnuaaums, NOpaxeHus Crim3ncTbIX
obonoyek, anoneuuns, cMHAPoOM PelHo,
nypnypa, KpanmeHuUa

Mouku
lemaTypus, NpoTeEnHypUS,
UMNUHAPYPUS, HeOPOTUYECKUI
CUHOPOM

OnopHo-aABuUraTesnbHbIX annapar
ApTpuT, 6onu B cyctaBax, MUO3UT

HepBHas cuctema

Ncuxos, cygoporu, CUHAPOM OpraHN4eCcKoro

NopakeHnsi FOfTI0OBHOMO MO3ra, NonepeYHbIN
MUENuT, HenponaTn N4epPenHOMO3roBbIX

Cuctema abixaHus
[neBpuT, NopaxKeHne NIero4HoN NapeHxXmmbl,
nerovHas runepTeHsuns

HEepBOB, Nepugepundeckne HemponaTnm Cucrtema
PenpoayktnBHaa cuctema (0]4] opraHos
poAy ue cuMnToMbl KnuHuyeckue

AKyLlJepCKVIe OCJINIOKHEHUNA TOMITAEMOCTb, NOTEPA BECAa, NIMXOopaaKa

nposieneHna CKB

Courtesy of Dr. Novikau ACR Ad Hoc Committee on SLE Guidelines. Arthritis Rheum 1999
42:1785-1796.



Pa3sHooOpa3une knuHunyeckux nposisneHnn CKB un

HeXxenaTesibHbIX 3¢hppeKTOB NnpenapaTtoB CTaHA4APTHOMU
Tepanuu

CepaevyHo-cocyaucTasa cuctema um

KpoBeTBOpeHUue

MepukapauT, SHOOKAPAUT, MUOKAPANT,
aTepocknepos, BacKynuT, aptepuarnbHblie 1
BEHO3Hble TPOMOO3bI, aHEMUS,

TpombouunToneHuns

FMnepTeH3uA, rmneprinmkeMus,
rmnepnunuaoem rmnoKanmemm
Koxau CJ'BBVICT e olgtli

JIOYKUN

doToceHCMBMnM3auns, NopaxeHns CrN3NCT bR

obonouek, anoneuns, CMHAPOM PeliHo,
nypnypa, KpanmeHuuUa,
MMnepnurMeHTaumus

Moukn

FemaTypusi, IpOTENHYPUSI, LMMMHAPYPYUS, 7111

HePOTUYECKNIA CUHOPOM
HedpoTOKCUYHOCTD,
reMopparv4yeckum UuCTuT

HepBHasa cuctema

Mcuxos, cygoporu, CMHAPOM OpraHUYecKoro

Nopa)KeHUsi royTIOBHOrO Mo3ra, NornepeydHbIn
MUENAT, HEnponaTu NY4epPenHOMO3roBbIX
HEepPBOB, Nepudepunyeckme HemponaTmm

UHuneTpaThl B nerkux, gpmépos Cucrema
opraHoB
MoBpexaeHue MaKynbl, KaTapakTa
N\ KnnHnyeckne
PenpoaykTuBHasa cucrtema LN O6Lwure cMMNTOMbI NPOSIBMNEHNS
AKyLLIEPCKME OCITOXXHEHUS YTOMNsieMOCTb, NOTeps Beca, nuxopanka CKB
BrtopuuHoe 6ecnnogue YBenunyeHne macchbl Tena, 3agepxka TOKCUYHOCTbL
XUAOKOCTHU \.u:u.qa.p::umi./

Courtesy of Dr. Novikau

ne4vyeHun

ne4yeHu

Cuctema gbixaHus
[neBpuUT, NOpaXxeHne Nnero4yHom
napeHX1Mbl, NeroyHas rmnepTeH3us

Cuctema nuweBapeHus
TowHoTa, pBOTA, 60Mb B XXNBOTE, yBENNYEHNE

Xenyno4yHo-kuwe4yHoe KpoBOTeYEeHME,
renaToToOKCUYHOCTb, hndpo3/unppos

MMmMyHHas cuctema
CnneHomeranus, nNenkonenusl, numdageHonatms
UHdekumn, ntmmyHocynpeccus,

MuenonponudepaTuBHble 3aboneBaHus,
Muernocynpeccusi, Muenonponudgepaums,
3r10Ka4ecTBEHHbIE OMyXonu,
numdonponudepaTuBHbie 3aboneBaHnA

OnopHo-agBUraTtenbHbIM annapar
ApTpuT, 6051 B cycTaBax, MMO3UT
OcTeonopo3s, acenTu4eCKMN HEKPO3,
MbleYyHas aTpocusa

Tepanum

ACR Ad Hoc Committee on SLE Guidelines. Arthritis Rheum 1999;

42:1785-1796.



[lnarHocTnyeckmne Kputepumn

CKB (AKP. 1997)

Kputepun

Onpepnenexnne

1. BbiCbIinaHuA B
CKyJyioBoMu obrnactu

dPukcupoBaHHasa apuTemMa, nNyiocKasi Unu
BO3BbIlaKOLWasACs Hag KOXeU, He
3aTparmBaroLas HOCOryoHble CKrnaaku

2. [lnckonaHblie

OputemaTosHble NpMNoAHMMaOLLINECS
BNALWKK ¢ NpuneramnLWwmMmMm Yelynkamm 1

BbiCbllMaHUA
doonnuKynsipHeIMn Npobkamun; co BpeEMEHEM
pasBMBalOTCA aTpoPUyeckne pyoUmku

3 KoXXHble BbICbiNaHUA B pesyribTaTe

doToceHcMdbumnmnsauuns

NOBbILLIEHHON peakuun Ha COSNTHEYHbIN CBET
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[lnarHocTnyeckmne Kputepumn

CKB (AKP. 1997)

Kputepun

Onpepnenexnne

1. BbiCbiNnaHUsa B
CKynoBomn obracTu

dunkcupoBaHHaga apuUTema, nrockaga unu
BO3BbILLAKOLAACA Ha KOXeW, He
3aTparmsaroias HocorybHble cKraaku

2. luckonpgHble
BbICbIMaHUA

JpuTemMaTo3Hble NnpunogHMMmalowmecs
ONSILLKKM C NpuUneravwwmmMmn YyewymnKkamm
n hoNNUKYNApPHbLIMU NMPOOKamMu;

CO BpeMeHeM pa3BMBalOTCA
aTpodmyeckme pyoumkum

3.
doToceHCcMdbumnnmnsauuns

KoXHble BbICbiNaHUs B pe3ynbrarte
NOBbILLUEHHOWN peakuun Ha CONTHEYHbIN CBET

13
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ﬁf [lnarHocTtmnyeckmne Kputepun

CKB (AKP. 1997)

Kputepun

Onpenenexnne

1. BbiCbliNaHNA B CKYII0BOW
obnactu

dukcupoBaHHaa sapuTema, nrockag unu
BO3BbILLAKOLLAACA HA KOXEW, He
3aTparmsaroias HocoryoHble ckrnagku

2. [lnckongHble BbICbINaHUS

dpuTemaTtosHble npunogHumMmaroumecs
OnAWKM ¢ NpunerarnLWyMm Yelynkamm n
donnukynapHbeiMn Npobkamm; Co BpeMEHEM
pa3BuBatoTcda aTpodmnyeckme pyoumku

3. doToceHCcUbUNUsauus

KoXHble BbICbINaHUA B pe3ynbraTe
NOBbILLEHHON peaKuuun Ha CONMHEeYHbIN
cBeT




JTronyc-xennut
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Kanunnaput
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LleHTpOoOEexHasi aputema buetra

20



[narHoctmnyeckune kputepun CKB
(AKP. 1997)

Kputepun Onpegenexnne
4. 13BbI NONOCTU U3bAa3BreHus B NONOCTU pTa UnNu
pTa HOCOINOTKe, OObIYHO 6e30605e3HeHHbIe
5. ApTput Heapo3unBHbIN apTpuUT ABYX unn donee

nepudepmnyecknx CyctaBos,
XapakTepusyrLwmmncs nx 60ne3HeHHOCTbIO,
NPUNYXNOCTLH UITN BbIMOTOM

