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JT10 rpymra 3a00JIeBaHUH,

XAPaKTCPHU3YIOLHUXCA
CUCTCMHBIM
Ill/l(ilq)}/SHble MMMYHOBOCHAJIUTEIbHBIM
IT K
3a00J1eBaHM S DPaReHUOM
v COCOUHHUTCIIbBHOH TKAHHU U
COEIMHUTEJIbHO
€€ MMPOU3BO/IHBIX.
tkanu ([I3CT)

J3CT o0beauHSIOT
NOCTATOYHO OOJIBIIOE
YUCJIO 3a00JIEBAHUM.



OundPpy3HblIe

3aboneBaHus
COeAMHUTEJIbHOU TKAHM

° CucTeMHan KpacHana son4yaHka (CKB)
° CucTteMHan cknepogepmusa (CCA)

° DepmatromuosuTt (OAM)

° MonuMmuosur (NMM)

° Anddy3Hbin hacumumT (OAD)

° CnHppom LLerpeHa

° MepekpecCTHbIA CUHAPOM

° PeunaMBUPYIOLWMUA NONUXOHAPUT

° AHTU(OCHONUNUAHBIA CUHAPOM

) ¥ O N



Oucddy3ubie 3abonesanunn
COeAMHUTENIbHOU TKaHU

©00mHOCTh NaToreHesa (HapymeHHe HMMYHHOTO TOMeocTasa B BH/IE
HEKOHTPOIIMPYeMOi BEIPaOOTKH ayToaHTHTEI B 00pa30BaHHA UMMY HHBIX
KOMIUIEKCOB aHTUI'€H-aHTUTEIIO, ¢ MOCIIEAYIONHM pa3BUTHEM TsKeIOH
BOCTIAJTUTEIbHON peakiini (0coOeHHO B MHKPOIMPKYJISITOPHOM pyclie,
HOYKax, cycraBax H Ip.).,

©CX0/ICTBO Moposiornaeckux uameHeHuii (pudpuHonHOE H3MEHEHHE
OCHOBHOTO BEIIECTBA COCMHUTEILHOM TKaHU, BACKYJIUTHL, JIUM(POUIHBIC U
IUIa3MOK/ICTOYHbIe HHWILTPAThL U 11p. )

°MHOTOCHCTEMHOCTD HOpPaXkeHust (KOKH, CYCTaBOB, CEPO3HBIX
000104eK, HOYEK, cep/uia, JIerkKux);

° neveOHBII H(hPeKT IMMYHOCYIIPECCOPHBIX CPEJICTB
(rmoxoxkopruxkonioB (1'K), mmrocraTtiukos).




CucremMmHasn
KpacHas
BOJZIMaHKa




° Berpeuaetcst BO Beex
reorpa(puuecKux 30Hax.

© PacipocTpaHeHHOCTh COCTARISIET
50-250 cayuaes Ha 100 ThiC.
HaceJIeHHS.

© Oxkoxo 80-90% 3abosieBIINX
COCTABIIAIOT KCHIIMHBIL.

© [Inx gebrora npuxojmTes Ha
BTOPOE-TPETHE JCCATUICTUE KU3HU.

¢ Bonee 70% moaeit 3ab0/1eBaoOT B
Bospacre o1 14 jo 40 ner.

CunctemMHasd

KpacHas
BOJIYaHKa




° MynbTUhakTOpHaA KOHLENnuus
(HacnepacTBeHHas,
MMMYyHONOrnyeckas, pakTopbl
OKpYyXaloLien cpegbl):

° BUPYChI

° Apyrue nHpeKLNoHHbIE areHTbl
°YOO

° NeKapcTBa

° KpeMHueBas Nbib (0cobeHHOo y
MY>XX4YUH)

° KypeHue

3TUONOrunA
CKB




Knaccundpukaum
a CKB

*Ocmpoe meuenue 3a001eBaHAS: OBICTPOE
Pa3BHTHE MYJIbTHOPTaHHBIX MPOSBICHUH. BKIIOYAst
nopaxxenue nouek u [{HC. u Bbicokas
HMMYHOJIOTHYECKAs AKTHBHOCTD.

°llooocmpoe mevenue: NOTHOPraHHAS
CHMIITOMATHKA Pa3BHBACTCS B TeUEHHE 2-3 JIET C
MOMEHTA IHOSBJICHHS NEPBLIX CHMIITOMOB, B Jie0loTe
yale NopakeHHe KOXKH H CYCTaBOB. 3a00/1€BaHHE
IPOTEKAET BOJTHOOOPA3HO, € NEPHOTHUECKHMH
00OCTpCHUSMH.

° [lepeuuno-xponuveckuii eapuarnm TCUCHUS:
MHOKECTBEHHbBIE OPIaHHbIE OPAKESHUSA NOARISIOTCH K
5-10 roay Gose3HM (AMCKOW/IHBIE BBICHITAHHS,
cuH/IpoM PeiiHo, apTpuT, reMaTo/IorHueckue
Hapyuenus). Yacro nabmonaercs npu coueranun CKB
H BTOPHYHOTO aHTH(OCHOINITHIHOIO CHHIpOMA
(ADC).



KnuHunyeckmne CMMnToMmbl:
CKB MOXeT nposiBNsiTLCA Pa3HOOOpa3HbLIMM CUMNTOMaMU

Cucrema CuMNTOMBI

OBwme YTOMNAeMocTs, Nuxopaaka (B oTcyTCcTBMe UHpEKL M), NoTeps Beca

KocTHo-MBiLIeYHaR
ApTpuThl, Bonbk B cycTaBax, MUO3UTLI

Ceine B Buae «6aboukn», dotroceHcubunmsaums, nopaxeHne CnMsucTolx

Koxa obonouek, anoneuvs, deHoMeH PeiiHo, Nypnypa, KpanuBHMUa, BacKyUT
Moukwm lemaTypus, NPOTENMHYPURA, ULMANHADYPUSA , HeEdPOTUYECKNIA CUHAPOM
XKKT TowHoTa, peoTta, Gonw B XuBoTe

Nerkue MnespuT, NeroyHas runepTeH3ns, NopaxeHne NEroYHoN NapeHxXmmei
Cepaue MNepukapanT, SHAOKaAPAWUT, MUOKapAUT

::zg::;n““ NumdageHonat™s, cNNeHOMEranusa, renaToMeranus

KpoeeTBopeHne AHemMusi, TDOMBOLUTO- K NelikoneHns

LIHC u MHC Mcuxos, cyAopory, CMHAPOM OPraHMUYecKoro NopaxeHus Mosra,

nonepeyHbIi MUENUT, YepenHo-MO3roBLIe HEBPONaTMM, NepudepruUeckoi
HesponaTun

ACR Ad Hoc Committee. Arthritis Rheum 1999;42:1785-96



NMpuuuH
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cCMepTH
00J/1bHBIX
CKB

