Onddy3Hble 3aboneBaHnA
coeaAVHUTENIbLHOU TKaHN

O OY BO INIrMY nmeHn akagemuka
E.A. BarHepa M3 Poccun

Kadenpa nonnknmHn4yeckon tepanum
O.M.H. lWynbknHa C.T.



O6wume kputepuun A3CT

OOBLHoCTb NatoreHesa (MMMYHHbIE N aYyTOUMMYHHbIE
MEeXaHU3Mbl Pa3BUTUA)

ObLwHocTb naTtomMopdronorum (nopakeHne
cCoeaNHUTENBbHON TKaHN, PNOPUHOOHBIN HEKPO3,
BACKYNMUTbI, TMM@OnaHbIE N NiasMounTapHbie
MHOUNLTPATHI)

OOBLHOCTb KNMHUKMK (MONUUMKIINYeckoe
nporpeccupytoLiee Te4eHne, CUCTEMHOCTb
nopakeHnn — CyCcTaBOB, cepAaLa, NoYeK, KOXW,
CEPO3HbIX 060104EK)

[TonoxutenbHbIN 3PPEKT OT Tepanuu 'K,
umutoctatukamm, HINBC, adpdpepeHTHOU TEpanum

OTcyTCTBME MOHOJ3TUOSIOMMYECKOro pakTopa



Knaccudpukauma O3CT

CucrtemMHas KpacHaga BonyaHka (CKB)
— WavonaTtunyeckas

— JlekapCTBEHHbLIN BOMYaHOYHbIM CUHAOPOM (MNpoKanHamua, rugpanasvit,
n3oHMa3na, metungona)

CuctemHas cknepogepmusa (CCL)

— Wpwnonatnyeckasa

— WMHgyumpoBaHHasa (XMMnyeckasa unuv nekapcreseHHas)
[lepmatoMnosunT (NoMMMUO3NnT)

— WavonaTtnyeckum

— [lapaHeonnacTn4yeckumn

CuHgpowm LWWerpeHa («cyxon» cuHOpOM)

— [lepBn4yHbIN (BONE3Hb LLerpeHa)

— BTOpuYHbIM (B COMETAHUM C APYrMMU peBMATUYECKMMU 3aboneBaHnsaMN)

[lepekpecTHbIM cnHapom (cuHapom Lllapna) — cMewaHHoe
3aboneBaHne coeaANHUTENBHON TKaHU

AHTUd OoCHONUNUAHBLIN CUHOPOM



CucteMHas =
KpacHas

Bon4yaHka (CKB)

L
- -

— CUCTEMHOE ayTOMMMYHHOE 3aborneBaHune
HEN3BECTHOWU 3TUOSOMu,
XapaKkTepuasytoLleecs runepnpoayKkumen
opraHocneymn@unyecknx aytToaHTUTen K
Pa3NMUYHbLIM KOMMNOHEHTAM KITETOYHOIO
a4pa c pa3BuTnem
MMMYHOBOCMANMUTENbHOIO NOBpeXaeHUs
TKaHen N BHYTPEHHUX OpraHoB.



AnugeMmnonorus

B nonynauunmn 4-250 cny4yaeB Ha 100.000 HaceneHna B
roq

ExxerogHas 3abonesaemocTb 50-70 HOBbIX Cly4aeB
Ha 1 MIH. HaceneHus

KeHwmnHbl oT 15 Oo 45 net

«[nk» 3aboneBaemMoCcTu NPUXoanTcsa Ha 15-25 neT
(QeTopodHbIN BO3pacT)

COOTHOLUEHNE MYXXYNH U XKEHLLUKH 1:10
OTtmevaeTtca yBenudeHue 4actotbl CKB cpean nuy

YepHOW pachl, KUTaAULIEB U NOJEN MCNAHCKOro
NPOUCXOXKOEHNSA



[lpoBouUuUpyrowmne hpakTophbl

* Anneprnyeckne peakLunm Ha nekapcrea
 BakuuHbil

* CbIBOPOTKU

« doTOCEHCMDOUNM3aumsa

* bepemMeHHOCTb, poabl

* AGOpTHI

» bakTepuanbHasa n BupycHaa MHeKuung



dTnonorus

[TyckoBas ponb PHK-cooepxalmx n meaneHHbIX

BUPYCOB (PETPOBUPYCOB):

1. obpasoBaHue aHTutTen Kk AHK n PHK - cogepxawimm
BUpycam,

2. MPUCYTCTBME NAapPaMUKCOBUPYCHbIX
LUTONa3mMaTU4YEeCKNUX BKITHOYEHUN,

3. NpUCyTCTBUE TYDYNOPETUKYNAPHBLIX CTPYKTYP B
ANUTENUN N BHYTPU NUMEPOLNTOB,

4. BkntoveHust Tuna C-oHKOpHOBMUpPYCa B bruontaTe NoYek u
KOXW.



IlaToreHe3 (ayTOMMMYyHHOe€
3aboneBaHue)

AuncpyHKuma T-cuctembl

(medomumT T-cynpeccop. OuncdyHkuma B-cuctemsi

o) (runepnpoaykuus Ig)

HapyweHue npoueccoB UX B3aMmmMoaencTeus

NMosiBNneHne MHOXecTBa
ayToAT (AHA, k AHK, MX,
nusocomam, chopm.anem.)

NMpuoGpetenne AHK
aAHTUIreHHbIX CBOUCTB

06pasoBaH e UMMYHHbIX KOMMJIEKCOB

lNoBpexaeHune Koxu, noyek, cocyaos, LUHC, nerkux, cyctaBoB
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7. Photosensitivity (4?/?
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(Percentages ) |+ Discoid lesions (18%)

equal frequency 2
of occu_rrencé)

. Malar rash (57%)

"::.4“‘ 8. Neurologic disorders (20%)
3. Serositis (56%) ¥y o seizures or psychosis
" pleuritis or - '

pericarditis

9. Oral or nasopharyngeal
ulceration (27%)

| \A \10 Immunologic disorders (85%)
\;\ anti-DNA antibodies
or

anti-Sm antibodies

or

false-positive serologic
test for syphilis

A\ or
* positive LE cell test

4. Renal disorders (51%)
persistent proteinuria
(>500 mg/24 hr)
or cellular casts

5. Nonerosive arthritis in
2 or more joints (86%)

6. Hematologic disorders (59%)
hemolytic anemia
or
leukopenia
(<4,000/mm®)
or
lymphopenia
(<1,500/mm?)
or
thrombocytopenia
(<100,000/mm?)

11. Abnormal antinuclear
4 J"y antibody titer (99%)

CCImA GOy




KnuHnyeckasa kapTuHa

lMopaxeHne Koxu:
20-25% KOXHbIU CUHAPOM - HaYarnbHbIU NPU3HaK OOre3Hu,

60-70% - NOABNAETCA Ha pa3HbIX 3Tanax 3aboneBaHus.
BbigensoT 28 BapnaHTOB KOXHbIX uameHeHnn npu CKB
OT 3PUTEMATO3HOIO NATHA A0 TAXeNbIX Oynne3HbIX

BbICbINaHUM.
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[TopaXeHne CNU3UCTbIX

Be3bone3HeHHble N3BbA3BNEHUS B MOSIOCTU pTa n HOCOITOTKE, 3pUTEMATO3HbIE NMATHA



[TlopaxeHue cyctaBoB

ApTtpanrun y 100% 605bHbIX

AptpuT vaule NMO, MNP, 3anacTHO-NACTHLIX U KONEHHbIX
CyCTaBOB (NONMapTPuUT)

[Mpouecc 06bIYHO CUMMETPUYHBIN, YTPEHHASA CKOBAHHOCTb

TeHOMHUTBI N TEHO0BArMHUTLI Bbi3bIBAOT NpexoasLme
crnbaTernbHble KOHTPAKTYpPbI NarbLEB KUCTEN

PeHTreHonorm4ecku:
3p0o3uun pegko (1-5%),
acenTnyeckne HeKpo3bl KocTen (Oo 25%)

dopmmpoBaHmne peBMaTonaHO-NoJ00OHON KUCTK (3a CYET
N3MEHEHNN B NEPUAPTUKYNAPHBLIX TKAHAX — CYXOXUIMNSAX,
CBSA3KaXx, MbiLLLaX)



[lopaxeHue cyctaBoB

YnbHapHas gesnaunst KUCTH
Ledopmauus nanbues No Tuny «weun nebensa»




[TopaxeHue nerkux

[TneBpuUT (PNOPMHOIHLIN UMK IKCCYAaTUBHBLIN)
XanoObbl Ha 6onu B rpyaHOW KIeTKe, CyXOW Kallenb,
O[bILLKY

JTronyc-nHeBMOHUT (Ondpdpy3Hoe
MHTEepCTULMANbHOE NopaXxeHne n guckoBnaHbIe
aTeriekrasbl B basarnbHbIX oTaenax nerkmx)

JleroyHas runepTeHs3ns

TINA
[lpncoeanHeHne MHPEKLUN



[lopaxeHue cepaua n cocynoB

 [lepukapanT PMOPMHOIHLIN UM IKCCYAATUBHbLIV
(48%)
* Mnokapaut (oo 78%)

o DHOOKapAuT ¢ POPMUPOBAHNEM MUTPASbHbIX U
aopTanbHbIX MOPOKOB cepaua (50%)

* /IHpapKT Mnokapga BcrnieacrBue OKKIH3un
KOPOHAapHbIX COCyad0B

e TpoMDO3bl MarucTpanbHbIX COCYy4OB KOHEYHOCTEN
* TpombogpnedunThl



[MepukapouT




KnuHunyeckasa KapTuHa

NMopaxeHune Xenyao4yHO-KMLLEYHOro TpakTta U nevyeHu - B
50% cny4vaes:

nopaxexHue nuwesoaa - 10-15%,

ULWEeMUA CTEHKU XXenyaKa U KULIeYHUKa,

renatomeranus - 25-50%.