6. Cepo3ut [neBpuT (NneBparnbHble 605K, WYyM TPeHUS
NNeBpbl, UHCTPYMEHTAasbHbIE JOKa3aTenbCTBa)

[MepukapaunT, OOKYMEHTUPOBaHHbLIN IKI, Wwym
TpeHUs nepukapaa, BbINoT B Nepukapae

21







[narHoctmnyeckune kputepun CKB

(AKP. 1997)

Kputepuu

OnpepeneHune

4. A3Bbl NoONoCcTU

N3bsi3BrIeHMs B NONOCTU pTa UK HOCOTNOTKeE,
00ObIYHO 0e300ne3HeHHbIe

pTa

5. Aptput Heapo3nBHbIN apTpuUT ABYX unu donee
nepudepuyecknux cyctaBoB,
XapakTepusyrwmuca nx 60rne3HeHHOCTbH,
MPUNYXOCTb UM BbIMNOTOM

6. Cepo3nTt [TneBpuT (NNeBpanbHble DONK, LWYM TPEHUS

NNeBpbl, MHCTPYMEHTalbHbIE JOKa3aTenbCTBa)

[MepukapaunT, OOKYMEHTUPOBaHHbLIN IKI, Wwym
TpeHUs nepukapaa, BbINoT B Nepukapae

23







[narHoctmnyeckune kputepun CKB

(AKP. 1997)

Kputepuu

OnpepeneHune

4. A3Bbl NoONoCcTU
pTa

N3bsi3BrIeHMs B NONOCTU pTa UK HOCOTNOTKeE,
00ObIYHO 0e300ne3HeHHbIe

5. ApTput HeapoanBHbIN apTpuUT ABYyX unn bonee
nepudepmnyecknx CyctaBos,
XapakTepusyowmmnca nx 6onesHeHHOCTbIo,
NPUNYXJTIOCTbIO UITN BbINOTOM

6. Cepo3ur NneBput (NNeBpanbHbIe 60U, LLYM TPEHUA

nneBpbl, UHCTPYMEHTarbHble
AoKa3aTenbCTBa)

NMepukapout, AoKyMmeHTUpoBaHHbIN JKI, Wym
TPeHnsA nepukapaa, BbiNoT B Nepukapae ,-




[lepkyTOpHaa KapTuHa
aKccyaaTuBHOIo nneBpuTa

1 — nnHna [lamyaso

2 — TpeyronbHuk lapneHga
3 — TpeyronbHUK [ poKKo-
Payxdycca

4 — HWXKHAA rpaHunLa Nerkiax




CucrtemHas KpacHas Bosni4yaHKa

Ha peHTreHorpammax opraHoB rpyaHOW KIeTKM:

YMeHbLUeHNE 0ObeMa NErknx u orpaHmn4yeHune
9NAaCTUYHOCTU JTEroOYHOU TKaHU

OudpdpysHoe ycuneHue n gedopmaunsa Nero4Horo
PUCYHKaA, y4aCTKM 04aroBOro Unn cerMmeHTapHoro
NOHWXEHUA NHeBMaTU3aLUNK

,D,I/ICKOBI/I,EI,Hble dTEeJ1EKTa3bl

Bbicokoe cTosiHMe anadparmMmbl U orpaHu4yeHue ee
NoABUKHOCTM

Hanuune xxngkocTtu (BbiNnoTa) B NyieBparbHOM NONOCTU

27



Bon4yaHoO4YHbIM NTHEBMOHMUT

XPOHUYECKOE BOCMNAarieHne C NpemmMyLLeCTBEHHbIM
BOBJIEYEHMEM MEPMBACKYSIAPHON, NEPUBPOHXMASTBHOMN,
MEXOO0MNbKOBOW COeANHNTENBbHOW TKaHN N anbBeOSAPHbIX
neperopoaox :

- TMariMHo3 anbBeOoNsAPHbIX MEMOpaH

- 04aroBbI HEKPO3 CTEHKU anbBeon C KanunnspHbIMM
Tpombamu

- YYaCTKM OpraHmn3yrLLenca MHTePCTULIMANbHOW NHEBMOHUN
- KPOBOU3NUAHUS N MeTannasnesa anutenms 6poHXMON

OuvaroBas MHEBMOHUSA — YaCTOE peungmnBupyoLlee
ocnoxHeHne CKB ¢ pokarbHbIMW KPOBOTEYEHUSAMWU, 3aCTOEM
KPOBU, UHTEPCTULUMANIbHbIMM OTEKOM

ANCKOBUOHbIE aTEJ1EKTa3bl U MNINeEBPUT

NHMUNBTPATUBHbIE UBMEHEHUSA B NIETKNX HE ncyes3atoT noa
BO3OenCcTBMEM aHTUOUOTUKOB

28



OCJNNOXXHeHusAdA BONMM4aHOYHOIoO NHEBMOHUTa U
Nero4yHoro BaCKyJsfinTa

e ATenekrtas

« ObpasoBaHue nonocten dynne3Hon
aMdon3embl

« CNOHTaHHbIN MHEBMOTOPAKC

* [lopakeHne NHTePCTULINSA NErkoro
conpoBoxgawLlleeca anddy3HbIM
NMHEBMOCKI1EPO30M

* OrpaHn4yeHmnem anacTUYHOCTU NEro4HOM
TKaHMW.

29



BonbHoOM 40 net

CucrtemHas
KpacHas
BONMYaHKa,

PeHTreHorpamma.

 HepaBHOMepH
bV

MHEBMOCKIEpPO3.

* Bblicokoe
NonoXxeHune
npaBoro
Kyrnosna
aonadpparvol.

« CnpaBa Hapg
aonadpparmou
AUNCKOBUOHbIN
arenekTas.

30




[narHoctmnyeckune kputepun CKB
(AKP. 1997)

Kputepun Onpegernexne

/. NopaxeHne Cronkas npotenHypus 6onbiue 0,5 r/cyTku,
VN LMNUHAPbI (3pUTPOLUTAPHBIE,

NOHYEK rpaHynsipHble, CMeLLaHHbIe)

8. Cynoporu 1 Ncuxos, He CBA3aHHbIE C
NPMEeMOM NeKapCTB Unn C

HeBpOJ'IOI'I/I‘-IeCKI/Ie MeTabonM4ecknMm HapyLLEHUSIMA

HapyLleHund BCNeacTBME YpeEMUN, KETOALMOO03a,
9reKTponuTHOro agucbanaHca, npmema
HEKOTOPbIX NEKapCTB

31




LOuarHoctunyeckue kputepun CKB (AKP, 1997)

Kputepum Onpegenexne

0. femMonuTUyeckas aHemMus

[emaTonornyeckue | evronenna (<49).
INnmcponeHna (<1.5 x 10°7)

HapPYLLEH TpomGoumToneHus (<100 x 1097)

10. MMMYHHbIE MonoxuTtenbHble
aHTUKaAPAVONUNMHOBbLIE aHTUTEeNa

HapyLLeHus

AHTUTena Kk HatusHou JHK
AT K Sm-aHTureny, AT Kk ®J1

11. [NoBbiweHHbIe TUTPbLI AHA npwu

A OTCYTCTBUM NpMemMa npenaparos,
HTUHYKNEAPHDBIE | cnocobHbIX WHOYLUMPOBAaTb

aHTuTena BONTYaHOYHOMNOAOOHbLIN CUHAPOM

4 n bonee n3 11 32




[TopakeHna BHYTPEHHUX
opraHoB npu CKB

Pleural
effusions

Heart

| syst?‘mic lupus
| y erythematosus
—Arthritis may vary widely
with the individual

Raynaud's
4 phenomenon

FADAM.