NHhekunmn

BosYaHOYHbLIN HEpUT,
noyeyHas
HeAOoCTaTOYHOCTh, ee
OCJIOXKHEHUS

[Topa>xeHune cepaoeyHo-
COCYyaAUCTON CUCTEMBI

MopaxeHwne LUIHC




OuarnHocruyeckue kpurtepuu CKB SLICC (The
Systemic Lupus International Collaborating Clinics),
2012

“ 1. OcTpoe, aKTUBHOE NOpPaXXeHNe KOXMK:

e CbiNb Ha CKyNax (He yYMTHIBATCA AUCKOUAHLIE BbICHINaHNA)

¢ » BynnesHole BolCbiNaHng

© * TOKCUYECKWIA INUAePManbHbBIl HEKPO3 Kak BapuaHT CKB

© s MakynonanynesHas ceinNb

° » choToceHcubunnsayus:

‘= KOXHasA Cbilb, BOSHWKAWLWan B PE3YNbTaTe peakunv Ha CONHEeYHBIR CBeT, unn

— NOAOCTPan KOXKHAR BONYaHKa (HEMHAYPUPOBAHHLIE NCOPUA30hOPMHLIE /WK KPYTrOBLIe
NONUUMKINHECKWNE NOBPEXAEHUA, KOTOpLIE NPoXoAaT 6e3 obpa3oBanHma pybUOE, HO C
B0O3MOXXHOW NOCTBOCNANUTENBHOM AENUIrMeHTaUNen Unn TeneaHrnakTanamm)

2. XpoHMYecKan KOXXHaa BonYaHKa:

© e KNaccuyeckan ANCKOMAHAA CbiNb NIOKaNN30BaHHaA (BLILLE Wen) N reHepam3oeadHan
(BblLE N HUXE LWen)

“ e runepTpoguyeckue (bopoaaByaTeie) NopaxeHna Koxu
' * NAHHUKYNNT

© * MOPaXXeHne CAN3NCTbiX 06onoYeKk

* OTEYHbLIE 3PpUTEMaATO3HEIE DNAWKN Ha TyNnoBKLLE

s KaNWNNAPUTH (KpacHan BoNYaHka obMopoxeHns (FTaTYMHCOHE), NPORBNAIOWAACH
NopaXeHWeM KOHYNKOB NaNblUes, YWHbBIX PaKOBUH, NATONHLIX U MKPOHOXHEIX obnacTein)

e AUCKONAHARA KpacHag BONYaHKa No TUNY KPacHOTOo NJOCKOro amwas, nan overlap



AunarHocruyeckue kpurepuu CKB SLICC (The
Systemic Lupus International Collaborating Clinics),
2012

© 3. flaBbl CNUM3UCTBIX 06onoYeK (Npu OTCYTCTBUM CAEAYIOWMX NPUYMH, TaKUX KakK
BackynuT, bonesHb bexyeTa, MH(peKUNA BUpyCca repneca, BocnanuTtenbHble 3abonesaHns
KWLWEYHUKA, peaKTUBHbLIW apTPUT U ynoTpebneHne KUCAbIX NULLEBLIX NPOAYKTOB):

> » poToBoM nonocTu (Heba, wek, A3biKa)
* * HOCOBOW MNONOCTH

© 4. Hepy6uonau anoneunsa — Aucbcpysuoe WCTOHYEHWE BONOC WK NOBbILLEHHAA XPYNKOCTbL
BONOC C BUAUMbLIMKW O06N10MaHHbIMK yyacTKamu (an OTCYTCTBMK CNneAyOWnX NPpUYnH, TakKux
Kak oyaroeas anoneyuus, 1ekapcTBeHHas, BcneacTeme aeduunTa xenesa,  aHaporeHHas)

° 5. ApTpuT:

° * CUHOBMT C BoBNevyeHuem 2 unu bonee CyCTaBoB, xapax‘repnsyloumﬁca OTEKOM Unun
BbINOTOM, WK

° » BonesHeHHOCTb 2 unn bonee CycTaBoB M YTPEHHAA CKOBAHHOCTb NO KpanHen mepe 30 MUH
' 6. Cepo3uT:

* TUNWYHBIA NAEBPUT B TedeHue 6onee yem 1 AHA, WK NNEBPANbHLIA BLINOT, UAW LIYM
TPEHUA NNEBPbI

° * TUNWYHaA NnepukapananscHasn 6one (6one B NONOKEHUU Nexa, Kynupyemas B NooXeHUn
CUAS C HaKNoOHOM Bnepes) B TeyeHue bonee yem 1 AHA, UK NepuKapAnaNbHbIA BLINOT, MAK
WyM TpeHus nepukapaa, wnm SKIM-npusHaknm nepukapanTa

° * NpU OTCYTCTBUM CAEAYIOLNX NPUYNH, TAKUX KaK MH(DEKUNA, YPEMUS U NepukapanT
Ipeccnepa



IAunarHocruyeckue Kkpurtepuu CKB SLICC (The
Systemic Lupus International Collaborating Clinics),
2012
- 7. MNopaxeHne noyek:

* COOTHOLUEHWE YPOBHA Benok/KpeaTUHUH (MK CyToYHaA NpoTemHypus) B moye 6onee 500 mr
6enka 3a 24 4 unm

© e IPUTPOLMTEI B MoYe 5 nan bonee, unm uMAnHAPLI B moye 5 unun bonee
8. HeliponcuxuyecKkme NopaXxeHUn:

“ * INUNEeNTUYECKUA NPUCTYN
* NCUXO03

© * MOHO-/NONIMHEBPUT (NPM OTCYTCTBUMN APYIrUX NPUYNH, TAKUX KaK NEPBUYHLIA BACKynT)
* MUEennuT

° * NATOJNIOMMA HepenHo-mMo3roBbiX HEPBOR / nepudrepnyeckan HeWponaTnsa (NPuU OTCYTCTBUM
APYruX NPUYNH, TAKMX KaK NEPBUYHBIN BAaCKyIAT, MH(EeKUMU U caxapHbin anabeT)

* OCTPOE HapyleHUe CO3HaHWA (NPU OTCYTCTBUM APYIUX NPUYUH, B TOM YUcne
TOKCMYecKnx/meTabo IMYeckmux, ypeMuu, eKapc TBeHHbIX)

9. l'eMmonuTHYECKaAn aHEMMA

> 10. JNlehkonenun < 4,0x109/n no kpanHen mepe OANH pa3 (NPV OTCYTCTBUM APYIrUX NPUYUH,
Taknx Kak cuHapom ®entu, neKapcTBEHHbIE W NOPTasibHaA rMNepTeH3ns), im numdboneHns <
1,0x109/n no kpanHen mepe oANH pa3 (NPW OTCYTCTBMWA APYrAX NPUYUH, TAKUX KaK Npuem
rNIOKOKOPTUKOMAOR, NeKapcTea, MHpekuus)

-11. TpombouuTonenuna < 100x109/n no KpaHen mepe oAuH pas (Npu OTCYTCTBUMN
APYTUX NPUYUH, TaKUX Kak NeKapcTea, NopTanbHaa runepTeHsna n tpomborunyeckas
TpombBouuToneHn4yeckas nypnypa)