KnuHnyeckasa KkapTuHa

[MopaxeHne HepBHOU CUCTEMBI

1. BacKynonatus - 65%,

2. TPOMOOO3bl U UCTUHHbIE BAaCKYyIfnuUTbI - 15%,

3. UHAPKTbI U FreMmopparum,

4. aHTUTENIbHOE U UMMYHOKOMMMJIEKCHOE NnopaxeHue
KnnHunyeckune nposiBneHus:

. TorioBHas 6onb,

. ICNXN4yecKune paccTpomcrTaa

. NOpa)xeHue 4YyepenHbIiX U nepudgepnyecKknx HepBOB,
. CYyAOPOXHble Npunagku,

. 3pUTesibHble HapyLUeHus,

. npexoasiime HapyLeHUs MO3roBoro KpoBooopaliyeHus.

OV S WNE



[TopaxxeHue noyek (>90%)
nonyc-HedpuT

* [ cTonornyeckne n3aMeHeHus, CBOUCTBEHHbIE
[MOMepPYNoOHEPUTY

* IameHeHus, cneundunyHblie ansa CKB:
- UBPUHOUOHBIU HEKPO3 KarlusiisipHbIX nemersib
- eualiuHosble mpomOblI -
2eMamokcusiuHosble mesnbua (Habyxwue siopa noaubwux
KIemok ¢ niu3upo8aHHbIM XpoMamuHOM)
- «MPOBOJIOYHbLIE Nemiiu» (YmornuwieHHbIe, MpornumaHHble
rnrasmeHHbIMuU berikamu basarnbHble MeMbpaHhbl
2ITOMePYIspHbIX Karnusispos)

* [1aTOrHOMOHWNYHBIM NPU3HAKOM ABMAKOTCH
BHYTPUAHAOTENMaNbHbLIE BUPYCONOAOOHbIE
BKITIOYEHUS B Kanunndapax Krnybouka



[TopaxeHue noyek

aMeHeHnsa B aHannse Moym BCTpevaeTCH
npuMepHo y 50% nauneHTOB B MOMEHT ANAarHOCTUKU
CKB n B ganbHenwem passuBatoTcs bornee, 4em B
/5% cny4yaes

[TpoTenHypusa 0,5 r/cyTt n bonee (80%)
[ematypusa n/vnun umnudigpypus (40%)
YBenuyeHue KpeatuHnHa

CHuxeHmne krnybodkoBon donnsrpauunm

B TepmunHanbHou ctagun — XI'NH, Al', aHacapka



Knaccudukauumsa nronyc-Hedppurta
(BO3, 1982)

« OTcyTcTBME U3MeHeHU B buonTtare (I Tun)
* MesaHrmanesHbI HePPUT (TUnN 1)

« Ouarosbin nponudepaTtuBHbLIN rMoMepyrioHepuUT
(Tmn 1)

* [IndpdPy3HbIM NponudepaTuBHbIN rMomepyrnoHedpuT
(Tnn 1V)

* MemMbpaHO3HbLIN rIoMepynoHedpuUT (Trn V)



JlTabopaTopHan

BonyaHouHble LE-Knetku

AVWarHocTuka e Y
<V es "
*
* OAK - naHuuntoneHuns, 1COJID e O ::m'

 OAM — NpoTEnHYPUA, UNNMNHOYPUSA, MUKPOreMaTypus
* LE - kneTku (50-80% cny4yaes)

* AHTUHYKNeapHble aHTuTena (AHA) (95% cny4aes)

* AT Kk HatnBHOU (aBycnupansHoun) JHK (50% cny4aes)
* [MneprammarnobynmHemmus

« AHTUTENa K pocdonunugam - T puck Tpoom0030B



LE - KNeTKu

3penble HeUTPOMUNbI, LUTOMNIa3Ma KOTOPbIX MPakTUYECKM LIeNTMKOM 3anofiHEHa
doarounTnpoBaHHbIM SApoM normbiero nenkounta CobCcTBEHHOE AP0 CMELLEHO K
nepundepuu
[narHoCcTn4eckn 3Ha4YMMo He MeHee 5 LE-kneTok Ha 1000 NenKouMTOB

deHOMEH «PO3eTKM» - CBODOAHO Nexalime paspyLUeHHble aapa NENKoUUTOB
(reMaToKCUNMHOBbIE, BONTYaHOYHbIE TenbLa), NHOrOA OKPY>XEHHble NenKounTamMmm



AHTUHYKNeapHble aHTUTena (AHA)

— CKB B 95% NoOBbILWEH TUTP

— BbiaBngeTtcs npu
BOCMasriutTenbHbIX,
MHPEKLUNOHHbIX U
onyxorieBbiX 3aboneBaHNAX

— 34opoBble: 5%-15%

- AHA-3T1018G,
HanpaBJfieHHbIN NPOTUB
aaep KneTtok

MeTon HenpamMmou
nMmmMmyHodnroopecueHLuUmn

(«0bo0O0K» cBeYeHuUs Ig G Ha
Aapax KNneTok)



Onddy3HbIN nponudepaTUBHLIN NlONyc-HeppuT
(Tnun 1v)
Haunbonee yactas u Hanbonee Tsaxenasa popma nonyc-HedpuTta

[eHepanu3oBaHHas nponudepaums me3aHrnanbHbIX U
SHOOTENMarnbHbIX KNETOK

IMMYHO-dontoopecLieHTHas MUKPOCKOMNMS




OunarHoctunyeckue kputepuun CKB (ACR, 1997)

1.CbINb Ha cKkynax: dUKcMpoBaHHas apuTema, ¢
TeHAEHUMEN K pacnpoCcTpaHeHNo Ha HOCOryOHYIO 30HY.

2. IuckonpHas cbifb: 93pUTEMATO3HbIE
npunogHuMaroLLmecs OnALWKN ¢ NPUNUNaoLLyMm
KOXXHbIMU YeLluymnkaMmmn n bonnukynsapHbiMu npobkamu, Ha
CTapbIX o4arax BO3MOXHbl aTpodunyeckme pyoLbl.

3. DoTOoCeHCMOUNM3aLUA: KOXKHas CbiMNb, BO3HUKaKOLWAsA B
pe3ynbrare peakLun Ha COrNHEYHbIN CBET.

4. F13Bbl B POTOBOM NMOJSIOCTU: U3BA3BIEHMNS MOSIOCTU pTa
NN HOCOTOTKN, 0ObIYHO Be3001e3HEeHHbIE.

5. APTPUT: HE3PO3UBHbLIN apTPUT, NOpakaroLmnm 2 nnu
boree nepudepunyecknx cyctasa, NPOABAAOLLNNCA
60sIE3HEHHOCTbLIO, OTEKOM M BbIMNOTOM.



OnarHoctunyeckune kputepmuu CKB (ACR,
1997)
6. Cepo3uT:

* MNIEBPUT (NNieBparsribHble 60NU N/ NN LWym
TPEHUA NNeBpbl, U/MNn NneespanbHbIN BLINOT),

* MepukapauT (LWym TPpeHUa nepukapaa npu
aycKynbstauum u/vnun npusHakm nepukapguTa
npu axokapauorpadun).

7. MopaxxeHue noyexk:

* MepcucTnpyroiada npotenHypumda He meHee 0,5
[/CYTKU

* U/UNn UMNUHAOPYpus (sputpoumTapHas,
3epHMUCcTaa Uunm cmellaHHas).



OunarHocTtuyeckue Kputepuun CKB (ACR, 1997)

8. MopaxeHune LUHC:

* cyaoporu,

* ricuxo3s (B otcyTcTBue npuema J1C nnu
MeTaboNIMYeckmnx HapyLLIeHUn).

9. lemaTonornyeckme HapyLeHus:

* reMornmMTn4eckast aHemMus C
PETUKYIIOLINTO30M,

e flenkoneHna < 4,0 x109 /n
(3apermnctpupoBaHHas 2 n bonee pasa),

* TpOMOOUMTONEHNSA < 100 X109 /i (npw

OTCYTCTBUU NpnemMa NnekapCTBEHHbIX
npenaparos).