33



[TopakeHne onopHO-ABUraTeNbLHOIO

annapara npun CKB

[Mpn3Hak OcobeHHOCTH
ApTpanrmu BcTpevatotca y npaktnyeckm 100% 60nbHbIX
KpaTKkoBpeMeHHbIN, MUTPUPYIOLWLUN XapaKTep
ApTpuUThI [py BbICOKOW aKTUBHOCTU 60N1€3HMU
N3ntobneHHaa nokanusauusa — CyCcTaBbl KUCTU
[Topa>keHne CMMMEeTPUYHO
BbbicTpaa AnHaMMKa Ha POHE aAeKBaTHOM
Tepanuu
CnHoBuanbHag | Obbl4yHO Npo3payHad, Ba3Kas, ¢ Heb6onblINM
XWNOKOCTb KO/IMYECTBOM JIEMKOLINTOB N npeobnajgaHneM

MOHOHYKJIEAPHbLIX KJIETOK 34







[TopakeHne onopHO-ABUraTENbHOIO
annapara npun CKB

[Mpu3HaKk OcobeHHOCTHU

[TopakeHune BbI3bIBAlOT pa3BUTUE NPEXOASALLNX
CBSI30UYHOIO crmbaTenbHbIX KOHTPAKTYp

os _ y
annapaTa Y 5% - ¢onbposnpyrowmnm TeH,EI,l/IHI/ITU
(TEHAVHUTBI, YMeHbLEeHNEe MPOYHOCTU CYXOXKNININ

TeHAOBArnMHUTHI) (paspbib)
A dopMupoBaHme peeMaTonaonoaobHON KUCTH

AcenTtmnyeckume Hanbonee yacto — rosioeka 6eapeHHOM
HEeKpO3bl KOCTel KOCTU (25%), peAKo — MHOXECTBEHHbIE
nopaxeHus.

[Topa)keHne MblLly,  Mmanrum y 35-45% 60nbHbIX
MCTUHHbLIN MWO3UT BCTPEYAETCH peako

36




KnaccudukaunoHHble (1) kputepun CKB

[Ona anarHo3a CKB:
[MaumeHT JormKeH UMeTb = 4 KpUTEpUEB, NPUYEM NUMETL
= 1 KNMHK4eckoro n = 1 nmmyHonorndeckoro kputepus, A
NmeTb mopodronoruyeckn gokasaHHbin ntonyc-Hedoput n ANA or anti-dsDNA aHTuTena

[ReEeRea|  succ, 2012 wpanorecie |

OcTpoe nopaxeHmne KoXu

XpoHun4eckasi KoxkHasi ANA

BOJTHaHKa Anti-dsDNA

HA3Bbl CIMN3NCTbIX

Hepy6LoBasi anoneums Antl-Sm

ApTpUT AHTUpochonunugHble
aHTuTena

Cepo3sur -

P Hun3knm komnnemeHT
[MopakeHune novek + p-us Kymbca
Henpontonyc -

[emMonuTuyeckass aHemMus It S n0t |.llpllS
JlenkoneHwus = =

<4 criteria
TpombounToneHus

Petri M, et al. Arthritis Rheum. 2012;64:2677-2686



Development of Autoimmunity in Pts
With SLE

» Assessment of autoantibodies in
US military personnel with SLE
and available serum samples prior

to diagnosis (N = 130) Diagnosis
100

Positive Antibody Tests
Relative to Time of Diagnosis

» Key findings: 9

— Autoantibodies present up to = 30 — ANA
9.4 yrs prior to clinical A Anti-dsDNA
manifestations/ S 60 Anti-Sm
diagnosis G APL

_ Anti-Ro and anti-La antibodies & 40 — Anti-nRNP
develop early prior to £ — Anti-Ro
diagnosis; = 20 — Antia
anti-Sm and anti-dsDNA a
antibodies develop closer to 0_5 4-3-2-1012 3 45

appearance of symptoms
Yrs

Arbuckle MR, et al. N Engl J Med. 2003;349:1526-1533. Slide credit: clinicaloptions.c




SLE Symptoms Predate Diagnosis

» Retrospective analysis of appearance of clinical features of
SLE in US military personnel with confirmed SLE (N = 130)

SLE Symptoms Present Before Diagnosis or Ever
Total positive before Total positive ever
diagn sis

[EEY

Pts (n)
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itic  Disea Disea  Hematologi
se se <
Abnormalit

Length of follow-up ranged from 9.4 yrs prior to diagnosis to 6 yrs post diagnosisY 0

Heinlen LD, et al. Arthritis Rheum. 2007;56:2344-2351. Slide credit: clinicaloptions.c




OndpdpepeHumanbHbin agnarHo3 CKB

CvHOpOM NnekapCTBEHHOW BONMYaHKK
domnbpommanrus

bonesHb Jlanma

bonesHb CTunna B3pocCnbIX

CmewwaHHaga kpuorrnobynmHemms npu renatmnte C

CuctemMHble BackynuTtbl: YI1, 303MHOUNbHLIN,
NoNMaHrMnT C rpaHynemaTto3om (BereHepa)

Maononatundeckasa TpoMmbouunToneHnyeckas
nyprypa

BNY-nHdpekyms, anokayecTtBeHHblE
HOBOODOpa3oBaHUA, BUPYCHbIE apTPUThbI

40



[ MOPOKCUXNMOPOXUH — KIMKOYEBOW Npenapar B
CUCTEMHOMN PEBMATONOIMN, BaXKHENLLNU

9NeMeHT KOMOMHMPOBAHHOM Tepanuu

° rI/I,EI,pOKCI/IXJ'IOpOXI/IH AOJTKEeH Ha3Ha4YaTbCA BCEM BonbHLIM

CKB B oTcyTcTBME abCOMOTHLIX NPOTUBOMOKa3aHU

— O dPEKTUBEH NPU OpPraHHbIX MOPaAXEHUSIX, B T.4. B KOMOUHaALMN C
rMIOKoOKopTUKONngamMun (aepmatuT, apTpuT, CEPO3NTLI, LUTONEHNN)

— [lpu BONYaHOYHOM HeEPPUTE CHMXKAET PUCK PELINONBOB U OCITOXHEHNN

— O6napaet cTtepona-coeperatowmm adeKTom

— YMeHbLaeT YMCno NHPEKUMOHHbBIX OCIOXHEHUN

— YMeHbLUaeT YMCIIo cepaeyYyHO-COCYANCTbIX OCNOXHEHNN

— YnydwaeTt JONrocpoyHble pesynsraTthl JIeYeHUS

— YnyJwaet ncxoabl bepeMeHHOCTH

« ObcyxaaeTcs HasHa4YeHne BCeM C Kapamopuckamm

APP — ®epnepanbHble KnnHnyeckne pekomeHngaumm no guarHoctuke n nedeHunto CKB; 2015



rM,EI,pOKCI/IXJ'IOpOXI/IH — NnpuemM un
A0O3UNPOBKAa
TpagununoHHo HasHa4vaeTcs B go3e 400 mr/cyT (no 200 mr
YTPOM U BEYEPOM)

CornacHo nHctpykummn gosmposka npu PA 400-600 mr/cyT
(nopaoepxusatowasa 200-400 mr/cyT), npu CKB 400 mr/cyT
(nopoepxusatowasa 200-400 mr/cyT)

B HacTosiLee Bpemsa pekomeHAayeTcAa noabupartb

AO3UPOBKY NO pearibHOU Macce Tena 5-6.5 mr/kr (npwu

no3e bonee 6 Mr/Kr BbllLe PUCK pETUHONATUN)

— [nsa nogbopa ao3a MOXHO YepenoBaTb KONMMYECTBO TabneTok,
NPUHNMMaeMbIX B A€Hb B TEYEHWNE HEeOESIN

[lepuog nonysbiBeaeHUa okorno 50 gHew;

MeTabonuanpyeTcsa B Ne4YeHn ¢ obpasoBaHMEM aKTUBHbIX

meTadbonutoB; okono 25% B HEM3MEHHOM Bnae

APP — ®epnepanbHble KnuHnyeckme pEeKOMEH, navunm no AnarHocTuKe 1 nevYeHunto CKB; 2015
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HemeankamMmeHTO3Hble Mepbl