IAunarHocruyeckue Kkpurtepuu CKB SLICC (The
Systemic Lupus International Collaborating Clinics),
2012

NmmMyHONormyeckme Kpurepumm
1. AHO® Bbilwe ypoBHA AnanasoHa pedepeHc-nabopaTopum

© 2. AT k peycnupansHoi [IHK Bbiwe ypoBHA Anana3oHa pedepeHc-nabopaTtopum (nan
> 2-KpaTHoro ysennyexnus metoaom ELISA)

© 3. Hanu4ue Anti-Sm (AT K saepHomMy aHTUreHy Sm)

© 4. a®Jl nonoXuTenbHbie, onpeaeneHHbie Nwbbim U3 cneaylowmux cnocobos:

© * NONOXUTENIbHLIA BONYAHOYHbIA aHTUKOArynaHT

“ * NOXHONONOXUTENbHan peakuua BaccepmaHa

o e CpeaHuA UK BbICOKUWA TUTP AT K KapaAnonunuHy yposHs IgA, 1gG nam IgM

© * MONIOXUTENbHBIN pe3ynbTaT TecTa Ha aHTu-2-ramkonpoTtenH | (IgA, IgG nan IgM)
© 5, HU3KUIH KOMNNeMeHT

© * HU3KuK C3, C4, nan

° * HA3KUKA CH50

© 6., MonoxurenoHas peakuus Kymbca npm oTCyTCTBMMN FrEMONUTUYHECKON aHEMUN

° Jlnn yemanosnenun ouaznoza CKB donxcno 6oimo ne menee 4 Kpumepuee, 00un u3 Komopsix
Q0acen Boimb UMMYHOT02UYECKUM.



NMopa>keHue KOXHu

©Y 85-90% 6onbHbIX, y 20-25% BO3HUKaET B
pebioTe (HavyanbHbIM CUHAPOM),
aCCOLUMMPYETCA C BbICOKOW aKTUBHOCTLIO
CKB

° Cneunduyeckme nameHeHus Koxu npu CKB:

anckonpHan KB, ueHTpobexHas
apuTemMa, guccemmHupoeaHHan KB,
cdoToceHcMbunusaumsa, nNoNyc-xennmT,
KanunnspuTbl NafoHen U CTON, SHaHTeMbl U
CTOMaTUT

Hecneuunduyeckme nameHeHUs:

anoneuuns, 6ynne3Hble, y3noeaTble,
YPTUKapHble, remopparmyeckume BbiCbinaHus,
ceTyaToe nueeno, CyxXoCTb KOXWU,
p,ecbopmau,nn ¥ IOMKOCTb HOI'TeW,
TeNneaHrnaKTasnnm.,




MopaxeHue onopHo-aABUrarenbHoro annapara npu CKB

° ApTpanrum - y 100% 6onbHbix npu CKB, Yaule KpaTKOBpEeMEHHbIN,
MUrPUPYIOWLKUIA XapaKTep

° APTPUTbLI - NPU BbICOKOW aKTUBHOCTU, CUMMETPUYHOE NnopaxxeHue,
6biCTpas AMHamMuMKa Ha (hoHe afeKBaTHOM Tepanuu

° CBA30Y4YHbIA annapaT - TEHAUHUTbI, TEHA0BAarMHUTLI (npexoaswme

crubaTenbHble KOHTPAKTYPbl, Y HEKOTOPLIX - (hnbpo3npyrownn
TeHAUHUT (B 5%))

° YMeHblleHne NPOYHOCTUN CyX0XuUAun (paspbiBbl), gehopmaums
KUCTKU (peBmaTonaononobHas KUCTb WIKN apTpuT XKaky)

> AcenTuyeckme HeKpo3bl KOCTen - ronoska 6egpeHHOn KocTu B 25%

° MNopa>eHusa mblL, - Muanrum y 35-45% 60nbHbIX, UICTUHHBLIA MUO3UT
BCTpeYyaeTcs peako



NMopaxxeHue nerkux npu CKB

°Mnesput - y 50-80% 60nbHLIX, Yawe ABYCTOPOHHUN Ha
boHe akTnBHOCTM 3aboneBaHnsa, HeObBXO0AMMO UCKNKDYATL
Tybepkynes

°T2JIA, neroyHas runepTeH3ns - B paMkax BTOPUYHOro
ADC

°Ha ¢oHe neyeHusa CKB moryT ObITb NTHEBMOHMUMU,
KaHAMA03, TybepKynes, NHEBMOLUUCTHLIE MHEBMOHUWN,
WH(peKUMOoHHbIe 3aboneBaHns



NMopa>xeHue ceppevyHo-
cocyauctom cucremsol npu CKB

° MepukapauT

° MMOKaApAWUT - NMpW BbICOKOW aKTUBHOCTU, MOXeT B6biTb AN y3HbIN
MWOKapauT c pasButuem AB-6nokapn

° JQHAOKAPAMT (Yale nopaxxeHne MUTpasNbHOro KnanaHa, peako
reMmoMHaMMU4YeCcKn 3Ha4YMMble NopoKK)

° MNopa>xeHne KOpPoOHapHbIX apTepui (NnpuynHa cmepTh B 5-10%),
CBfi3aHO C akTuBHOCTbIO CKB, aTepockneposom, AOC

° CuHapom PelHO - noka3aTenb A06poKayeCTBEHHOro TeYeHus
bonesHn B uenom



NMopa>keHue Xxenypo4yHo-
KuwieyHoro Tpakta npu CKB

° ducnencusa (50%)

° boneBon CMHAPOM

° «ABAOMMUHANBHBLIN KPU3»

° ACuMT

° MNepucnneHnT

° MepurenaTnTt

° PefKO OCTPbIA NaHKpeaTuT
° [enaTocnneHomeranus

° Jlronyc-renaTtuT (pepko)



NMNopa>xeHue noyek npu CKB

° Bon4yaHo4YHbIN HedpuT (BH):
BbicTponporpeccupytowimm BH - 12%

HedpuT c HedbpoTnyeCkuMm cuHaApPoMoM - 40%
HedpuT C aKkTUBHLIM MO4Y€BbIM OCaaKoM - 33%

HedpuT ¢ MUHUMaAIbHLIM MOYE€BbIM CUMHAPOMOM - 15%

° MpoTenHypus bonee 1 r/cyT

° YpuTtpounTypus 6onee 10000 B 1 mn

° UnnuHAapbl rmanvuHoBbie n 3epHUCTLIie bonee 2508 1 mn
° YBenvyeHne KpeaTuHuHa

° CHMXeHne knyboykoBon hunbTpaunm



NMNopa>xeHue LUHC npu CKB

Ouddy3Hoe nopaxxeHue
(BbIpaboTKa aHTUTEN K
KJIeTKaM HEPBHOW TKaHWN):

fonoBHas 60nb (MUrpeHb),

reHepain3oBaHHbIE
CYAOpPOXHble nMpunagkuy,

acenTUYeCKUn MEHWUHIUT,

ncuxumyeckue
paccTpouCTBa,

Apyrue rnopaxeHus
rONOBHOIO MO3ra,

KOMa

Oyarogoe nopaxeHue (OKKIO3UA

COCYA0B, NOBLILLEHWE TUTPA
aHTUhoChHONUNUAHBIX aHTUTEN):