OunarHoctnyeckue kputepmumn CKB (ACR, 1997)

10. AMMyHORNoOrn4yeckme HapyLeHus:
e a-1HK,

* a-SM,

e aHTUTENa K poconunuagam,

* MNONOXUTENbHbLIA TECT Ha BONMYAaHOYHbIN
aHTUKOArynsHr,

* CTONKas NIOXKHO- MONOXUTENbHASA peaKkyms
BaccepmaHa (He MeHee 6 MecsLEB) npu
nabopaTtopHoO NoaATBEPXKAEHHOM OTCYTCTBUM
cudpmnuca.

11. lNoBbiweHue TuTpoB AH® (nNpu oTCyTCTBUM
NleKapcTB, BbI3bIBalOLWUX
BOJTYAaHOYHONOAOOHLIN CUHOPOM).



[lnarHo3 cucteMHou KpaCcHOW BONYaHKM OOMKEH
ObITb 000CHOBAH HANMUYNEM KITMHNYECKUX
NPOsIBIIEHUN U AAHHBIMW NabopaTOpPHbIX
nccrnenoBaHun,

[Onsa noaTBepXaeHns guarHo3sa TpedyeTtcsi He
MeHee 4 n3 11 kputepueB ACR, 1997 .

B cny4ae BKnoYeHUa nauneHTa B KNMHNYeckoe
nccriegoBaHme pekoMeHayeTca UCMofb30BaTh
anarHoctudeckme kputepumn SLICC, 2012, cornacHo
KOTOpbIM Ans yctaHoBneHus gmarHo3a CKB gomkHo
ObITb 4 KPUTEPUSA, OANH N3 KOTOPbIX JOIMKEH ObITh
nMmmyHonorudeckuu ( nodown ms: a-AHK, AH®, Sm,
a-KL, C3, C4).



Kaunsuuecran 1 1a00pamoprass Xaparmepucmiirig Srmit6HoCHii
namonozuueckozo nponecca npi CKB:

Ilokasaremn CTerneHp aKTHBHOCTH
I I I
Tenmeparypa Tena 38 u BpIIIE Menee 38 C HopmampHaa
IloxynaHuie BripaxeHnHoe YMepeHHOE HesHaumtemHoOe
Hapyiuexrie Tpodxu BripaxeHHoe YMepeHHOE HesHaumTemHOE
IlopaxkeHrie KoxU "Babouka" u »pu- Hecnerpidnmaeckan HuckomgHbIC o4aru
TE€Ma BOTYAHOYHOIO | HpHUTEMa
THIIA
IlomiapTpur OcTpbDi, IlopocTpbri Hedoprupyronpni
II0{OCTPhIA apTparuu
Ilepuxapqir BpmioTHoM Cyxon ANresUBHBIA
Muruiokap T BripakeHHbIA VYMepeHHbI Kapmiocknepos
IInespur BrmoTHo Cyxoi AQresUBHBIA
I'momepynoHedpur Hedpotrmeckrni CumerniaHHoro THIIa MoueBo¥ CHHAPOM
CHHPOM
Ilopaxxeruie ITHC SHuedanopampkyno | SHiedanoHespur ITommespur
HEBpPUT
T'emornobuH, rin Menee 100 100-110 120 1 bomnee
CO3, mm/y 45 u bonee 30-40 16-20




dubdprHoreH, 1/ 6 1 bonee 5 4

LE-kneTkn 5 1-2 MoryT OTCYTCTBOEATH

AH®, Tutps1 128 u BpmIre 64 32

Tur ceeueHA Kpaesoit I'omoreHHbIT 1 I'omoreHHbI
KpaeBoi

AnTturena k JTHK, % BripaxeHHbIT VMepeHHbI HesHauriTe ThHBEA

ceaspBaHma [[HK




Knaccudukauma CKB
(HacoHoBa B.A., 1982)

BapuaHThbl CteneHwn
Te4YeHWUA: dKTUBHOCTMW:
ocTpoe (BHe3anHoe Ha4vano | |lll - Bbicokas (t238, Hb<100,
C NOJSINCUHAPOMHOCTM) C0O3245
nogocTpoe (nocTteneHHas Il - ymepeHHas (t<38, Hb
reHepanusauus) 100-110, CO3 30-40
XpOHUYecKoe | - MUHUManNbHaA (t HopMma,
(ManocuHOPOMHOCTL B Hb2120, CO93 16-20)
TeyeHne MHOrux ner)




[MpnunHbl cmepTn Nnpu CKB

NHdekymm (NHEBMOHUK, CENCUC) HA POHE
MMMYHOCYNPECCMBHOWU Tepanmu

Bon4yaHo4HbIN HEDPUT, NOYEeYHas
HeJOCTaTOYHOCTb U €€ OCITIOXKHEHUS

[TlopaxeHune cepae4yHO-coCcyanucTon CUCTEMBI
(ntonyc-mmnokapant ¢ CH)

[MopaxeHune LIHC



[InarHo3 (M23)

OcHoBHoe 3aboneBaHne: M23.1 cuctemMmHas
KpacHas Bon4yaHka, NogocTpoe Te4deHue,
aKTUBHOCTb |l cTeneHun, nopaeHne noyek
(rmomepynoHedmpUT ¢ HePPOTUNYECKNM
CUHOPOMOM),NMopaKeHnem KOXu u
CIN3NCTbIX («Daboykay, 3pO3NBHbIN
CTOMAaTUT), CYyCTaBOB (MUTPUPYIOLLNNA
apTpuUT),CceposunT (NneBpuT)

OcnoxHeHus: Xbl'1 C3a ( CKP 55
Min/MuH/1,73 m2 CKDEPI) XCH 2 a (3
doyHKUMOHanNbHbLIX Knacc) AOH Il cT.



JIleueHue naumeHToB ¢ CKB aomnxHo
NPoOBOOAUTBLCSA

BpaYamMu-peBMaTonoramm (B Buae

NCKITIOYEHNA Bpay obLuien npaktnkn, HO npwu
KOHCYNbTaTUBHOW NOoAAdEpKKe Bpaya-
peBmMaTosiora) c npuBrie4yeHume
cneuuanucToB Opyrmx MeguLMHCKUX
cneunanbHocTen (Hedposnoruy,
OepmMaTtoriorm, remartosnoru, kKapamnonoru,
HEeBpONaTonory, NncuxmaTpbl 1 gp.) u
OCHOBbLIBaTbCHA Ha TECHOM B3aUMOOENCTBUM
Bpaya 1 nauneHTta



UcknouuTb npoBouupyrowme paktopbl

MHTEPKYPPEHTHbIE NHMDEKLINN,
CTpecc,
MHCcONALMUS,

HEMOTUBNPOBAHHbLIN NPUEM
MeANKaMEHTOB OTKa3aTbCs OT KYPeHUs,

CTPEMUTCA K noaaepXaHno HopMarnbHOW
MacCcChbl Tena



JleyeHue

* [ NIOKOKOPTUKOCTEPOUDI
* LlInToctarndyeckne nMMmMyHoOenpeccaHThbl
e AMUHOXNHOINMNHOBLIE



AMMWHOXMHOMNMHOBLIE Npenapartbl Npu
OTCYTCTBMM NPOTUBONOKA3aHMMN OOTKHbI

Ha3HayaTbCHA BCeM 0e3 UCKNIYeHUs OONbHbLIM
CKB

npodurnakTuka obocTpeHun,
* CHMXXEHWEe aKTUBHOCTM

CHWXeHWe pucKa pasBuUTuS
KapAaunoBacKyNApPHbIX OCMOXXHEHUN



CKB ¢ HeBbICOKOU cTeneHblo akTUBHOCTU U
6e3 nopaxxeHus XXM3HEHHO-BaXXHbIX OPraHoB

* HU3KMe no3bl [ K n/mnm
aMWHOXUHOJIMHOBbIE NpenapaThbl

 PekomeHaoyemagqa exxegHeBHasa gosa [ K
(npep,mnsonon, MeTUnnpenHu3onoH (metunpen, meapon)), HE
AOJT’KHa NpeBbllLaTb 20-25 MT, NNakBeHun
Ha3Ha4vaeTcqa B o3e 200-400 Mr B AEHb



AOCOnOTHbIE NOKa3aHUA K NIe4YeHuo
rnroKokopTukoctepongamu npum CKB:

1. Bbicokasa BocnanuternbHas akTUBHOCTbD,
2. [NlopaxeHne BHYTPEHHUX OpPraHoB, B
nepByro oyepeab HeppwmT,

3. NopaxeHune LUHC,

4. lemaTonorn4yeckue HapyLleHus.



CxeMbl NPUMEHEHNA OCHOBHbIX
npenapartoB Anga nevyediun CKB

[MpeaHN305I0H BHYTPb.

1. nogaBnsaowan tepanusa - 1-1,5 mr/kr/cyT (B
cpenHeMm 50-60 mr/cyT) 4-8 Hedenb,

2. noaggepxuBarLiasa Tepanus - 5-10 mr/cyt (10-15 ner,
4aCTO NOXXU3HEHHO).

MeTunnpegHU30510H BHYTPUBEHHO.