OOO0OO0OO0OO0OC.dO.d

=

[neta c orpaHnyeHnemM KanopumHOCTH
dunsunveckasa akTUBHOCTb

KoHTposnb Beca

[TpekpalleHne KypeHus

3awmnTa ot YOP-0bnyyeHus

[lpnem npenapaTtos Kanbuuga n sutammHa [
HabntogeHne y ctomarosnora

[TnaHnpoBaHne 6epeMeHHOCTU TOMNbKO NP CTOUKOM
pemMuccmnm

OrpaHuyeHne cynbOHOBLIX NpenapaToB
OrpaHuyeHne aCTPOreHoBbIX NpenapaTos

APP — ®epnepanbHble KnnHnyeckne pekomeHngaumm no guarHoctuke n nedeHunto CKB; 2015



CuncrtemMmHas cknepogepmms

CC[L] — aytoummyHHOe 3aboneBaHune
COeaVNHUTENBbHOW TKaHU, OCHOBHbIE NPOABMNEHUS
KOTOPOro CBsi3aHbl C niemMunen n donbposom
OpraHoB U TKaHeu

3aboneBaemocTtb — 20 cny4yaeB Ha 1 MIH
HaceneHus B roa

XKEeHLUHBI:MYX4YKMHBbI = 6:1
[lnk 3aboneBaeMocTu - 4-6 nekaga >XMU3Hu
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« XapaKkTepHbin paHHUU npusHak CCL -
cuHapom PenHo — npexoasdiimne
ann3o4bl cna3ma cocygoB AUCTanbHbIX
OTAENOB KOHEYHOCTEN U AUTUTANbHbIX
apTepun noa Bo3OeNCTBMEM Xoroaa
N1 NpmM aMoLMoHarnbHOM CTpecce

* KnnHn4vecku cnHogpom PenHo
NPOABNSAETCA YETKO O4epPUYEHHbIMU
ydyacTKaMn M3MeHEHNA OKpaCKU
nanbueB KUCTEN
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[laTounanonormna cuHapoma PenHo

e [lobneaHeHMe — HaYanbHbIN CcNa3m
dpTeEPUUN MNalibLa (yvyscmeo okoyeHeHus)

* CnHASA oKpacka — oKkpalumBaHue
O0EOKCUreHN3npoBaHHON BEHO3HOW KPOBbLIO

o nOKpaCHeHI/Ie — peakKTnBHa4d rmnepemmnd
(nynecupyrowas 60rsib)
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LlnaHo3s ancrtanbHbIX panaHr Kucreun
npu atake PenHo




Hanbornee cneymndunyHbin NpuU3HaK
CC[L — nopaxeHune Koxu

* YNnNoTHeHne KoXu (cknepoaepma) Bceraga
Ha4YMHaeTCs C nanbLEB KNCTEWN.
CTaannHOCTb NOPaXXeHUS: OTEK,

nHaypauus, atpodous

* CUMNTOM «KUCETa» - YMEHbLLUEHNE
POTOBOU anepTypbl, UICTOHYEHNE KpacHOU
KaMbl ry0D, BOKPYr KOTOPbIX
doopmMmupytoTca pagnanbHble CKnagku
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KoxHble cumntombl CC/L:
NOTHBLIN OTEK
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OXHble cumntTombl CCL:
«Kncet»
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KoxHble cumntombl CC/L:
MacCKoOOOpa3HOCTb Nnuua
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Hanbornee cneymndunyHbin NpuU3HaK
CC[L — nopaxeHune Koxu

° D,I/II'I/ITaJ'IbeIe A3Bbl

* ToYe4yHble y4acTKn aTpodPUn KOXHn
(«KPbICUHbIN YKYC»)

* A3BeHHble NopaXXeHUsA KOXWU Ha ydacTKax,
noaBepraroLLmxca MexaHN4YeCKUM
BO30ENCTBUSAM

« Cyxas raHrpeHa
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KoxHble cumntombl CCL:
AUrnTanbHble PYyOYNKK

. e
\\\ - -
. -
\\\ - -
~_ -
\\
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KoxHble cumntombl CCL:
3pO31UN U TPELLUHDLI
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KoxHble cumntombl CCL:
aurnTanbHas a3Ba
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Hanbornee cneymndunyHbin NpuU3HaK
CC[L — nopaxeHune Koxu

* [MnepnurMeHTauna — orpaHn4YeHHasa nnu
ondodoysHasa, ¢ ydacTkamMuy rmno- nnu
aenmrMmeHTaunn («cosnb ¢ nepuem»)

* TeneaHrMoakTasum — pacluinpeHHbIe
Kanunnapbl U BEHYIblI C XapakTepHOW
riokanmsaumen Ha nanbLax KUCTeu,
nagoHsax, nuue, rybdax

« KanbuuHaThl
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KoxHble cumntobl CC/A:
TerileaHrMo3KTa3un

Y



KoxHble cumntombl CC/L:
nonkunopepmMmus




[TogKkoXHble KanbLuUHaTbI NP
cca
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OcTeonus HorreBbIX (hanaHr
kucteu npu CCA
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CKnepoaoakTUNuUAa N KOHTPaKTYpPbl
cyctaBoB Kucteu npu CC[
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KOoHTpaKTypbl NanbLueB KUCTEWN
npu CCA




KOHTpaKTypbl KPYNHbIX
cyctasoB npu CC[
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1aCTOTa BbIABNEHUA ayTOAHTUTEN N NX CBA3b
C KnnHnyecknm npossnenmnamun CCJL

O6o3HayeHue

ACA

AHTUreH

LEHTPOMEPDLI

Anti-topoisomera Tonousomepasa |

se |

Anti-RNA pol Il

U3RNP

Anti-Ku

Anti-Th/To

Anti-Pm-Sc

PHK-nonunsomepasa lll

PunbpunnapuH
(pnbokyneonpoteunH lll)

XeJIMKa3a

AOPbIWKA

YacToTta, %

30-40

20 -30

1-10

<5

<b

<b

KnunHu4yeckue accounauumm

JiInmntnpoBaHHasa cknepogepmms
[MepBMYHasa nerovHasi rMNepPTeH3uns
Hauyano B nosgHem Bo3pacTte
[pyrne ayTouMMyHHble 60n1€3HM

OndpdysHasa cknpooepmus
nopakeHne noyek

NHTepCcTULManbHbIN MOPO3 Nerknx
BoBsneyeHune cyctaBoB

OndpdysHasa cknepogepmust
[MopaxeHne noyek

OHkonornyeckue 3aboneBaHus

GAVE (gastral antral vascular ectasia)

CuctemHas cknepogepmMus

CC[L-Oepnan-cuHgpom
BoBneuyeHne mbiLuL

NumuTpoBaHHas cknepoaepmMust
MepBuYHasA neroYyHas rMNepPTEH3ns

BoBneyeHne mbiLu,
PaHee Havano 64
XopoLumim NporHo3



AHTUHYKITEAPHbIN ®AKTOP
B AMATHOCTUKE OBCT



UcTopua pa3paboTKkm TecTtoB AnA
BbISIBIEHUAA aHTUHYKNeapHbIX aHTUTEn

Havyano XX Beka — «rmanunHoBble TenbLa» B uuTonnasme nemkoumnToB

1948 rog Hargraves, Richmond, Morton — meTtog obHapy»xeHusa LE-kneTok
invitro npn anutenbHon MHKyGaumnmn nemnkosasecu bonbHbIX CKB

1951 rog Lee, Michael, Vural — obHapyXunmn csIBOPOTOYHbIN doakTop,
CTUMYNUpPYOWNN dparounTos sgaep NMMmMdoLnTOB NemnkoumuTamm
nepudpepnyeckon Kposu

1957 rog Holoborow, Weir, Johnson ncnone3oBann MeToa HEMPSMOWN
nMMyHodonroopecuHeuumn, paspabotaHHbin Coons B 1950 ans BbisABreHUd
AHO® Ha Kpnocpesax nedeHn Yyenoseka

1961 rog Beck — ncnonb3oBan TkaHu rnabopaTopHbIX XNUBOTHbIX

1982 rog Tan — ncnonb3oBarn rnepeBnBaeMylo KIeTo4YHYy0 NIMHUIO YernoBeka
HEp-2, aToT TecTt ctan 30/10TbIM CTaHA4APTOM BblaBrieHna AHA