HapylweHne MO3roBoro
KpoBoobpalleHus

JIoKaNbHble CYyAOPOXHble
npunagku,

ABUraTenbHble
HapylweHusa (xopes),

nonepeYyHbIn MMenunT
(rpo3HOe ocnoXHeHune)



JlabopaTopHbie HapyweHua npu CKB

© AHEMUS, NenKoneHns, TPOMBOLUMTONEHUS, NMMMPOLUTONEHNS, YBENUYEHME
CO3, yeennyexnune CPB, runeprammarnobyivHemMmus

° AHTUHYKNeapHbl hakTop (AHD)

° AHTUAAEpPHbIE aHTUTena:
aHTUTena K asycnupansHon AHK (dsDNK) - y 50%,
aHTuTena K oaHocnupansHon AHK - y 60-70%,
aHTuTena K ructony (y 70%),
aHTuTena K Sm-aHTureny (y 30-40%),
aHTuTena K Ro (SSA) -y 30-40%,
La (SSB) -y 15%,

° NOXKHOMNONOXKUTENbHas RW, aHTUDOCKhONUNUAHEIE aHTUTENE, CHUXKEHMNe
YPOBHS KOMMJIEMEHTA U €ro KOMMOHEHTOB,

LE-knetku, ygennyeHune LUK, P® - K1NMHNYECKoe 3HavYeHne He BeJINKO



LE-KJIETKW npu pa3/iM4yHbIX
3aboneBaHuAx

> CKB - 70-80%

° JlekapcTBeHHas BonyaHka - 70-80%

> IuckompaHas KpacHas BosvyaHka - 20%
° XPOHUYECKMA aKTUBHbIA renaTtuT - 15%
° PA, cuHpgpom LllerpeHa - 5-15%

°Y 3p00poBbiX MOryT 6bITb - A0 5%

° AHTuTena k AHK - 60%, Hanbonee cneunguyHbl, TUTP KopeanpyeT C
BbICOKOW aKTUBHOCTbLIO, MOXKeT bbITb npeankTopom obocTpeHus CKB.



NMpenapaTbl, KOTOpPbI€ MOryT
Bbi3BaThb BOZIYAaHO4YHO-
NnoAoOOHbIXN CUHAPOM

> HoBokauHamu g

°'mppanasnH

> MeTunpgona

° U30HKas3ug

° MpoTUBOCYAOPOXHbIE NpenapaThbl
° beTa-agpeHobnoKaTopbl

° CynbthacanasuH

° KoHTpauenTuBbl

° O-neHnuunnamuH



OueHka akTusHocTu CKB

Crenens Kaunuueckue nposisienus

AKTHBHOCTH

Bricokas * Beicokas auxopanka

AKTUBHOCTH * BoipakeHHble M3MEHEHHS CO CTOPOHLI BHYTPEHHMX Opravos (velpur ¢

(11 crenens)

HEPPOTHYECKUM CHHAPOMOM, IHIOMHOKAPINT, IKCCYAATHBHBIN NepuKkapanT
Wuau naeBpuT): Taxkenoe nopaxkenue I[HC, koxm (aepMarHT), ONOpHO-
JIBHraTe/IbHOroO annapara (OCTpbii MOAHAPTPHT H/HIAH MOJTHMHO3HT)

* COD Gonee 45 Mmm/4

* AH® u Al k JIHK — B BLICOKOM THTpe

* 3HaynTeILHOE CHHKEHHE 00 el reMOITHTHYECKOH aKTHBHOCTH KOMIIJIEMEeHTa
1 ero komnoxentos C3, C4

* «Bon4yaHo4HBII KpH3»: (QYHKIHOHAIBHAS HEAOCTATOYHOCTE KaKOTro-Inbo
oprada Ha (poHe Hpe3MEepHO BbICOKOH AKTHBHOCTH NATONONHYECKOro npouecca

Vmepennas
AKTMBHOCTh
(1l crenens)

« JInxopajaka o6eiuHo cybhebpunbnas

* [Moumaprpajiruy WiK HOJHAPIPHT

» Jlepmatur

* YMepeHnHas peakuus co CTOPOHbI CEPO3HbIX 000104eK

* Hedpur 6¢3 HEPpOTHYCCKOIO CHHAPOMA M HAPYLUCHHS NOYCHHBIX (DyHKLMIT
* COD nossbilieHa B npeaenax 25-45 mm/u

* AH®D, AT k JIHK, [IMK — B ymMepeHHOM THTpE

Huskasn * Oduiee cocTosHNE NAMeHTa OOLIYHO HE HAPYILICHO

AKTHBHOCTh « JlaGoparopHbie NOKa3aTe/Il H3IMEHEHEI Ma10

(I crenens) e [lpu3HaKH NMOPaKEHHs BHYTPEHHHX OPraHOB ONpPEACNAIOTCA TOJNBKO MpH
KOMII/IEKCHOM MHCTPYMEHTAIbHOM O0C/Ie10BaHHH
* Hesipkue nposiBjieHHsi KOXKHOIO M CYCTABHOIO CHHIIPOMOB

Pemuccus ¢ OrcyTcTBHE Yy TMaUMEHTa KIMHHYECKHMX H 1ab0paTopHBIX TMPH3HAKOB

AKTHBHOCTH 11POLIECCA




LLenun Tepanumn 6onbHbiX CKB

1. locTnxxeHune KInHuKo-nabopaTopHON peMmuccumn

2. MpepoTBpalLeHMe NopPaXeHUs XKU3HEHHO-BAXKHbIX
OpraHoB

3. MNpothunakTrKa O0C/I0KHEHUN

4. Yny4dlweHune Kka4yecTsa XU3HN



NMpenapaTtel ana neyenuuna CKB

°[ NIOKOKOPTUKOM bl - OCHOBHOW METO A, NeYeHuns

°LlnToCTaTmnyeckne nMmMmyHoaenpeccaHTbl - Npu
nopaxeHuun noyek n LIHC

° AMUHOXUHOJIMHOBbIE MPON3BOAHbLIE - BCEM BONIbHbLIM
NpY OTCYTCTBUW MPOTUBOMOKAa3aHNM

°HIMBI - cuMmnTOMaTu4yeckme



MmapokcuxnopoxuH (nnakeeuun) npu CKB

“MpodunakTnyecknin 3cbhekT B OTHOWEHUN pa3BuTUSR Tpombo3or

sYsenun4yeHue 6onesoro rnopora y 6oneHbix CKB ¢ apTputom un
dhubpomuanrunen

“BAnsaHne Ha NeKapcTBEHHYIO Pe3UCTEHTHOCTb
°Ctepoup-cbeperatwuiee gencreme
“funonnnupaemMunyeckoe gencrene
*@OTONPOTEKTUBHOE AecTBue
*AHTUTPpOMBOTNYECKOE OelncTene