1. nogaBndawLwasa tepanusa - 500-1000 Mr B COOTBETCTBUM
CO CXEMOW MHTEHCUBHOW Tepanuu,

2. noggepxuBarwasa tepanus - 500-1000 mr 1 pas B
MecsL (00 24 MecsiLEB).

LinknodocdyaH no 1000 Mr BHyTPUBEHHO EXXEMECAYHO B TEYEHME
6 MecaLEB MK No 500 Mr Kaxable 2 Heaenu, 00 6 MHAY3NI



UHTeHcnBHaAa Tepanua CKB

1. AKTUBHbIN ntonyc-HedpuT (0CODEHHO C HEPPOTUHECKUM
CUHOPOMOM, apTepuanbHON rMNepTeH3NEN, ObICTPLIM NOBbLILLEHN
YPOBHA KpeaTuHUHA),

2. OcTtpoe Tskenoe nopaxerHue LIHC (MeHuHrosHuedanur,
9HUedanomMmneno-nonupaanKkynoHeBPUT, NOMepedHbIv MUEnunT),
3. [emaronornyecknmn Kpus, rnybokasi TpooMooLUTONEHNS,

4. 713BEHHO-HEKPOTUYECKNN KOXKHbIV BACKYIAT,

5. JlerouHbI BacKynur,

6. Bbicokasi akTMUBHOCTb OOe3HN, PE3UCTEHTHAA K Tepanuu.



Y 6onbHbIX CKB ¢ BbICOKOM MMMYHOJSTOMMYECKON U
KNMUMHUYECKON aKTUBHOCTbIO

* BbICOKMW ypoBeHb aHTu —[1HK,

e cCHM¥eHune C3 n C4 KOMNOHEHTOB
KOMMIEeMEHTa,

« SLEDAI 6-10 bannos

aHTN-BLyS Tepanun (benumymab) no 10
MI'/KI' e>|<eMeCFI‘—I HO (pekomeHgaumm FDA, 2011 r. ypoBeEHb

AokasaTenbHocTu A).



[Mo6o4Hble adhdhekTbl K

[[acTponaTtuu (racTpuT, 3p03nKn, A3Bbl)
OcTeonopos
ApTepuanbHasa rmnepTeH3ns

KyLUMHrOMAOHLIN CUHAPOM (OTNOXEHME XUpa Ha
nvue, rpyau, XXmueote, 6arpoBo-pUONETOBLIE CTPUN
Ha befpax, BHU3Y XXMBOTA, B NOAMbILLEYHbIX
BNaguHax)

3agepxka HaTpus 1 Boabl

[Mneprrnnkemumns (CTeponaHbin caxapHbin AnadeT)
OBbocTpeHnE XPOHUYECKNX UHADEKLINM
(Tybepkyresa)

HapyLueHne MeHCTpyanbHOro uukna

HaaonodeyHmnkoBast He4OCTAaTOYHOCTL (Npw
MHOrONneTHEM Npueme)



MMMyHoOAeEenpecCaHThI

* [1pn ObICTPOM nporpeccnpoBaHnn 3adboreBaHus

* HepocTtaTouHbIN 9QPMEKT NpeaLllecTBYOLEN
Tepanuu

« Llnknodpocpamug (umknodocdraH, 3HOOKCaH)
50-100 mr/cyT exxegHeBHO nnu 1,0 B/B Kan 1 p/mecau

* A3aTnonpuH 50-100 Mr/cyT



LInknocnopuH A - Hrimounumusa cnuHtesa uHTepdepoHa-
anbda 1 cnocobeH NogaBnATb 3Kcnpeccuio nuraHaa CD40
Ha membpaHe T-nMMdounTOoB.

2-2,5- 5 Mr/Kr/cyT.

npwu nonyc-Hedpure

TpomMbouUnUTONEHUN,

aHEMUU U NNENKONEHUN,

KOXHbIX nposiBneHnax CKB,

pedopakTepHOM K Tepanuu NonMcepo3nTe U apTpuTe.

Ha poHe Tepanum UMKNOCNOPUHOM A CHUXKAETCHA YPOBEHb
aHTUKapONOSTUMNHOBBLIX N aHTUTPOMOOLUTAPHbBIX aHTUTEN.



Muodetun Mukodgenart (Cenncenrt) -

bornee BbipaXkeHHbIN aHTUNponudepaTuBHLIN
9PEKT B OTHOLWEHUN T-, n B-nnumdooynTos,
obrnagaet aHTunponudepaTuBHbIM JENCTBUEM B
OTHOLLUEHUN Me3aHrnanbHbIX KNETOK MoYekK,
nogaBnaeT obpasoBaHMe aHTUTEN.



MoHUTOpPUHIr Nnpy Ha3Ha4vyeHuu b1

* [emaTonormndyeckun (OAK — apuTpounThl,
nenkouunTbl, TPOMOOLUNTHI)

* [enaTonornyeckun (AnT, AcT, ounnpyobuH,
Y3 nevyeHun)

* OueHka yHKUMK rnovek (npoba Pebepra, ya.
BEC, MOYEBOW 0CA0K, KpeaTUHUH, MOYEBUNHA)



MoHuTopuHr aktuBHoctu CKB (EULAR
pekomeHaauum 2010 roga v npasuna GCP)

* OLIeHKa cTeneHn NoBpeXXaeHnst OpraHoB
* OLIEHKAa Ka4yeCcTBa XWU3HM NaumeHTa

* HanMyme conyTCTBYHOLLMX 3aboneBaHnN
* TOKCUYHOCTb NpenapaToB

SELENA-SLEDAI (KnnHn4eckne n nabopartopHbie
nokasarernu)

SRI (nHAekc oTBeTa Ha Tepanuio CKB)
SLICC/ACR Damage Index (MHOEKC noBpeXaeHns )



[lporHos

« Opa go BHeapeHus K
10-NeTHA4 BbIXKNBAEMOCTb <16%

 TepanualK
10-NeTHSAA BbIXKMBAEMOCTb 68%

K+ ynutoctatukm
10-NeTHAA BblXKNBAEMOCTb 84%

« [K+ ynrtoctatumku + nynbc-tepanus + OKM
10-NeTHA4 BbIXKNBaAeMOCTb 93%



[MTOKA3AHUA K
FTOCINMUTANTN3ALINA

m JInxopagka.

m [1pnsHaku andpdysHoro nopaxeHunsa LIHC.

m [ eMONMNTUYECKUN KpU3.

m AKTMBHbIE POPMbI BOSTHAHOYHOIo HedpuTa.
m [s)Kenaqa conyTCcTByloLLad NaTtonorms
(neroyHoe KpoBOoTeYeHne, MHPapKT M1MokKapaa,
XKenyngovHo-KMLLeYyHoe KpoBoTeveHue 1 ap.).



CtaHOapT oKka3aHund nepBUYHON
MeaNKO-CaHUTapPHOU MOMOLLN
00fbHbIM C CUCTEMHOW KPAaCHOW
Bon4YaHkon (Ne654H;Ne 761H;
2012)



CtaHoapT MeaMLMHCKOU NMOMOLLMN
(B AHeBHOM cTaumoHape) Ne654H

dasa: nogaepxuBarLlas Tepanus
Ctagna: nobasa

Ocno)xHeHnsa: B 3aBUCMMOCTU OT
OCINOXXHEeHNU

YcnoBua okasaHnga NnoMoLLn: AHEBHOW
cTauunoHap

dopma: nnaHoBas
CpeaHas npoaomKnuTenbHOCTb: 30 AHEN



CtaHoapT MeaMLMHCKOU NMOMOLLMN
(ambynatopHas) Ne 761H

dasza: nwbag
Ctagna: nobasa

Ocno)xHeHnsa: BHe 3aBUCMMOCTU OT
OCINOXXHEeHNU

YcrnoBua okasaHuga nomoLln: ambynaTtopHas
dopma: nnaHoBas
CpeaHasa npoaormKnTenbHoCcTb: 230 AHEN



CucmeMHasi ckriepooepMust



«...20J7108a CO8EepPUWEHHO
ebicoxwasi, oOOHoUe8emmHasi,
6poH308asi, HU Oamb, HU
835imb - UKOHa CMapUHHO20
nucbma: HOC yY3KUU KakK
Jie3sue Hoxa, 2y6 noymu He
8UOHO, JTUUO cmpauwHoe
HeobbI4YHoe... o
Memasnsiu4yecKuM weKam
cusiumcsi U He Moxxem
pacnnbimbcs ynbibKa...,
MeOJIeHHO nepebupasi
nasbyamMu, Kak nasiodkamu,

dee KpouweyHble py KK 2R Rrowu». N.C. TypeeHes, 1874
6poH308020 usema»