1958 rog Jones — obBHapyxun B KpoBM BOMbHLIX cuHapoMoM LerpeHa
drakTop, CNOCOOHLIN NPELMNUTUPOBATL SKCTPAKTbI SAEpP KNETOK, YTO
MNOCIYXXMII0 TOSTYKOM Ar1sl onmcaHmnst 60nbLIMHCTBA Pa3HOBUOHOCTEN
aHTUHYKIIeapHbIX aHTUTEN



Henpamasa nmmyHodnoopecueHUUs

Ha NnepeBMBaEeMOMU KIEeTOYHOUN JINHUN
Hep2
* Metoga BbigBneHna AH® (Tan, 1982)

« CybcTpart - YenoBeyeckasi nepeBnBaemMas
anutennoungHas KnetodHaa nmHuo HEp-2
(ATCC ref.no. CCL-23), nony4yeHHaa n3

aJleHOKapLMHOMbI TOpTaHW YeroBeka

* KpynHble nonunioungHbie
HeoporoBeBatoLLme NnIocKue
ANMUTENNOLUNTLI, 0bpa3syroLLIME MOHOCIION
Ha NiacTuKe U CTeKne




KneTtkn kneto4yHou nuHun HEp-2,
OKpalleHHble remMaTofIorM4ecknm
Kpacutenem




[lpenmyllectea NnHUM HEP-2

CpaBHI/ITeJ'I bHaA HEMNPUXOTIIMBOCTb 9TOU
JIMHUN

KPYIMHbIE A4Pa

NMPUCYTCTBUE BCEX HEJTOBEYHECKUX
dHTUTEHOB

Ha3BaHMe 3TOro rnokasarens -
«aHTUHYKNeapHbIn paktop» (AHD), 4TOOLI
OTNMNYNTb UMMYHOQOIIOPECLIEHTHLIN MeToA
OT ApYrux TectoB Ans obHapyxeHuns AHA



www.autoimmun.ru 2010, CNé6

Henpamasa /npamas
nmmyHodntoopecueHuma (HPUD)

\ \ // AHTUYenoBpeyeckas MOHTUMPOBAHME B LLLEIOYHOM
2-1 3Tan \ rnmuepuHe (pH=8,3) n

CbIBOpOTKa MEUYEHHARA 4 00pecueHTHan
/ dnroopecuenHom MWUKPOCKONMA
AyToaHTUTena CepwuitHbie passeseHus

B CbIBOPOTKE CbIBOPOTKM 6ONBHOTO B
bydepe 6AM3KOM CbIBOPOTKE

6onbHOro g,
/C7 C>

Kpuocpesbl TKaHM nabopaTopHbIX
YKMBOTHBbIX, KNETOYHbIE TIMHUU, BblAENEHHbIE
KNeToYHble Nonynsauum,

MOTYT ObITb HAHECEHbl OYMLLLEHHbIE
aHTureHo! (spot-IFF)

1-1 3Tan




TUTpbl aHTUHYKNeapHoro gpakropa

Tntp AHO® - nocnegHee pasBegeHne CbIBOPOTKM BOMBHOrO,
KOTOpoe obrnagaeTt YeTkon dornroopecUeHUMeEn aaep KNeTok.

[Tpn ncnosnb3oBaHMN TKAHEN NAabOPATOPHbLIX XKXMBOTHbLIX
auardHoctuyeckun Tutp AH® cocrasnset 1:8-1:10,

Npn NCNOSIb30BaHUN KNeTo4YHOU NnHun HEp-2 pekomeHayeTcs
ncnonb3osatb ncxogHoi TMTP 1:80. B aTom cnyyae B Hopme
TMmTPbl AH® meHee 1:160.

[1pn ncnonb3osaHun TUTPOB MeHee 1:160 YacToTa
CcnabononoXuTernbHbIX Pe3ynbTaToB Y KINMHNUYECKN-300PO0BbIX
nnuy coctaBuT He bonee 5%, 1 B TO XXe BpeMsi He NO3BOSIUT
nponycTnTb 3Ha4dnmble TUTPblI AHA y 6onbHbIx OBCT

[na onpeneneHns KOHEYHOro TUTPa OObLIYHO NCMNONbL3YETCS
TUTpoBaHue warom x2 (1:160-1:320 - 1:640 - 1:1280 — 1:2560
—1:5120 n 1.4. MoxeT ncnonb3oBartbcsa 1 boree rpydoe
TTpoBaHue. Ha doHe oboctperHusa ObCT obbiyHO TUTPpLI AHD
bonee 1:640, a npn pemuccum - cHmxkarotrea go 1:160-1:320.



www.autoimmun.ru 2010, CN6

OCHOBHbIe aHTUreHb-bl
AHTUHYK/1eAPHbIX aHTUTEN

MembpaHo-
accouMMpoOBaHHbIE

3
s :
, ~ !
’ » 3

Ro52 '\ SSA G
:\ S2kDa | 60kDa &y

core proteins
~ ”,
{with all U-nRNP) ——
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Tunbl cBeYeHUA A40pPa KJ/IETKU

OCHOBHbIE PEARNE
* TomoreHHbIU (AnddPy3HbIN) * TouyKu B agpe
— nepudepunyecknin — HecKonbKo (few
* [paHynapHbIn (AyencTbiin) nuclear dots)
— Me/IKOTPaHyNsAPHbI — mHoro(many nuclear
— KPYMNHOTPaHYyNAAPHbIN dots)
* AApbIWKOBbIN e AHTUreH
* LeHTpOomepHbIN nponndepupyroLLmX
* LUutonnasmartnyeckuu knetokK (PCNA)
— pMBOCOManbHbIN/CUHTETA3HbIN o  MUTOTUUYECKUM
— MUTOXOHAPUANbHbIN KeTKaMm
— UMTOPUNAMEHTbI — BEpPEeTeHO Ae/leHus

— LeHTpuonu



TUMN CBEYEHUA

OUATHOCTUYECKOE 3HAYEHUE

[omoreHHbIn (Quddy3sHbIN)

CKB, HedpuT, nekapcTBEHHasa BONYaHKa
CKnepoaepmung

nepudepuyec ki AyTOUMMYHHble 3aboneBaHNda NeYeHu
HecneyudundeH, peBMaTudeckme
MenkorpaHynapH bll/ 3aboneBaHusa, peBMaTouaHbI apTpuT,
WH(PEKLUMM 1 OHKOMOTUg, HopMa
v CmelaHHoe 3aborneBaHue
KpynHorpaHynsipHeIn COeINHUTENBHOW TKaHU
AOPbILLKOB IV Cknepoaepmus/Monummnosut
LIeHTpoMepHbIN Cknepofepmns
LlMTonna3MaTW-IeCKMl71 HecneyuduyeH, 3a UCKMKOYEHNEM

MUTOXOHAPUAIIbHbIX aHTUTET]

pubocomManbHbI/CUHTETA3HbIN

CKB, nommmuosut

MUTOXOHAPUAnNbHbLIN

BununapHblii LMppo3

LUUTOUNameHTbl

AYTOMMMYHHbIe 3a00eBaHng neYvyeHu

Touvkn B agpe (MND/FND)

AYTOVIMMYHHbIe 3ab0neBaHng neYvyeHu

PCNA

CKB, Hehput

BepeTeHo aeneHus/LeHTPUONK

HecneundnieHsl

www.autoimmun.ru

2010, CN6




UMMYHOBJIOT
AHTUHYKNEAPHbBIX AHTUTET
NMPU CKNEPOOEPMWUU

Y 90-95% naumeHToB CO CKnepoaepMnUen BbiABAIOTCS
BbICOKME TUTPbl aHTUHYKIIeapHOro paktopa Ha KIeTo4YyHOou
nuHnn HEp?2

MeTona no3BonsaeT BbIABMNATb OCHOBHbIE PA3HOBUOHOCTU
aHTUHYKIIeapHbIX aHTUTEN NPy 3TOM 3aboneBaHumn, BKItoYas
aHTutena kK Scl-70, CENPA,CENPB, RP11, RP155,
domnbpunnapuHd, NOR90, Th/To, PM-Sc100, PM-Scl75, Ku,
PDGFRwu Ro-52 aHTureHy.