"AHTUOKCUAAHTHOE AeAcCTBue



MniwokokopTukouasl npu CKB

° B Kakon pose?
1 cTeneHb akTUBHOCTWU - 15-20 Mr/cyT
2 cTeneHb akTUBHOCTU - 30-40 Mr/cyT

3 cTeneHb akTUBHOCTU - 40-100 mr/cyT (1 mMr/kr maccel Tena), He 6onee
60 Mr/cyT - paunoHanbHaa fosa

° MNopasnswuwas gosa - Kak gonro?
Lo CHuXxeHns KNnHuKo-n1abopaTopHbIX NnapamMeTpoB akTUBHOCTU, HE
meHee 1 mecsya, npuv nopaxxeHun noyek, UHC - 2-3 mecsya (Ao 6
mecsuyes)

© Kak CHUXaTb M1IOKOKOPTUKOUAbI?

60 Mr/cyT - 2 mecsua, 4yepes 6 mecaues - go 30 mr/cyT, Yyepes 12
mecaues - Ao 15 mr/cyT, 4yepes 24 mecaua - ao 10 Mr/cyT

UpeanvHas nogaepxuvsarowas gosa - 5-10 mr/cyt



NMpu4YnHbl HE3I(PpPEeKTUBHOCTHU
'K npu CKB

° HeperynsapHbIin Nnpuem

cHeapekBaTHaa no3a

°[lo3pHee Havyano seyeHus

°cTaxenas MMMYHOKOMIJIEKCHas NaTonorus

° UHAMBUAYaNbHAA PE3UCTEHTHOCTb



CKB C HEeBbLICOKOM CTEeNeHbI0 aKTUBHOCTH

° Hu3kune ao3bl K (20-25 Mr B CyTKM) W/ Mam aMMHOXUHOJSIUHOBbLIE
npenapaTtbl (FX (nnakeeHun) 200-400 mr B CyTKN).

°*HIBI NCNoNb3ylTCA B TE4EHUE KOPOTKOIO BPEMEHU U TONILKO Y
MNayuMeHTOB C HU3KOWN CTEMNEeHbI0 BEPOATHOCTU pa3BUTUSA
No6o4YHbIX 3(h(heKTOB.

“Mpwn HepocTaToYHOU 3hhekTUBHOCTU K nam ¢ uenbio
YyMEHbLUEeHUS A03bl BO3MOXHO Ha3Ha4YeHue UMTOCTaTUKOB
(a3aTmonpuH, mopeTuna mukogeHonat (MM®) nnun
MeToTpeKkcarT).

°Mynbc-Tepannsa (MHDY3UM 6-meTunnpeaHunsosoHa 3 gHa no 500-
1000 mr) npumeHsieTCs B C/ly4asX TOPNMUAHONO TEYEHUS.

°MNpwn nopaxeHun LUHC moryT Ha3Ha4yaTbCHA ceiaTUBHbIE,
MPOTUBOCYAOPOXHbIE N NCUXOTPOMHbLIE NpenapaThbl.



CKB C BbICOKOM CTENEeHbLIO aKTUBHOCTM

°0e3 KNNMHNYECKNUX NPU3HAKOB aKTUBHOIO
BONIYAHOYHOro HedpuTa 1 nopaxeHuns LIHC
PEKOMEeHAYeTCsa NMPpUMEeHeHne reHHO-NH>XXeHepHOoN
Tepanuun (Bennmymab) no 10 Mr/kr exxemecsiyHo.

°C Ta>KenbiMU rMopa>KeHnaMn BHyTpeHHuUx opraHos K
Ha3Ha4YalTCHA B BbICOKUX (Nogasnstowmx) aolax (40-
60 mr nnm 0,5-1,0 Mr/kr Beca).

° MNpn KPUTUYECKUX CUTYaLUAX NN
He3(PPEeKTUBHOCTN Ha3HaAYeHUs NpegHN3010Ha
BHYTPb NMPUMEHSAETCHA nynbC-Tepanusa 6-
MEeTUJINPEeaHU30JIOHOM 3 aHA nogpsag no 15-20
Mr/Kr).



Noka3aHuA K Ha3HAYEeHUIo
uuMtToctaTukoB npu CKB

° BbICOKasi akTMBHOCTb Mpouecca u 6uiICTponporpeccupyollee
TeyeHume

° AKTUBHbIE (hopmbl HE(pUTa
° Anhpy3sHoe nopaxeHue LUIHC
° HepocTaTo4yHas appekTusHOCTb K

° HeobXo0AMMOCTb CHUXXEHUS NOAABNAOLLEN U
noanepXXuBatoLien Ao3bl NpeaHn30s1I0Ha



LluTocTaTukm ana neyenma CKB

° UuknodoctaH - nynbc-Tepanus B COMETaHUM C
MmeTunnpeaHn3onoHom (obuwas posa LU® He 6onee 30 r):

[MepBble 2 Mecsua - 2 I eXXxemMeCcsa4yHo,
3-12 mecsueB - 1 r eXxemecs4Ho,

12-24 mecsueB - 400-800 mr exxemecs4Ho, ganee -
OTMeHa unknodgocpaHa, Ha3Ha4YeHUe a3zaTruonpuHa nau
MoheTuna mmkodeHanarta

° A3aTuonpwuH - 50-200 mr/cyT
° XNopOyTuH - 4-8 mr/cyT
° MeToTpekcaT 7,5-15 mr/Hepenio



3710 ayToummyHHoe 3abonesaHune
COeAMHUTENILHON TKAHKU C NOPaXeHUEeM KOXM,
COCYAOB, ONOPHO-ABUraTeNbLHOrO annapaTa u
BHYTPEHHUX OpraHoB (nerkux, cepaua, novek,
XKenyao4yHO-KULWEeYHOro TpakTa), B OCHOBE
KOTOPOro NeXaT HapylweHWs MUKPOUNPKYNaLMm,
BOCNaneHwe v reHepannsosanubin hubpos.

MarTorenes:

1. Tmnepdyukuma hubpobnacTor ¢ NnosbLILLEHHON

SuIpaG0TX0H KonnareNa u ycunnen CucremHasn
cKnepopepmm

2. HapyweHne MUKPOLMPKYNAUMK — CUHAPOM
PenHo h: |

HapyweHuns MUKpouupKynaummu obycnosneHsl
KaK nopaxeHnMem COCyAMCTON CTEHKK, TakK U
M3MEeHEeHWEeM BHYTPUCOCYANCTLIX, NIa3MEHHbIX U
KNeTOYHbIX CBOWCTB KPOBM.

3. PazsnTne cuuapoma PenHo, BkAOYaa ero
3KBMBANEHT B IETKMX U NOYKax,
pacnpocTpaHeHHbIX TPohUHEeCKMUX, NILEeMUYeCcKnx
N HEKPOTUYECKUX U3MEHEHUI B Pa3NUUHLIX
opraHax M TKaHsX.