OnpepeneHuve

Sclero — ynnoTHeHUe, derma - KOXa

nporpeccupytoLlee norMcMHApPoOMHoe 3aboneBaHune,
B OCHOBE KOTOPOro NEXNUT NopaKeHne COeaANHUTENTBbHOM
TKaHU ¢ npeobrnagaHmem ombposa n cocynos No Tuny
obnNuUTEpPUpPYIOLLEro dHAApTEPUONNTa C
pacnpocTpaHeHHbIMK Ba3oCcnacTU4ECKUMMU
HapyLEeHNSIMN




anvugemMmumonorus

* boneT NpenmyLLEeCTBEHHO
XXEHLLUUHBI

* My>XUMHBI : )XeHLUWHbI = 1:3
* Bo3pacT 35-64 nert
* KpanHe pegko oo 30 net



dTUonorus

BI/IpyCHaFI N HacliegcrtBeHHad Teopmn B COHETAHUN C

NPOBOLIMPYHOLLMMU dbakTopamu

e Xumunyeckume paktopbl (ANMMEHTaApPHbIE,
NPOMBbILUNIEHHbIE, MEOUKAMEHTO3HLIE)

* UHdpekuus (Bnpychbl)

 BHewHecpenoBbIe (oxnaxaeHne, Bubpauus,
TpaBma)

e DHOOreHHble (HEMPOIHAOKPUHHbBbIE COBUMN, CTPECC,
bepeMEeHHOCTb, KIMMakc)



laToreHes

 HapyweHusa condpooodpaszoBaHus
yBennyeHmne BMoCMHTE3a KosnareHa,
reHepann3oBaHHbIV hnbpos

® MMMyHHbIe N3IMeHeHUA
AT K pasnnyHbIM KOMNOHEHTAM COeANHUTENBHOW
TKaHW (KonnareH, naMmunHun), aHTuHykneapHole AT

e HapyweHunsa MUKpOLNPKYNALUU
oonMTEPUPYIOLLNA 3HOAPTEPUONUT, UHTUMATbHAS
nponudepauns rnagkoMbilLEYHbIX KNETOK,
HapyLleHNE PEOoNorM4eCcKknx CBOUCTB,
MUKPOTPOMOO3b




[lnarHocTuka

C- KanbuUMHO3
R-cuHgpom PenHo
E- 330parnt
S-cKknepogakTUnms
T-TeneaHrnakrasumu



CknepoTn4yeckoe nopaxeHue KoOXxu

[lpenmyLecTBEHHO NNLO N KNCTU

Ctagunu

1. lNNOTHBIN OTEK - «COCUCKOODpasHbIE» NasibLbl,
CUMMETPUYHbIN, DONE3HEHHbIN

2. lHaypauus — koxa nnoTHas - MackoobpasHocTb nuua (bes
MUMWKWN, CKNaaKn 1 MOPLUMHBbI PasrnaXknBatoTcs),
NMUrMeHTauua YyepeayeTcs ¢ AenurMeHTauuen,
TeneaHrnakTasum Ha nuue u rpyam

3. ATpodusa — KOXKa HaTSHYTa - «ITUYUN KINHOB», «KKUCETHbLIN POT»,
crmbaTenbHble KOHTPaKTYPbl, CKNEPOAAKTUIINS, YKOPOYEHUE
KOHLEBbIX dpanaHr (ocTeonuns), Tpopunyeckme HapyLleHns
(M3BbA3BNEHUSA KOXK, 0bnbiceHne, Aedopmaums HOrTeN),
«KUBble MOLLKM» (KaxeKkcna n mymudpmnkaumns)



NMNopaxeHnue nuua npu CCA




KucetoobpasHble CKnaakm BOKpyr pta




CknepopakTunus, crudbateribHble KOHTPaKTYpPbl
nanbLUeB




CuHgpom PeunHo

Basocnactunyeckune obpatnmMmblie CUMMETPUYHbIE
peakunmn Kucten n cton, ryd, A3bika, BucLepanbHbIX

OopraHoB (Nerkux, cepaua, no4yek) npu oxnakaeHuu
n/Unun cTpecce

1. CTagmns nobnegHeHus (6enbiin)

2. LUlnaHotnyeckaa ctagusa (CMHUN)

3. CTagua rmnepemumm (KpacHbIW)

4. HekpoTuyeckasa ctagusi (HeobpaTtmma)

[Mpn 60re3Hn PenHo HET NopaXeHnst BHYTPEHHMUX OpPraHoB



CuvHagpom PenHo




CycTtaBHOU CUHOPOM

* [lonnapTtpanrun

* [lonnapTpuT c pa3BUTUEM KOHTPAKTYP
(peBmatomngononobHbIn, HO ¢ NpeobnagaHne PUOPO3HbIX
N3MEHEHWNN N OTCYTCTBUEM BbIpaXXEHHOM OECTPYKLNU
cycTaBoB). KOHTpaKTypbl CBA3aHbl C BOBIEYEHNEM
nepuapTUKYNspHbIX TKAHEN



[MopaxeHue KOCTHO-MbILLEeYHOU CUCTEMbI

 [lopaxeHune KOCTeN — pe3opOdLnA KOCTHON TKaHU

— OCTEOSIN3NC HOITEBBLIX (panaHr (KpanHe peako pes3opbuus
rpyavHbl, y4eBOU U NOKTEBOWU KOCTN)

— CBSi3aHbl C COCYOUCTO-TPOPUYECKMMU HApPYLLEHNAMMU
e KanbUuMHO3 MATKNUX TKAHEN
— nanblbl PyK 1 NEPUaAPTUKYIIAPHO

— Oenble o4arn NPocBe4YMBalOTCA Yepes KOXY Unm
BbISIBMSAOTCA NMPU peHTreHorpadoum

 Mno3nTt nHTepcTUumManbHbIN UM NONMMMNO3NUT C
pa3BUTMEM aTPOdP UM MblLLIEYHbLIX BOJTOKOH

— MbILLEYHble 00nMu 1 MbllLlevyHasa cnabocTb



OcTteonusunuc n KanbUMHO3 AUCTaNbHbIX hanaHr




MopaxeHue nNuieBapUTeribHOro TpakTa

o D30darut
— aucdarus
— pedonoKc-a3odarnT
— Ha R-ckonuun ¢ bapmnem anddysHoe paclumpeHune
NULLIEBOAA, CY>XEeHNe B HUXKHEN 1/3, ocnabneHue
nepucTansTUKK
« [lyoOoeHWUT, SHTEePUT, KONUT
— HapyLwleHne nepucTanbTUKK
— HapyLweHue BcacbiBaHMSA — CUHOPOM Manbabcopbuum

— paclumpeHue NpocBeTa KULLIKK, CTa3 coaepXumMoro,
ancbakTepunos

— B3OyTHeE XunBoTa, 605nm, 3anopsbl, BMAOTb 40 KULLEYHOW
HEeNPOXOANMOCTU UNKN Jnapes




[TopaxXeHue no4yek

* OcTpasg HedponaTus

— VIcTuHHaAa cknepogepmmnyeckas nodka —
reHepanm3oBaHHOE Nnopa)eHne apTepunos NoYeKH
pa3BUTUE KOPTUKAIbHbLIX HEKPO30B

— OcTtpbIn noyeyHbIn kpn3 (Ol'NH): onuroaHypus,
NpoTEUHYpUA, 3nokadecteseHHas Al, peTuHonaTus ¢
KPOBOUIMUAHNAMMN U OTEKOM COCKa 3pUTENBLHOIO HEPBA,
SHUedanonartuga

« XpoHuYeckas Hedponartums

— [NopaxeHune cocyaoB KIyOo4KoB, KaHambLIEB 1 CTPOMbI
noyek

— CnMnTomaTtuka XpOHNYECKOro rriomepyrnoHedputa —
nNpoTenHypus, Mukporemartypus, Al, CHUXKeHMEe CKOPOCTH
KrnyooukoBon unetpaunmn, XIMH




[lopaxeHue gpyrux opraHoB

* OpraHbl AbIXxaHWUS

dmnbposnpytownm anseBeonuTt, Anddy3HbIv NHEBMOGNOPOS,
nerovyHas runepTteHsns. KnmHuka — ogbillka, Henpoa4yKTUBHbIN
Kallenb npu omsnyeckon Harpyske, ayCckynstaTMBHO
Kpenutauus

« Cepalle
KapanocKnepos, kapagnomeranug, aputMmmmn, BHesanHas

CMepTb, cepaeyHasd He4OCTaTOMHOCTb, CKINepoaepMmnU4eCcKnm
nopok — HMK

 HepBHag cuctema

nonuHenponaTna (0onm B KUCTAX U CToMax, HapyLleHne
YyBCTBUTENBHOCTW B BUAE rMNEP N TMNOCTE3NN, CHUXKEHUE
CYXOXUINbHbIX pednekcoB), TPUreMeHUT (BocnaneHue
TPOWHUYHOIO HepBa)




JononHuTenbHbIe NPU3HAKN

 CHMWXeHne maccbl bonee, Yem Ha 10 Kr
* YBennyeHne COO bonee 20 mm/4ac

* rmneprammarsiodynmHemMmums cebliie 23%
o AT k AHK

 Hannumne PO (40-50%)

 Hann4ume aHTKU-Scleroderma-70 (cneundunyeckne
AHA)