Y naumneHToB CO cKriepoaepMuen npu nomoXnTenbHOM
pesynstate AH® cneyndmnyHOCTb aHTUHYKITeapHbIX aHTUTenNa
Npu MNOMOLLN MMMYHODNOTa MOXET ObITb YCTaHOBIEHA B
60-85% cny4yaes

OTpuuartenbHbIn pe3ynstat UMMYHOONOTa He UCKINYaeT
AnarHo3a CMCTEMHOWN cknepoaepmmmn



[Toka3zaHuns K UMMYHODMOTY

OundpdepeHumansHaa AnarHocTuKa CUCTEMHbIX
peBMaTn4YecKmx 3aboneBaHui;

[Togo3peHue Ha oudpdy3Hyr0 CKnepoagepmMuto n ee
Pa3HOBUOHOCTU;

CUCTEMHbIN CKIEPOS3;

CRESTcuHgpom (KanbunHaTbl MAMKUX TKaHen,
cuHapom PenHo, J3odarut, Cknepoaaktunua, Tenaur
NaKTa3nmn)

NlumutnpoBaHHaa 1 nokanm3oBaHHas cknepogepmug;
Cknepopaktnnus;

CuHgpom PenHo HeyTOYHEHON 3TMONOMnu;

Pnbpo3 Nerkmx n nerovyHasa runepTeHsus.



AHTUIeH ayToaHTUTen

3Ha4YeHue

Scl-70

AHTUIEHOM 3TUX aHTUTEeNn ABNAEeTCA Tononsomepa3sa |. OCHOBHOWM Mmapkep
CMCTEMHOIO CKnepo3a C NpoKCumMmarnbHoOn cknepoaepmMmuen n anddgy3Hbim
nopaXeHuem KO U BHYTPEHHWUX OpraHoB

CENT-A

OCHOBHOW AMaAarHOCTUYECKMA MmapKkep O4HOW M3 pa3zHoOBUOHOCTEN
nuddy3Hon cknepoaepmun - CREST cuHgpoma, npeacrtaenakouero
codyeTaHue CKNnepoaakTunnumn, TenaHrMaKTa3snm, NOAKOXKHbLIX KanbUMHaTOB,
cuHapomMa PerHo n ayTonMmmMmyHHOW ondpo3upyrouwlero alodcgaruta. IHoraa
MOKET OTMedaTbCHA MHTepcTUuUnansHoe nopaxeHue nerknx.

CENT-B

CRESTcuHOpoMm CO CKNepoaakTUnmMen, TenaHrmakTasnamm, noakoKHbIMK
KanbumHatamm, c-mom PerHo, 330darmtom

RP11/RP155

HTUuTena K PHK-nonumepaszam ykKasbiBaroT Ha BbICOKWUIA PUCK BOBIe4YeHnA
BHYTPEHHUX OpraHOB, BKIKO4YaA No4YkKkn 1 cepgue

DOUBpUNNAPUH

CneundundHbId MapKep cknepoaepmMun, obycnaenueaeT SApPbILUKOBbLIA TUN
aHTUHYKNeapHoro hakTopa Ha KneTkax Hep2, npu cucTeMHbIX popmax
YKa3biBaeT Ha BOBMEeYeHne BHYTPEHHUX OpraHos

NOR90

AHTUNEeH AOPLILLKOBONO TUMNa CBeYeHUA aHTUHYKNeapHoro dakropa,
lcneynduyHOro ANA cKknepoaepMun.

Th/To

AHTUTENA K 3TOMY aHTUreHy OoTMedaroTCA Npyu JIMMUTUPOBAHHBLIX KOXHbIX
|cbopmax CKnepogepmMmmn, otMmedaeTCAd B3anMMOCBA3b C NnopaXeHem Jerknmx

PM-Scl 100/75

Mapkep nepekpecTHOro CUMHAPOMa, COYETaLEero CUMMNTOMAaTUKy

cKnepoaepMmnM U NONMUMUO3NTA, MOMNYT BCTPeYaTbCa NPpU ManonaTUuyecKkom
nonMMUo3nTe. Hepenko oTMedaeTca Npu apTpuTe U NopaKeHun nuiuiesona.
UacTo BCTpe4yarTCca Npu CKNepoaepMnumn y AeTen.

Mapkep coyeTaHusa cKnepoaepmMmumM U nonumMmuosnta. BeTpeuyaroTca npu
CUCTEMHOW KpacHOW BonMYaHke, cuHapome LllerpeHa u Apyrux cUCTEMHBIX

Ku peBMmaTudecKkmnx 3abonepaHuMAX, YacTo accoUuMMpoBaH ¢ NoNMMMO3nTOM.
CoueTaeTca C Nero4Hon rmnepTeHn3nen.
PDGFR KpanHe peakni, HO cnelyduyHbIn MapKkep CKnepoaspmMun
OTmMeYyaeTCca Npu pasfnmMyHbiX ayTOMMMYHHBIX 3aboneBaHmnAx, Yyaule npu
SS-A (Ro52) CMCTEMHOW KpacHOW BOoMYaHKe M ee KOXHbIX doopmMmax, CUCTEMHbIX

peBMmaTndyeckmnx 3aboneBaHnAX, peBMartoMaHOM apTpuUTe, ayTOMMMYHHbIX
3aboneBaHnAX NneYyeHn, MHMPEeKUMOHHBLIX 3aboneBaHmnAax U T.4.




* [lopaxeHune cycTaBoOB N KOCTEN
(apTpanrmn, akpooCTeONMn3,
crmbartenbHble KOHTPAaKTYPbl, CAMMTOM
TPEHUA CYXOXNINN)

* [lopaxeHne mblillLl
(HeBocnanuTtenbHas UbdpPo3Has
MUornaTusi, BocnanuTternbHaa MuonaTus,
aTpodonA MblLLLL)

* [NlopaxeHune XKT (rMnotoHuga
nuwiesoaa, CMHAPOM Marnbabcopbuunu,
KpoBoTedeHUda) — 90% OonbHbLIX
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[TlopaxeHue nuweBoAa npu
cCa

* PacwunpeHune
NpocCBeTa
nuiesoaa.

« 3aepxKKa
9BaKyauuu
KOHTpacTa.
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[TopaxeHue nuwieBoAa Npu
cca

e [MMNOTOHUA U
annaTayns
nuwesona.

» DopmMmupoBaHme
BO34YyLLUHO-D0apmeBoro
ctonba.
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[TopaxkeHne nerkmux — 70%
(MHTepcTMUMAanbHbIN NErodHbIn dnbdpos,
rierovHas rmnepTeHs3ns)

[TopaxeHue cepaua (AMcdyHKUMS N1eBOro
Xenyaodka, HapyLweHua putma 1 npoBoan
MOCTW, aare3nBHbIN NepUKapanT)

VIcTMHHaa cknepogepmMmmnyeckada novka —
4-5% OOonbHbIX

[TonnHeBpUTUYECKUN CUHOPOM,

TpUreMmHanbHasi CEHCopHasi HeBponaTus
(10% 60sbHbIX)

81
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[Mporpeccupyrowmm conobpos
nerkux npu CC[I
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ANATHOCTUYHECKMUE
KPUTEPUUN CC[LQ

e BOJIbLLION KPUTEPUA -
[TPOKCUMAJIBHAA CKITEPOLEPMUA

 MAJIbIE KPUTEPUMW.
- CKTIEPOLAKTUTIVA,
- ANTUTATIBHBIE PYBYUKU, -
JIBYXCTOPOHHWN BA3ATIbHbIN
OUBPO3 JIEIKUX.
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CuncrtemHas cknepogepmms

Systemic sclerosis
« CREST

* [lopakeHne HMXHNX
2/3 nuweBoaa

* 90%

* bbICTpOe HacblIleHne
* Pedonitokc

* [lncparms

 bonb B XnBOTE




ANPPY3HAA ®POPMA CCA

Pa3Butune KoXXHbIX U3MEeHEeHU B Te4yeHue oaHoro roga
nocrne nosiefieHUs cmHapoma PenHo

BoBneyeHue KOXU KOHEYHOCTEN U TYNIOBULLA
ManbnaTopHoOe BbISIBJIEHNE TPEHUSA CYXOXUITUN