° PacnpocTpaHeHHOCTb
coctaBnsaeT 30-300 cny4yaeB Ha
1 MnH HaceneHus.

o XKeHLWuHbl 6oneoT B 5-7 pas
yauie, 4emM My XXYUHbI.

° Havyano 3abonesaHuns
BO3MOXXHO B Nt06om Bo3pacTe,
HO Yauwe ot 30 po 60 neT.

° BcTpevaloTcsa ceMenHble cayyau
CCIL.

CucrtemMmHan
cKnepoaepmMm
f




Knuaunyeckue popMbl CUCTEMHOM
cKnepogepMmum

Juddysnan CCJL (imeer ocTpoe Havano u OBICTPONpPOrpeccHpyOliee TedeHHe, B AebloTe HacTo apIpHT.
MIO3HT, JHXOpagKa M 3HAYMTeNbHAd IMOTEePH MAacChl Tella, PaHO BOBNEKAlOTCH JKM3HEHHO BaKHEIE OpPraHhl
(cepare, nerxme, mouxwm, JKKT). xapaktepHo obuapyxenne AT x Tomomsomepaze I (Scl-70), nanurernas

BRUKIBaeMocTh S0-60%),

JInmurnposannas CC/I (mposeiaserca denomerom PeiiHo, nopaeHie KO#i1 MOSBIAETCS B CpeHeM tUepes 5
nmer or Havana deHomena Peiino, npeobnajalor MeMHYecKHe COCYANCTHIE paccTpoiicTBa Ha Maiblax,
CKJIEPOTHYECKOe IIOpakeHHe BHYTPeHHHX OpPraHOB BRIPAKEHO YMEpeHHO, XapakTepHO OOHapyiKeHHe
agmienTpoMepHElX AT, TedeHme MeUIEHHONpOrpeccHpyIONee I OTHOCHTENLHO Ao0pokavecTReHHOe,

NATIUIETHAA BEIKIBaeMocTs 85-90%);

CCJI Bes cxkiuepogepmbl HAH BHCHepaabHasi (opma (MMEIOTCH BCe XapaKTepHbIe IPOSBICHHA, KpoMe

YIUIOTHEHHS Ko#d, gacTo eHomeH Peiiro, ¢dmbposnpyomui mpolecc B Ierkux, MopaieHie cepa).

I0Benmabnan CCIL (y aereii pexe deromen Peiio i nopaieHie BHYTPEHHIX OPraHOB, MacTo JHMHEeiiHOe 1
04aroBoe MopaxeHHe Koxu, win remupopmer, okono 10% 3abonepaloT B AETCKOM BO3pacTe, MPOrHO3 Oonee

OnaronpusTHeIi y 3a001eBIIX B Bo3pacTe 70 16 xer);

Ilepexpecrnan opma (overlap-cianpom) (y Somsoro CCJl oIHOBpeMEHHO HMEIOTCA NPHIHAKH APYTOro

pesmaTirieckoro 3abonesanns (PA, JIM/IIM, CKB u ap.);



TeyeHne CUCTEMHOM CKiepoaepMum

OcTpoe, GBICTPO Nporpeccupylomee (pasBUTHE reHepaau3oBanHoro ¢udposa Koxku
M BHYTPEHHHX OpraHoB B nepBele 1-2 roga or Hawana 3aGoneBaHus. ObICTpo

NPUBOJIAIIEE K OPraHHOM HEeJJOCTATOMHOCTH (JIerkux, nouek, cepaua, KKT);

HOI.IOCT[)OG, YMEPEeHHO nporpeccHpymoiiee (C INpH3HaKaM¥ HMMYVHHOT'O BOCITAJICHHS

(IJIOTHBIM OTEKOM KOMKH, MHOZHTOM, aPTPHTOM), HEPEJIKH TIepeKpecTHbIe (GopMbl);

XpoHnueckoe, MeUICHHO Hporpeccupyomee (npeobiajganne  COCYIMCTOM
MaToJIOTMM € HapacTaHHeM Mepu(epHiuecKUX HIIEMHYECKHX PacCTpOMCTB (S3BBI,
HEKpO3bl), YMEPEHHBIX KOJKHBIX MPOSIBIICHHH (CKJICPOJIAK THIIH S,
«CKJIepOJEPMHUECKOe» JIMII0) U BHCLepaibHON natonorun (nopaxenue XKKT, UL,

aerodHas aprepuanbHas runeprensus (JIAD)).



Cragum CMCTEeMHOM CKNiepoaepMum

Ouens pamnsaa (oxmmuIYeckan): v 6oasHoro ¢ enomenom Peitno oisgpiaseres AHO
H/HIH «CKICpojicpMHYccKHe» ayTroanTHTena (antunenrpomepubie AT (10-20%), Scl-70
(20-30%) u AT k nomumepase III pubonyknennopoit kucinorst (PHK) (4-6%)) wu
CKJICPOJICPMHUCCKHI THII M3MEHEHHMIl NPH KalnMUIIPOCKoNmuK, oObiuHO O0IbHON HMeeT

TOJBKO O/ITHH THIT aVTOAHTHTEIL, HE MEHSAIOIMICH B Npolecce pazBuTHs 0oJ1e3nH,

I (mavassman): kpome (enomena PelHO BBIARISIIOT 1-3 KIMHHYCCKH OYEBH/IHBIX
JIOKATH3alHH  OOJIC3HU: OTEK KHCTEH WIH CKICPOJIAKTHIHS, THIIOTOHHS IHIIEBOJA,

TCIHCAHIHOKTA3HH, [IHTIHTA/IbHBIC pyﬁtmmi HAp.S

Il cragmsi pasBepHYTBIX KIMHHYECKHX TPOSIBJICHMIL., OTPAKAIOMMX CHCTCMHBII
Xapakrep Ipolecca; HHAYPalus, KOHTPAKTYphl, NOJIHBHCLEPAIbHAS NATONOIHs (JIErKHE,
cep/lle, IJKEMYIOUHO-KHINCUHBI TPakT, pexe - MOUKH), COCYJHCTO-TpoHUCCKHE

HapyiiecHHus (CuHIpoM PeifHO, H3BA3BICHHS),

11 (TepMuHAJIBbHAR): pa3sBHTHE HEOOPATHMOI HETIOCTATOUHOCTH BHYTPEHHHX OPTraHOB.



AKTUBHOCTbL CUCTEMHOM CKJZIepoAEepPMUMU

Crenennb [Tpusnaku

AKTHBHOCTH

[ crenensb [TpenmyniecTBeHHO (DYHKIMOHANBHBIE, AUCTPOPHIECKHE U CKIEPOTHUECKHE

(HM3Kast) M3MCHCHHS Pa3IMYHOMN JIOKAJIM3ALMH, COCYUCTBIC PACCTPONCTBA.