« Kanunnapockonunyeckue npusHakm CCL

(LUMpOKOMONbHAA MUKPOCKOMNUS HOITEBOIO NoXa) —
pacLUMPEHNE U U3BUTOCTb KanuUnnsapHbIX NeTesb,
yYMeHbLUEHNe Yncna Kanunnsapos, remopparmm



OnarHocTtu4yeckue Kputepum (ARA)

 bonbLWoON KpUTEpUN
- NPOKCUMarnbHas cKkrepoaepmms
(cknepogepMmnYeCcKoe NopaKeHne KOXu
NpoKcMaribHee NACTHOoManaHroBbIX Unu
nnrocHedanaHroBbIX CyCcTaBOB)

 Manble Kputepumn
- CKnepoaakTunums
- AA3BOYKM UNN PYOHNKM HOTTEBBLIX dpanaHr
- ABYCTOPOHHWIN B6a3arbHbIn NHEBMOMPNOPO3

[lnarHo3: «bonbLLOn» + 2 «ManbIX» KpUTEpUS

Ha paHHuX ctagusix 3aboneBaHns KpUTepumn He
paboTatoT



KnaccudmkaumnoHHblie kputepumn CC 2013 (9
6annoB=CC)

napamMmeTpbl BapMaHTbl NMPU3HaKoB m

YnnotHeHune KoXxun obeunx 9
PYK BbIlUE MACTHO-
c¢phanaHroBbIX CycTaBoB

YnnotHeHue n ytonuweHne OTekK nanbLes, 2

KOXW nanbuesB BCe nanbubl AUCTanbHee 4
Nnoc

AOvrutanbHas nwemus A3BOYKHK 2
pPyo4YmMKm 3

TeneaHrnakKrasumm 2

Kanunnsapockonu4yeckue 2

U3MHEeHUs

UHTepcTUumanbHoe 2

nopaxeHue nerkux/J1AIr

Cneuundomueckne AT 3
(QaHTMUMTOMEpPHDIE,

aHTUScl-70, RNA

nonMmMmepsHble

PeunHo 3



KnnHnyeckue dopmbl CC

OuaroBasi (MIMMUTMpPOBaHHAas) cknepoaepMus (nopaxeHune Koxun 6e3

BOBNEYEHNSI BHYTPEHHUX OPraHoB)
KonbueBnaHasa — BocnanuTernbHble OMsILIKM Ha KOXe TyrnoBuLLa
INMvHelHas — Nnonockl YNNOTHEHUS KOXM HA KOHEYHOCTSAX MO TUNY «yaapa cabnen»

CucrtemHasa cknepoaepmus

OudpysHas (reHepann3oBaHHbI PUOPO3 KOXK +
BUCLIepanbHble NopaXxeHuns)

JNlumutnposaHHasa (CREST cnHOpOM — KanbLUMHO3, CUHOPOM
PenHo, azodharut, cknepogaktununsa, TerieaHrnakrasnm)

[MepekpectHasa (CCO v PA; CCO v AM/TTM)
BucuepansHasa (nopaxeHne BHYTPEHHUX OPraHoB)
FOBeHUNbHas (BblipaXXeH CyCcTaBHOW CUHOPOM)



Bapuantbl TedyeHuna CCL

e OcTpoe (lll cTeneHb aKTUBHOCTH)
(ObICTPO nporpeccupytoLlee)

* [lopocTpoe (Il cteneHb akTUBHOCTH)
(ymMmepeHHO nporpeccupyroLiee)

e XpOHUNYECKOe (I cTeneHb akTUBHOCTH)
(MeaneHHo nporpeccupytoLlee)



CteneHb aktuBHoctTu CC

1 cTeneHb aKTUBHOCTU: PYHKLMOHANbHbIE
cKknepoTtunyeckue, guctpodunyeckme
N3MEHEHUS pas3nnYHbIX opraHoB 6e3
3HAYUTESNbHbIX U3MEHEHNI rTabopaTOPHbIX
TECTOB

2 cTerneHb aKTUBHOCTU: UOPO3HbIE
N3MEHEHUSA Pa3NMYHON NIoKannsauum c
npeobnagaHnem nponmdepaTuBHbIX
N3MEHEHUN (MHAOYPALUA KOXN, NONMapTpuT,
donMOPUHO3HBIN NNEBPUT, KAPANOCKNEPOS3,
930dparnT) ¢ nabopaTtopHbIMU N3MEHEHUAMM.

3 CTerneHb akKTUBHOCTMU: Ninxopaaka +
nopakeHne opraHoB + flabopaTopHbIe
N3MEHEeHNd



[1narHo3 (M34)

OcHoBHOWU: M34.1 CncrtemHas
cKknepogepmud, NnogocTpoe TeveHune,
aKTMBHOCTb Il cTteneHn. CuHapom PenHo.
NHTepcTuymanbHbin UbpPO3 nerkux,
donbpo3HbIN 330 arnT.

OcnoxHeHua: IH 2 cT. JleroyHasa
rmnepTeH3unsa 2 CrT.



Tepanua CCL

 AHTUPNOpPO3HLIE CpeacTBa

— O-neHnumnnamuH (KynpeHusn) 250-1000 Mr/cyT He MeHee
6-12 Mec, 3aTeM noaaepxueatowine o3l 250-300 Mr/cyT
2-5 net

— YHUTHOonN 5% 5-10 mn B/M 4Yepes aeHb N 20-25 (2 pasa B roa)

— Mapekacon B Buage tabnertok 20 Mmr/cyT unu boree
ado(pekTMBHA Ma3b Ha 06NacTb I3BOYEK NanbLEB PYK



Tepanua CCL

« CocygucTble npenapartbl npu cnHapome PenHo
(BasogunaTtaTopbl, aHIMONPOTEKTOPbI, aHTUarperaHThbl)

— AHTAroHuCTbI Kanbuua (HUdOegunmH)

— NAlo

— [leHTOKCUUNNKUH (TPeHTan)

— Ounupmnoomon (KypaHTun)

— PeononurntoknH

— TuknonunavH

— AnbnpocTtagun (cnHtetTundeckum aHanor [l7) (Ba3onpocTaH -
cuHTeTUYeckmnn aHanor ['l') npu Taxkenom cocygucTom
NnopaxeHunu

* JlokanbHaa Tepanus

— [Jumekeung (annnukaumm)

— Mapgekacon (Ma3b) Ha obrnacTb A3B

— Jlnpasa (dooHodhopes)



Tepanua CCL

* [poTBOBOCNanuTenbHbIe NpenapaThbl U

MMMYHOOENpeCCaHThbI

— KopTukoctepounabl (10-30 Mr) Nnpu BbICOKON aKTUBHOCTU
CC/Jl, noBbIWAOT PUCK pa3BUTUA NOYEYHOIO Kpn3a

— Uunknodocdamma npu Boicokon aktuBHocTn CCl,
BbICTPOM NporpeccnpoBaHum, pubposnpyroem
anbBeosinTe

— AMWHOXMHOMNHOBbLIE (Aenarunn, NakBeHus) npu
XpoHnyeckom tedeHumn CCL

e JKCTpaKopnoparibHaa Tepanus
— lNnasmadepes, remocopobLUA

 banbHeoTtepanusg, JIPK, maccax
npu oTcytTcTBum aktnsHoctn CCL



Tepanusa cuHgpoma PenHo

[lep>xaTb pyKN 1 TENO B TENe (paHHee HoLleHMe nepyaTok)
BaHHOYKM C TENNON BOOOWU
BpocuTb KypuUTh

Basoaunartartopbl — aHTAroHUCTbI Kanbuna (HUdeaunmH)
NAlo®

AcCnnpuH 125-250 Mr/cyT Unm TUKNoNuAuH (4Ns yMeHbLUEHUS
arperauum TpomMooLmTOoB)

[TeHTOKCUUNNKWH (TpeHTan)
Ounupungomon (KypaHTun)
PeononurntoknH

Ma3sb C HUTPOrMUUEPUHOM Ha NopaXKeHHble Y4aCTKMN KOXU 3
p/AeHb Ha 20 MUHYT

[1pn TAXKEenom TedeHnn B/B anbnpocTtagmnn (Bas3onpocTaH)



NNeyeHue ocnoXxHeHUU

[ToyeyHaa HegocTaTtoyHOCTb — MATD (KanTonpwun,
QHananpwn)

Oucdarmna — meToknonpamma nnu MOTUINYm
Pedntokc-a3odarnt —omenpasorn

[TopaxeHune TOHKOro kmwedHuka —Ab (unnpodnokcauuH,
aMOKCULMNNWH, METPOHMAA30/1), METOKIONPaMna