PaHHee pa3BuTHe pacnpocTpaHeHHOoro
WHTepcTULManbHoro hnbposa nerkux, NopaKeHMs XKr,
noyek U MMoKapaa

PacwupeHne KanmnnsipoB U yMeHbLUEHME NX KoONn4yecTBa
npu KanunnsapocKkonuu

BbisBNneHne aHTUTEN K Tononsomepase - 1
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JTIMMUTUPOBAHHAA POPMA CCA

CuHpapom PeliHOo npegluecTByeT pa3sBUTUIO OPYIUX
Nnpu3HaKkoB 600Ne3HN B Te4eHUe MHOrux net

KoXHble nameHeHUs BbIABIAIOTCA TONMbKO Ha KUCTAX,
npeanneybsax, ctonax

No3gHee pa3BuUTUE NEro4YHOM runepTeH3um c unum bes
UHTepcTUUManbHoro ¢pubposa nerkmx, KanbUuuHaThbl,
TeJTaHrM3aKTa3nu, NnopaKeHne XKT

Bbicokas yactota BbiaBrieHnsa ALA (70-80%)

PacwunpeHune kanunnsapoB 6e3 hopmMupoBaHus
OeccocyaAnCTbIX Norien Npuv KanunnsapocKkonuu
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BUCLEPAJIbHAA ®OPMA CCA
(CKNEPOOEPMUA BE3 CKINEPOOEPMUMN)

 CnHapom PenHo ecTb/HeT
* OTCYTCTBYET NOpaxXeHmne KOXWu

* Hayano 6one3Hn ¢ NposiBreHni fero4Horo
donbpo3a, OCTPON CKNepoaepPMmNYECKON NMOYKH,
KapanonaTtun, NopakKeHms KKT

* BO3MOXHO BbISiBIIEHNE aHTUAOEPHbLIX aHTUTEN
(aHTUTONOM30Mepasbl-1, ALIA, HyKneonapHbIX)
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Manonatunyeckne
BOCManuUTenbHble MUOMNMaTUN

» [eTeporeHHas rpynna XpoHU4YeCKnUX
BOCnanuTtenbHbIX 3abonesaHnu,
OCHOBHbIM NPOSABMEHNEM KOTOPbIX
ABNAETCSH MbilleyHasa cnabocCTb,
oOycrnoBrieHHas BocnaneHunem
nonepevyHo-nonocaTton Myckynartypebl

« Yactorta VIBM B nonynauun — 2-10
cry4dyaeB Ha 1 MIH
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[lopaxeHune mbiwl npu MBM

CumMmmeTpunyHas crnabdbocTb NPOKCMMarbHbIX
rpynn MbllL, BEPXHUX U HUKHUX KOHEYHOCTEN, WU
MbILLLL, Y4aCTBYIOLLKMX B crMbaHum wen

[Nopa)xeHne MbILLL, FNOTKW, FopTaHn U
nuiesoda

Mwuanrnn, 6onesHeHHOCTb NpY Nanbnauum
MbILUL, OTEK MbILLLL

MblweyHaqa aTpodugd
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[TopaxeHune koxu npu NIBM

o DputemartosHas («renmoTporHasa» Cbirb)
Ha BEPXHUX BeKaX, CKynax, 30Hbl
«deKosnisTe» N Ha BepXHen 4YacTu CrnHb
(«CMMNTOM LUANnN»)

 CumnTtom [OTTpOHA

* [NlokpacHeHue, WenyLleHne u TpeLLnHbI
Ha KoXe NagoHeu («pyka MexaHuka»)
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| lOpaXXeHne KOXXun npu
ononatnyeckumnx

BocnanutenbHbIX MuonaTtmnax

* [nneptpodusa KyTUKYNbl HOITS
« OkKoroHorreBas apmuTema

* TerneaHrmMoaktTasumu

« doTOoOepMaTUT, KOXKHbIV 3yA

o KanbumHoO3
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[TopakeHne BHYTPEHHNX OPraHoB
Npy BocnanuTenbHbIX MUONATUAX

* Jlerkne (akcnunpartopHasa oAablLLUKa,
MHTEPCTULMArbHbIN NerodHbin ndpos,
OCTPbIV AN PY3HbLIN anbBEOSIUT)

* Cepgue (Taxvkapgusi, aputMmnmn)

« PeHOMeH PenHO, neTexmun, cetyaTtoe
nmBeno
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Knacc-ud)uxauuouubue Kputepuu NMVI/AM

1. MopaxeHue KoOXu(rennoTponHas Cbifb, CUMNTOM OTTPOHA, 3pUTEMa Ha

pykax)
2. MpokcuMansHas MbllevyHana cnabocTb(BEepXHUU U HUKHUE KOHEYHOCTHU U

Tynosuuie)
3. YBenuyeHue KOHUEHTPauum KpeaTuHKUHa3bl Miu anbaonasbl B CbIBOPOTKE
4. MbiweyHble 60Ny Npu Nnanbnayum U CNOHTaHHbIe 6onu
5. MnonaTuyeckme nameHeHus Ha SMI
. OB6HapyxeHue anTuTen kK Jo-1

6

7. HegeCcTpyKTUBHbLIW apTPUT UK apTpanbrus

8. CuctemHble nposiBneHua(nuxopaaka, ysenuyenune CO3 unu C-PBH)

9. Mopchonoruyeckue usmeHeHusi(BocnanuresnbHas MHPUNbLTpaUus cx&nemou

MYCKynaTypbl C fereHepauue 1 HeKPO30M MblLeYHbIX hubpunn, aKTUBHBIM
cparoyuTO30M M pereHepauuen)

[AM=1+4 n3 2-9; NM=4 v3 2-9(4yscTeuTensHoCcTb 98.9%, cneynduyiHocTs 95.2%)

K.Tanimoto et al., 1996
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Kputepun anardosa MIBM (Bohan
A., Petter J., 1975)

* 1. CummeTpuyHas craboCTb MbILLLL NNEYEBOro U
Ta30BOro rnosica U nepeaHux crmdbaTterneun wew,
nporpeccupyrolas B Te4eHNe HECKOSNbKNUX Hedenb Uin
MeCsILEB B COHMETAHMN UNU NMPU OTCYTCTBUM aucarmum
NN NOpPaXeHuns AbixaTernbHOM MyCKynaTypbl

e 2. [1pn ructonorn4eckom nccnenoBaHnm — npuU3Haku
HEeKpo3a MblLLeYHbIX dndpunn 1-ro n 2-ro TMNoBs.,
doaroumnTo3s, pereHepauunsa c basodunuen, KpynHble agpa
N AO0PbILWKN B capkonemMmme, nepudacumanbHas
aTpodusa, BapnabernbHOCTL pasmepa Mrmodonopunn,
BOCManuUTenbHbLIN 3Kccyaar
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Kputepun anarHosa VIBM
(Bohan A., Petter J., 1975)

e 3. [loBbllLIeHNE CbIBOPOTOYHOWN KOHLEHTpaLUn
MblleYHbIX doepmeHToB (KOK, anbgonasa, ACT, AJlT,

nar)

« 4. JniekTpomMmmorpaduyeckme N3MeHeHuns: KOpoTKNe,
Mernkune nonudgasHble MOTOPHble eaNHULLbI,
domnbpunnaunm n np.