Il crenens | @ubOpo3HbIe H3MEHEHHA PA3THYHOMN JOKATH3ALMHA ¢ nMpeodIaJaHueM

(ymepeHHas) | nponudepainy: HHYpalus KOxKH, HHAYPaTHBHO-IPO.TH(EepaTHBHbIIH
MOJAHAPTPHUT, AATe3UBHBII IUICBPUT, KAPANOCKIICPO3, CKICPOAEPMUYCCKHI
330(arut, 1yoeHuT, CyOK/InHuYeckas HedponaTus u jp.

Il crenens | [TpeoGiaanator 3KCCYAATHRHBIE, OCTPBIE H MOAOCTPBIE, HHTEPCTHLHAILHBIE H

(BbICOKag) | cocyaucTbie MPOSABICHHA B BHIE IUIOTHOTO OTeKa (MHAYpaLHK) KOKH, JPUTEMbI

M KamUIAPHTOB, YKCCYAIATHBIIONO MOJIHAPTPHTA, IUIEBPHTA, HHTEPCTHLAILHOI
MHEBMOHMHN, MUOKAPANTA, 330(aruta u/uin 1yoaeHuTa, NOYe4HOH NaToaorum
(ocTpas ckieposepmuyeckas HedponaTus) 1 Ap. ONPEACSIOT NOBbILUIEHHE
COD, CPBb, runepraMmmari00yIHHEMHIO, CHHKEHHE KOMITOHEHTOB
KOMITJIEMEHTA.




OCNno>XXHEeHUa CUCTEMHOM CKyiepoaepMmum

BripakeHHEIH (peHOMEH PeifHo — uruTanbHble s3BbI, HEKPO3bI,
HuduimpoBanne KOKHBIX A3B, pa3sBUTHE OCTEOMUEITHTA;

Co croponsl cepjeunHo-cocymcToi cucremel: apurmun, XCH, BHe3arHas

CMEpTh;
Jlerounwrit pudpo3, JIAI" — apixaTenbHas HEJOCTATOYHOCTS,

Co croponsl JKKT: cTpukTypbl HMKHEH TpeTH NHUINEBO/QA, aHOPEKTallbHas

HEJOCTATOYHOCTDL — HCACPKAHMC KaJia (pCZIKO)',
XBII (peaxo):

TyHHeJII)HbIe CHHJ[POMBI — 3aIBICTHOTO KaHalla, CJHABICHHS JIOKTEBOTI'O,

OonbmedeprioBoro HepBOB (peIKo).



KZIMHU4YeCcKue nposBJyieHUnA
CUCTEMHOM CcKJiepoaepMum

CuHapom PenHo

KOXHbIA CUHAPOM

CyCcTaBHOW CMHAPOM
MbilleYHbIA CUHAPOM
MopaxeHune XKT

MopaxxeHue nerkux - y 70%
JleroyHasa runepTteHsunsa -y 10%
MNopaxeHune cepgua

WO b U e e

Mopa)xeHune noyek - bonee yemy 80%
10. MNopa)xeHne HepBHOW CUCTEMbI



CucrteMHan cknepopnepMmus

CuHapomM PeiHO: Ba3ocnacTuyeckme HapylieHus KucTeu, cton, B
obnacTtuv ry6, 4yacTv nMua, KOHYNKa A3blka, MUrpeHeobpasHbie
ronoBHble 601U, BUCLIEpasibHas NoKasin3aLmna Ba3ocnacTmyeckmx
HapylleHWn B Nerkux, cepaue, noykax v ap.



NMopa>keHue KOXXU Npu CUCTEMHOM
CKnepogepMum

© MackoobpasHoCTb Anua
° CKnepopakTuamsa

© BelpaXXeHHble Tpopuyeckune
HapylweHus (M3bA3BNEeHNE, FTHOMHUKN,
Aedopmauunsa Horteun, obnbiceHue)

° TUNepNUrMeHTaumsa ¢ y4acTkamu
rUNONUrMeHTaumm

° TeneaHrnakTasuu

° Mopa)xeHue cNu3ncToix obonoyvek
(XpPOHUYECKNA KOHBIOHKTUBMUT,
aTpoUYECKNN PUHAT, CTOMATHUT,
hapuHruT)




CyCTaBHOW CUHAOPOM NPU CUCTEMHOM
CKnepoaepMum

° OAWH U3 HaYaNbHbIX
npusHakoB 3aboneBaHuns

° MonuapTpanrmm

° PeBMaToUA0noa06HbIN
apTpuT

> OUBPO3HO-UHAYPATUBHbIE
U3MEHEHUS U NepuapTpUT C
pa3BUTUEM KOHTPaKTYp

° OCTeon/In3 HOIrTeBbIX
thanaur




NMopa>keHue CKesieTHbIX MbILlL,
npM CUCTEMHOM CKJiepoaepMum

©1) PUBbPO3HLIN UHTEPCTULMANIBHBIA MUO3UT UK
MUonNaTus C pa3pacTaHUem CoeANHUTENIbHON TKaHU 1
aTpodunen cobCTBEHHO MbllEYHbIX BOJIOKOH

©2) NOANMUNO3UT C AereHepaTuBHO-HEKPOTUYECKUMM
N3MEHEHUSMUN B MbILLUEYHbIX BOJIOKHaX U Nocneayouimm
CKNepo3om

KanbLUWUHO3 MArKNX TKaHen



Mopa>keHue nNnULEeBapuUTeNbHOro
TPAKTa NPU CUCTEMHOM
cKnepogepMum

Habnopaetcs B 60-70% cny4yaes
© KapTuHa cBoeobpa3Horo asogaruTa:

Oucharnsa, audcdysHoe paclwumpeHune nuuieBoga, cyXeHue B
HWXHen TpeTun, ocnabneHne nepucTasbTUKN U PUrMOHOCTD
CTEHOK, fiBNeHns pedniokc-330harnTta, BO3MOXXHO pa3BuTue
nenTUYeCcKux 3B, CTPUKTYP, MPbIXXKK NULLEBOAHOI0 OTBEPCTUS

° YnopHsble 3anopsbl



NMopa>keHue OpraHoB AbIXaHUA NpPU
CUCTEMHOM CKJIepoaepMum

Habnwopaerca y 70% 60sibHbIX

°Passutume pmnbposupyoLlero anbBeonnTta u
andysHoro nHesmodmnbposa C
NpenmMyLLeCcTBEHHOM okanm3aumnen B 6a3asibHbiX
oTAenax nerkunx

°Hanun4ymne cnaeyHoro npowuecca v yTosweHus
nnespbl



NMopa>xeHue cepaua NpmM CUCTEMHOM
CKnepooepMum

SBnsercs BeaywnM BUCLUEPabHbIM
MpU3HaKoOM Kak o YactoTe, Tak ¥ ro
3Ha4YUMOCTU. ITO OCHOBHAaA MPUYNHa OuardHocruka:
cmepTyn bonbHbix CCA.
° CyTo4Hoe

° B ocHoBe KapauvnanbHOW NaTosiorny - MOHUTOPUpPOBaHME SKIr

npoueccel hnbposmpoBaHna Hapsay C
nopaxeHnem MeNKnx cCocyaos u
HapyLweHneMm MUKpPOUMPKYNaLUK (npu
MHTAKTHbIX KOPOHapHbIX apTepusax),
pa3BuUTME 30H ULLEMUN W
HEKOPOHapOor eHHOro KapAauockneposa.