NHTepcTnunanbHbIN NerodHbin pmndpos — npegHn30roH +
LMKnogochamug

IleyeHune cepgeyHon HegoCTaTOMHOCTN — MO
OOLLENPUHATBLIM CXeMaMm

[Tpn HapacTaHn PUBPO3HLIX UBMEHEHMI BCE NpenapaThbl
CTAHOBATCA HEAPEKTUBHBLIMU



CtaHoapT MeaMLMHCKOU NMOMOLLMN
(ambynatopHo) Ne1460H; 2012

dasza: nwbag
Ctagna: nobasa

Ocno)xHeHnsa: BHe 3aBUCMMOCTU OT
OCINOXXHEeHNU

YcrnoBua okasaHuga nomoLln: ambynaTtopHas
dopma: nnaHoBas
CpeaHasa npoaomKNUTeNbHOCTb: 183 AHA



NnoJiIMMnoO3unT

XpPOHUYECKOE BOCMNalrinTesribHoe 3aborneBaHue

C MPEeUMYLLECTBEHHbIM NOPaXEHNEM CKENETHOW
MYCKynaTypbl

[TonumMnosnT — oTcyTcTBUE nopaxeHus Koxun (30%)
[lepMaToOMUMO3UT- C NOPaKEHNEM KOXMU



Knaccudukauums

* Nononatnyeckun AM/I'NM

e [IM/OM B coyeTaHun co 3rI0Ka4eCTBEHHOW
onyxonbio (20-30%)

* BropuyHbin AM/T'M (MHDeKUuna — BUpYChil,
PUKKETCUN, TOKCONNa3ma, TPUXUHenNnes,
LMCTULIEPKO3; NTeKapCTBEHHbIE CpeacTBa -
NeHNUnIaMNUH N TOKCUHbI)



Cou4etaHue INMM/OM c onyxonamu

* Pak nerkux, xenyaka, An4HMUKa, MOJNOYHbIX Xenes,
noa)kenyanodHou Xxeneabl, NPy XOmXUHCKOU NMumdome

« PekomeHgyemoe obcnegoBaHue: aHanm3 Kkana Ha
CKPbITYIO KpOBb, 0630pHasa peHTreHorpaMmma rpygHow
KNeTKn, MaMMorpamMmma, ctaHgapTHble nabopatopHble

TECTbI



nnaemMuornorus
nanonatudyeckoro AM/I'MM

« 3aborieBaeMoCTb coCcTaBnseT 2-10 criy4aeB Ha 1 MIH.
HaceneHus

« HabnopatoTcs 2 Bo3pacTHbIX NMKa 3aboneBaeMocCTu:
B 10-15 neT n B 45-55 net

« COOTHOLLEHNE MY>KYMH W XKEHLLMH cocTaBnsaeT 2-3:1



dTuonorus

* Bupychl (nnkapHoBUpychl, Kokcaku)
* [eHeTn4yeckmne dpakTopbl

(HLA D8, DR3)
* 30bITOYHbIE (PMN3NYECKNE HArPY3KU



laToreHes

» [lncbanaHc KNeToO4YHOro MUMMYHUTETA (NosABeHNE
ayToAT)

* [logBneHne MnosnT-cneundunyeckmnx aHtuten (4
rpynnbl)

* LintoknHel (UJ1-2, NJ1-14)



[TopaXeHne mMbiLlL,

CuMmMeTpuyHasa crnabocTb NPOKCUMAanbHbIX MbILLIL
KOHEYHOCTEN U MblILLL, Y4aCTBYOLNX B crnbaHmnm
Lewn

[TopakeHne MbiILLL, FMOTKU, NULLIEBOAA, TOPTaHU —
ONcOoHNSA, HapyLLEeHWe rMoTaHns, NPUCTYI KaLlss

Penko — nopaxeHne AUNCTalribHbIX rpynn MblLLL,

MexpebepHblie MbillLbl 1 Agnadparma —
HapyLleHne BEHTUNALUN NErknx, NTHEBMOHUN

bonesHeHHOCTb MbILUL, NPU Nanbnaunum, OTEYHOCTb
C nocneaytouwen atpodunen



[TopaXXeHne KOXu

[ennoTponHas» aputemMa - nepuopouTenbHbIN OTEK N puTEMA C
NUNOBLIM OTTEHKOM B BME OYKOB (3pUTEMATO3HO-NATUCTASA ChiMNb B
obnacTtu BEpXHUX BEK, CKYI, KpblfIb€B HOCA, HOCOryOHOM CKInaakuy,
rpyaun, CnuHbl, NOKTEBLIX, KONeHHbIX, [P 1 INM® cyctaBos)

[Tanynbl [OTTpOHa (3pMTEMATO3HbIE Wenywaumecd NaTHa Hag
pa3rndatenbHoM NoBepXxHOCTLIO [P 1 MM cycTaBoB NanbLEB PYK)

[MoKkpacHeHWe U LenyLLIEeHWe KOXM NaJoHen («pyka MexaHuKa» Unm
«pyKa MalnMHUCTa»)

TpeLUMHbl Ha KOXe noayLueYek nanbues («pyka MacTepoBOro»)
NCTOHYEHHOCTb, TOMKOCTb HOITEN

YepenoBaHue o4aroB NnMrMeHTauum u AenmMrmeHTaumm
OkonoHorTeBas apuTemMa, KyTUKynspHasi runeptpodus
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[lopaxeHue cycTtaBoOB

» «Menkune cyctasbl kucteu (MNP, [TMO),
nyyes3ansAcTHble, pexe NOKTeEBbIe, NievYeB:kle,
KONEeHHble

 CUMMETPUYHOE NnopakeHne (HarnomunHaet PA)

* OTeK, NOKpacHEeHUe KOXWn, 60rne3HeHHOCTb,
orpaHnyeHmne nogsmxHOCTM 6e3 aeopmauunn.
Obpatumsbl npu npneme K



Kanbundukaumna

* [1pn XxpoHnyeckom roBeHunsHom M

* Jlokannsauymsa noaKkoXxHo, BHYTPWUKO>XHO UJTN B
coeanHUTENbHOU TKaHU BOKPYI MbILLUEYHbIX
BOJ1IOKOH



KIMHUYECKAA KAPTUHA

IbixaTenbHasa cucremMa - UHTepcTuumanbHoe
nopaxxeHue nerkux (5-10%), acnupaunoHHas
NMHEBMOHUA, PMOPO3NPYOLLMA arnbBeosninT, clnabdbocTb
OblXaTenbHbIX MbILLL, Nero4yHasa runepTeH3ngd

Ceppaue: MMOKapauT N HapyLLEHUS pUTMa U
NMPOBOANMOCTH

Cuctema opraHoB nuiwieBapeHuna (10-30%):
HapyLwleHne MOTOPUKM NuLLeBoaa, nepdgopauns
KULLIEeYHUKa

Cocyabl: ceTyaToe nuBeno, peHomeH PenHo
(20-40%), N3BA3BNEHUA KOXU

[Mo4ykun — peako - rmomepynoHepuT



OuarHocTtnyeckue Kputepum (ARA)

* TuUNMYHbIE BbICbINAHUS HA KOXEe
* Mbiwe4yHas crnadbocTb NPOKCMMaAllbHbIX MbILLUL, KOHEYHOCTEN

 [loBbllLEeHNE aKTUBHOCTU MblLLEYHbIX pepMeHTOB (KDK,
muornoodwuna, AcT n AnT, J1OI", anbaonasa)

« PesynbraTtbl HEBPOMOrnyecknx nccnegoBanum (OMI —
CHMXXEeHNEe aMnnnTyabl OMOHaANPSXKEHUN NOPAXKEHHbIX MbILLILL)

 Buroncusa mMbillL, - BocnanutensHasa MHUNLTpauma B
COYETaHUU C HEKPO30OM MbILLEYHbIX BONTOKOH U KX
pereHepaumemn

OdononHuTenbHbIE
« KanbumHo3
« [lncdarus

NunarHo3 [1IM: 3 OCHOBHBbIX + CbINb
OunarHo3 NMM: 4 ocCHOBHbIX 6e3 cbInu



JlabopaTopHana onarHocTuKa

* [1oBbILLEHMNE aKTUBHOCTWN MbILLEYHBIX EPMEHTOB
(KOK, MmnornodbuH)

* [loBbiweHne COI (y 50% OONbHbLIX)

* AHTUHYKNeapHble aHTuTenNa (50-80%)

 AHTUTENAa K cnHTeTase (aHTu-Jo-1) T

* AHTU-SRP-aHTUTENA (aHTUCKUHTA3HbIE LUITAf) cneundmy

* AHTU-Mi-aHTUTENa- aHTUAOEpPHbIE A
(covyeTaroTcs ¢ kKnaccuyeckum M)



OVNATHO3 (M33)

OcHoBHOM: M33.1 Mononatmnyeckunun
OEPMATOMUO3UNT, NOOOCTPOE TEYEHME,
MaHUMECTHbLIN nepuog, Il cTeneHb
aKTUBHOCTU; 3pUTEMA KOXWN,
napaopbuTtarnbHbIN OTEK, MblLLEYHAS
TeTpannernsa, nopaxxeHmne MbliLLL, FMOTKN,
ropTaHu, nueBsoaa, gmadparmeil,
ancdarus.

OcnoxHeHus: AcnnpaumoHHast MHEBMOHMUSI.
[H 3 cT.