« [lepmaTtonormyeckme npossBneHns
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[lepmMaToMMo3nNT Kak
napaHeonacTU4ecknm CI/IH,EI,pOM

* 1o 90% cny4aes OM/TIM
* PaHHee nposaBneHune
onyXxonwu

e [lnarHocTN4YECKUN MOUCK
— crnaceHue XunauHu!
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OCcoOEeHHOCTU CUCTEMHBbIX 3aboneBaHU
coeVNHUTENbHON TKaHW

CKB CcCl MBM
I'Iopa>|<eH|/|e «baboukay, Cknepogepma, [ennoTponHas
[JKB, anoneuus, | cumntom CbIMNb, C-M
KOXN U ceT4yaTtoe «Kncetay, [OTTpOHA, C-M
CIMN3NCTbIX | nuBeno, aurnTarnbHble «Llann», «pyka
cTOMaTuT, A3Bbl, PyOYMKK, | MEXAHUKa»
9HaHTeMa, KanbLUMHaTb
Xennut
I'Iopa>|<eH|/|e MwurpupyroLmn ApTpanruu, CuMmMmeTpuyHas
nonmapTpuT aKpooCTeonunas, NpoKCcMMarbHas
OMNMOPHO- MENKUX CyCTaBoB | crmbaTeribHble MbllLEeYHagqa
OBUraTelb- |K1cTy KOHTPaKTYphl, cnabocTb,
HOTO (HESPO3UMBHLIW), | CUMIMTOM TPEHUA | apTpanrum
acenTtun4yeckue CYXOXUnumn,
drinaparta HeKpo3bl MuonaTus 108




OCcoOEeHHOCTU CUCTEMHBbIX 3aboneBaHU
coeVNHUTENbHON TKaHW

cucrtemMa CKB cCl NBM
Nerkne [MneBput - 20-40% |WHTepcTuumanb- | HTepcTuumnanes
bonbHbIX, TOJIA HbI NIEeroYHbLIN HbI NIeroYHblI
donbpos, JIAI br6po3
Cep.El.Ll.e [Mepukapaur, HapyLieHuns HapyLweHuns
MWOKaP4MUT, puTMa u puTMa u
SHOOKap4UT, NpPOBOAMMOCTH, NpPOBOAMMOCTHU
kKopoHapuut, UbC MWUOKapaWuT,
agre3nBHbIN
nepukapguT
Moyku Hedput — 50-70% | OcTtpas Penoko
BOrbHbIX cKrepoaepmu-

YeCKad MNoYKa
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cucrtema CKB cCA NBM

KKT HA3BeHHas [ MNOTOHUA Penko
OonesHb, nuLeBoaa,
TPOMOO3bl CUHOPOM
COCYy[0B Manbabcopounu,
3pP03nNN U SA3BbI
HepBHag OundodysHble n | NonuHeBpuT, Penko
cucrtema oyaroBble TpUreMmHanbHag
doopMbl CEeHCOpHas
HeBponaTus
JTabopatop- LinTonenuu, [ MNnoXpoMHag T «MblLLEYHDI
Hble aHTUTEnNa K aHemMus, X»
HapyLUeHns OHK, AHO+, ymMepeHHoe 1 depmeHTOB
AT K COJ3, ALIA, Jo-1
KapaWOnuUnuHy | rmrneprammarso- 110

oynmHemus




* bonesHb WerpeHa (bLU) — cucremHoe
3aboneBaHne HEU3BECTHOW 3TUOMOINH,
XapaKTepHOU YepTon KOTOPOro ABMAETCH
XPOHUYECKMN ayTOUMMYHHbIU U
nmmdonponndepaTuBHLIN NPoLIecC B
CEeKpeTUPYHLWUNX anUTenmanbHbIX Xenesax
C pa3BUTUEM MAPEHXMMATO3HOIo
cuanageHuTa ¢ KCepoCTOMUEN U CyXOro
KeEPaTOKOHBbIOHKTUBUTA C rMnonakpuMmnen
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Kputepun gnarHo3sa 6one3Hu
LLlerpeHa

1.lNopaxeHne rnas — Cyxom KepaToOKOHBbIOHKTUBUT
2.['lopaxeHne CroHHbIX XXenes — NapeHXMMOTO3HbIN cuanageHnT
3.J1abopaTopHblE€ NMPU3HAKMU:
NONOXNTENbHLIN PeBMaTONAHbLIN pakTop Nnu
NOSTOXUTENBbHbLIN aHTUHYKIeapHbIn dakTop (AH®D) nnu
Hanunine aHTU-SSA/Ro n (nnn) antn-SSB/La aHTnsgepHbIX
aHTUTEnN

1.[QnarHo3 onpepeneHHoun 6one3Hu LerpeHa (1 n 2) u He meHee
O4HOro NpusHaka u3 3 KpUTepusi, NP UCKNKYEHUN ayTOMMMYHHbIX
3abonesaHun (CKB, CCL, PA, ayTOMMMYHHbIX renatobunmnapHbIxX
3aborneBaHun).
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KnaccudpumkaumoHHble Kputepumn cuHgpoma LUerpeHa
(Sjogren’s International Collaborative Clinical Alliance

= SICCA, 2012)

1. Hannyne aHTn-SSA/Ro n (unn) aHtn-SSB/La aHTuagepHbIX
aHTuTen uau no3nTmBHbi PO n AHO

2. B buonTtate manbix CIIOHHLIX Xenea — odaroBasi numdouuntapHas
nHuneTpaums ( = 1 pokyc B 4 Mmm?)

3. Cyxon KepaTOKOHBIOHKTMBUT - = 3 Banna no LwKane okpacku
rMasHoro anuTenma ritoopecUemHoM U FIMcCaMUHOBbBIM

3eNEeHbLIM* (MCKNIYNTb aHTUIMayKOMHbIE rMa3sHble Karnnu,
yrHeTarowme NnpoayKUuo BHYTPUIMIa3HOM XUOKOCTU, onepaunmn Ha
porosuue 1 briedaponnacTumky ).

3aborneBaHne MOXET ObITb KnaccuuunpoBaHo Kak CUHOPOM
LLlerpeHa npn cOOTBETCTBUM OBYM U3 TPEX MYHKTOB KPUTEPUEB MpU
NCKIoYeHNU: obnyveHnsa ronosbl U weun, HCV-nndbekunun, BNY-
NHpeKuMn, capkongosa, ammnonnosa, lgG4-ceaszaHHoro
3aboneaHua, PA, CKB, CCL n gpyrnx ayToMMMYyHHbIX

3aboneBaHuN.
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bonesHb LLlerpeHa

KCepoCTOMMS napoTuT

Source: CRI (Club Rhumatismes et
Inflammation), http://www.cri-net.com)
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[lopakeHne BHTPEHHUXXK
opraHoB rnpu 6onseHun WWerpeHa

¥ ; y ‘ 1
Blood # *

CNS §
' }\ /

Focal disease  Non-specific symptoms

Cytopenias Lymphoma

Arthritis Joint pain Interstitial Bronchial

iz

Glomerular Interstitial

Myositis Muscular pain

Vasculitis Annular

erythema Multiplex Polineuropathy

mononeuritis
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KoxHas nypriypa KonbuesuaHas aputemMan 116



MHTepCTI/I LHAaJIbHAA NMHEBMOHUA

|23,
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Cunpgpowm Wapna

* -ayTOMMMYHHOE 3aborneBaHue,
XapakTepusyroLleecqa Hanmymem
otaenbHbIX npmn3HakoB CKB, CCL, PA
n gepmarto/nonmMmnosnTa B codeTaHum
C BbICOKMM TUTPOM aHTUTEN K
anepHomy aHTureHy U1-RNP
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OndpdepeHumanbHbin anarHo3s CCL

* nddy3HbIN 303MHOPUNBHBLIN PacunnT
« Cknepenema byuike

* OrpaHunyeHHas cknepogepmMmua (ovaroBoe,
NIMHENHOE NopaXKeHne KOXN 1 noanexaliumx
TKaHen)

* MynbTudokanbHbi nbpos
« [lapaHeonnacTunyeckas cknepogepmms

* [lceBgocknepoaepmms ( Npu BPOXOEHHbIX
NN NPNOBPETEHHLIX HAPYLLEHUAX
meTabonmama)

« CuHapom BepHepa (nporepusa B3poChbiX)
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OndpdepeHumanbHbiv gnarHos IBM

3r10Ka4yeCTBEHHbIE HOBOODpPAa30BaHUSA
HacnencTBeHHbIE MblLLEYHbIE 3aboneBaHUs

OHOOKPUHHbIE MUONATUN:
rMNoTUPEeOns, rmnepnapaTtupeos, octeoMmansauuns

JlekapcTBeHHbIE MMonaTum

Mwno3unTbl Npy MHPEKLUUAX:
TOKCOMMa3mMo3, TPMXUHeNnes, UMCTULEpPKO3
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BaXHbI napaHeonnacTu4ecknmn
NpuU3HaK

Acanthosis nigricans
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bnarogapto 3a TepneHue
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