[lnarHo3

OcHoBHOU: C50.Pak mono4dyHoun xenesbl |l
cTagun.

OcnoxxHeHuna: NapaHeonnacTnyYeckmn
0epMaToMNO3UnT, NOJOCTPOE TEYEHNE,
MaHNMECTHbIN Nepuog, Il cTeneHb
aKTUBHOCTU; 3pUTEMA KOXW,
napaopouTanbHbIN OTEK; MOpaXeHune
MbILLIL, FMOTKWN, rnas.



INTeyeHue

[ NtOKOKOPTMKOCTEPOUAbI

— NMPeAHnU30nNoH, METUNNPEOHN30NOoH 1-1,5 Mr/Kkr/cyT B 3
npunema

— Nyrnbc-Tepanus
— nogaepxueatowaga gosa 'K 15-20 mr/cyT
LinToctatuku

— MeToTpekcar 7,5-30 mr/Henento

— asaTUonpuH 2-3 Mr/Kr/cyT

— BcoyvetaHun c K

LinknocnopuH A - 5 Mr/kr/Heq

MMMyHOrnobynunH B/B B BLICOKUX J03aX, KypcC 3-4
MecsLua Npu TAKeNoM pe3nCTeHTHOM Te4YeHUun

QKCTpakopnopanbHble MeToabl (Nna3madepes)

AKTUBHasa peabunmtayms (ynpaxxHeHns Ha
YKpensieHne MblLLL)



akcnepTtusa HeTpyaocnocoobHocTn A3CT n CB

* [1pn ocTpom TedeHUn anddy3HbIX OONE3HEN
coegnHutenbHou TkaHu (ObCT) n cuctemHbix
BackynutoB (CB) anutenbHocTb BY T konebnetcs ot 3
10 6 MecsaLleB.

 JINCTOK BpEMEHHOW HETPYAOCMNOCOOHOCTH
NpoaneBaeTcs NPU CHMKEHUN KIMMHUKO-NabopaTopHON
aKTUBHOCTM npoLiecca, bnaronpuaTHOM KIMMHNYECKOM
N TPYyOOBOM MPOrHo3e c nepuogamm
OCBUOETENBLCTBOBAHNSA DONLHOIO HE pexe YemM 4Yepes
30 AHeWN.

* [1pn CTOMKO BbICOKOW aKTUBHOCTU 3aD0MneBaHms U
HU3KON 3 PEKTUBHOCTU NPOBOANMON Tepanuu,
HarnM4yMm BUCLIEPUTOB CO 3HAYUTESIbHbIM HApPYLLUEHUEM
doyHKLNM NopaXKeHHbIX OpraHoB 60sbHbIX HaNpPaBnsawT
B bBMCDO, He yBenn4iuneasa cpoku BYT.



Kputepum BocCTaHOBMNEHUS
TPYOOCNOCOOHOCTH

KIMMHN4YeCKne npmn3Hakm CHU>KeHNA akKTUBHOCTHN (oo |
cTeneHu) unu pa3BUTUE peEMNCCUNN 3aboneBaHus;

NCYE3HOBEHME CEepPO3UTOB, MMO3UTOB, KOXKHbIX
nopaXxeHWU, 3KCCyaaTUBHbIX U3MEHEHNU CYCTaBOB Mpu
BO3MOXXHOM COXpaHeHnn 6oren B HE6OSbLLOM
KOSindecTBe CycTaBoB 0e3 BblpaXXeHHOro yMeHbLUEHNS
obbema ABMXEHUN B HUX;

OTCYTCTBUME LE-KNeToK, aHeMnKN, NENKONEHNN U
TpoMOOLMTONEHUN B aHANM3ax KpoBu, HopmMmarnm3auus
«OCTPOda30BbIX» NOKa3aTenem;

HOopManusaymsa UMMYHONOrM4YeCcKnx nokasareneu
(TUTPOB @aHTUHYKNEeapHbIX aHTUTEN, aHTUHEUTPOMUITBbHbLIX
umMTonnasmarudecknx aHtuten, aHtuten Kk JHK, ypoBHa

|l ITNK MMMVHOIOOVIMHOR KOMONemMeHTa n nn )



[MpoTnBONoOKa3aHHbIe BUAbLI U YCIIOBUA TpyAaa
BonbHbIiM ¢ ABCT u CB npoTnBOonokKka3saHbl

paboTa B HebnaronpuUsaTHbIX METEOPONOrMYECKUX U
MUKPOKNUMAaTUYECKMX YCNOBUAX (MLHCOMSALNS, BbICOKast UNu
HU3Kasa TemnepaTtypa, pe3kue nepenagbl TemnepaTypbl 1
aTMocdepHOro AaBneHus, Bbicokas OTHOCUTENbHAaS
BNa)KHOCTb, 3aMnbINEHHOCTb, 3ara3oBaHHOCTb BO3ayxa 1 Ap.);

paboTa Npu HaNM4YMM KOHTaKTa C annepreHamn un
TOKCUYECKMMM BELLIECTBAMMU, PEIKMMM 3anaxamMu;

paboTa npu Hann4num npodpeccmoHanbHbIX BPEAHOCTEN
(peHTreHOBCKOE, yrnbTpadmoneToBoe obnyyeHue, obLias u
MECTHasa BUbpaums, runokcus);

paboTa, cBA3aHHAas C BbIHY>KAEHHbIM MOMNOXEHNEM Tena,
brKCUpPOBaHHBLIMW NO3aMU;

TPYA CO 3HAYUTENbHBIM HEPBHO-NCUXNYECKUM U (PUINYECKUM
nepeHanpspkeHnewMm;

paboTa, TpebytoLas HanpPsXXeHNS 3PEHUS.



[MokazaHua gna HanpaBneHnsa 0OrbHLIX B OKOPO
MeaunKo-coumaribHOM 3KCNepTU3bl

* MPU OCTPOM N NOAOCTPOM TEYEHNUN CUCTEMHOW KPAaCHOW
BOMNYaHKU, CUCTEMHOW CKNnepoaepMum,
oepmaTtonorimmmosnTa U CUCTEMHOIo BacKynuTa co
cpegHen 1 BbICOKOW CTENEHbIO aKTUBHOCTWU, CUHOPOMOM
PenHo, cocyanuctbiMu nopaxeHnsamm, Tpodpmnyeckumum
paccTpoNCTBaMU KOXN KOHEYHOCTEMW;

* MPU HANN4YUN MHOXKECTBEHHLIX BUCLIEPUTOB C
HapyLweHneM QYHKLUN NopaXKeHHbIX OpraHoOB U HU3KOW
9P PEKTUBHOCTLIO NPOBOANMON Tepanuu;

* C XPOHUYECKUM TEYEHNEM 3aboieBaHNN, yMEPEHHBIMU
N3MEHEHNSIMN ONOPHO-ABUraTeNIbHOro annapara u
BHYTPEHHUX OpraHoB, paboTatoLne B
NPOTMBONOKa3aHHbLIX BUAAX U YCNoOBUSIX Tpyaa.



CtaHpgapTbl oO0cnegoBaHuA Npu
HanpaBrieHUn B OIOPO MeaUnKO -

couuaribHOn 3KCNepPTU3bI

oOLLIEKNTMHNYEeCKOe nccregoBaHne KpoBu U MOYU;

brnoxnmmnyeckoe nccnegoBaHme Kposu: C-peakTUBHbIN
6enok, cmanoBble KNCIOTbl, PUbpUHOreH, odLmmn 6ernok un
benkoBble dopakuum KpoBu, kpeaTuHuH, AJTT, ACT, AT,
KpeaTUHKMHa3a;

NMMYHOJTOrM4ecKkoe nccnegoBaHne KpoBu C onpeneneHmem
LE-KNETOK, TUTPOB aHTUHYKNeapHbIX aHTUTen,
aHTUHENTPOMUNbLHBLIX LUTONIa3MaTUYEeCKUX aHTUTen,
aHtuten Kk AHK, yposHsa LUK, nmmyHornodynunHos,
KoMnnemMmeHTa u ap.;

PeHTreHorpagunsa opraHoB rpyaHOWU KNETKU;
KT
axokapauorpagus.

NcTouHuK: http://medbe.ru/materials/revmaticheskie-zabolevaniva-raznoe/ekspertiza-vremenn
ov-netrudosposobnosti-diffuznye-bolezni-soedinitelnoy-tkani-i-sistemnye-vaskulity/
© medbe.ru




CaHaTopHO-KYpOPTHOE NevyeHune

He noka3zaHo!!!



CtaHoapT MeaMLMHCKOU NMOMOLLMN
(ambynatopHo) Ne1463H; 2012

dasza: nwbag
Ctagna: nobasa

Ocno)xHeHnsa: BHe 3aBUCMMOCTU OT
OCINOXXHEeHNU

YcrnoBua okasaHuga nomoLln: ambynaTtopHas
dopma: nnaHoBas
CpeaHasa npoaoriKNTeNnbHOCTL: 365 AHen



"Monb3a om umerowiuxcsi 3HaHuUU

8 UX rnpumeHeHuu".
KoHopyuuu