° 9xoKapauorpagus
> BeHTpuKynorpagus

° CuMHTUrpad s Muokapaa

© Hepeako - yBenuyeHune cepaua, (BbIfsiBNEHME AedeKToB
HapyLUeHUs pUTMa U NPOBOANUMOCTH, nepdgysmu, B TOM 4Yucne u
CHUXEeHWe CoKpaTUTeNbHON hyHKUUN npv HopManbHoOM IKI)

MUoKapaa, MHor aa uHpapkTonoaobHble
nameHeHuns Ha 3KI.



NMopa>xkeHue noyek npu
CUCTEMHOM CKJiepoaepMum

KnuHnyeckn BoissnseTcs y 1/3 60nbHbIX

° OcTpas HedponaTna (UCTUHHAA CKAepoAepMUYEecKan NoYvka) -
6ypHOe pa3BuTme No4e4YHom HefoCTaToOYHOCTU BCneacTemne
reHepasin3oBaHHOro NopakeHus cocynoB Noyek c
BO3HMKHOBEHMWEM KOPTUKa/bHbLIX HEKPO30B - HapacTatoulas
NPOTEUHYPUS, UIMEHEHNA B 0CadKe MOYU, ONUrypuUs, Hepegko
apTepvansHas runepTeH3nsg, peTuHonaTus, aHuedanonaTus.

° XpoHn4yeckasa HedponaTusa, NnpoTekatowas cybKNMHUYeckmn
(byHKUMOHaNnbHbIE HapyLeHns) nan ¢ ymepeHHon nabopaTtopHomn
N KJIMHWYECKOWN CUMNTOMaTUKON rnomepynoHegpura.



Ceponoruyeckue Mmapkepsi CCLa

° Cneunduydeckme gna CCL aHTN-Scl-70 (xapakTepusyloT oCTpoe TeYyeHue n
avncddysHyo dopmy CCLl) n aHTULUEHTPOMEpPHbIE aHTUTena
(NpeumyLiecTBEHHO NpU "MMUTUpoBaHHon hopme CCL)

° YpenuyeHue aktopa BunnebpaHaa, sHAoTeNMHa, MOSIEKYN aAresuu,
NHTEepNenkuHa-2, runeprammarnobynmHemMus

° [peanKTOpbl HebnaronpuaTHoro TeyeHuna CCLA:
* lncpcpysHan bopma CCL

* Bo3pacT Ha4yana 6onesHun 6onee 45 net

* My>XCKOW non

* ®Dnbpo3 nerkux, neroyHas runepTeH3nsa, apuTMus, NopaKeHue rnoYyek B
nepesie 3 roga

* AHeMusa, Bbicokas CO3, npoTenHypusa B Hadyane 6onesHn



Knaccnpukauunonnnie kpurepuun CCJL

ACR-EULAR 2013 r.

[Mapamerpbl Bapuanrtel npu3HaKoB Bajuibt

| .ITpokcuManbHas cKkiepojaepma: 9

CUMMETPHYHOE VILIOTHECHHE U YTOILICHHE

(MHAYpaLMA) KOXKHU 00EMX PYK BbILLIE MACTHO-

(haraHTOBBIX CYCTABOR

2.V1onmeHue KOXKH najbien® IT0THBIH OTEK NanblLER 2
Ckrepoak THINS BCEX TTaTbIleR 4
(aucranbHee nacTHO(hANAHTOBBIX
CYCTaABOB W BBIIIE
HPOKCHMAJILHBIX MEK(PaIaHI OBbIX
CYCTaBOR)

3. AururansHas uuemMns ™ S13BOYKH 2
Pybuuku 3

4. TeneaHrMOIKTA3ZHMH 2

5. Kanuiagpockonmyeckue H3MeHeHus 2

6.Jlerounas aprepraiblias rUIepTen3ns W/ uim 2

HHTEPCTHLHAILHOE MOPANKEHHUE JISIKHX

7.Penomen Peiino 3

8.Cneunduueckune AT (anTu-Scl-70, antu- 3

PHK x nonnmepase 111)

9 u 6os1ee Das10B — gocrosepuas CC/.




PaHHAAa puarHocTtuka CCA

XapakTtepHasa Tpuana nepBoHaYasibHbiX NpusHakos 3abonesaHus:
o CUHApPOM PenHo
> CycTaBHOM CMHAPOM (Yalwle nonnapTpanrum)

° MNOTHBIN OTEeK KOXW
> Pexe - BucuepasbHblie IoKanusaunm npouecca
AHTUHYKNeapHbih chakTop (AHD)

° lLnpokononbHas Kanunnapockonua HOrTEBOro oxa (pacwmpeHne u U3BUTOCTb
KanuanapHbiX NeTenb, «aBackynspHbie Nons», remopparum)

° Buoncua KoXxu, cuHoBuansHon obonoykn n melwy (bnbposHan TpaHcdhopmauma
TKaHew, nopa)xeHwe cocyaos v T.4.)



O6cnepoBaHue BONBHOIO C
noOoO3pPEeHMEM Ha CUCTEMHYIO
CKNepoaepMuio

°mynasTucninpanbHas KT opraHoB rpyaHo kieTkuy,

°cnupomeTpus u onpenenenne nuddy3noHHoN
CIIOCOOHOCTH JIErKHUX,

° MaHOMETPHS WK peHTreHorpadus MULIEeBOAa, UIIH
cdbubporacTpockorusi,

° OKI" u 9XOKI



Llenu TepanMm CUCTEMHOMU
cKJiepoaepMum

1. NpodunakTuKa n evyeHnme CoCcyancTbiX
OCJIOXKHEHNN

2. llopaBneHue nporpeccupoBaHus
dunbpo3za

3. Bo3geuncreume Ha
NWMMYHOBOCMa INTe IbHbIE NMPOoLLecChl



G W e

¢apmaxogoruquKaa Tepanusa
CMCTEMHOM CKJiepoaepMmumum
Cocyaucras

AHTNPUOpO3Has

MpoTnBOBOCNANUTENIbHAsA U UMMYHOCYNPEeCcCMBHas
CuMnToMaTunyeckas

MNpenapaTbl 418 NeYeHUs NeroYyHoOn rmnepTeH3nm



Cocyaucras Tepanua NpM CUCTEMHOW CKJlepoaepMum

1. BaokaTopbl KanbUnessix KaHanos (HUbeannuH NPoANEHHOro AeNCTBUA
30-60 Mr/cyT, amnoAunuH 5-10 mMr/cyT, aunTuasem 180 mr/cyT)

2. AHTUarperaHTbl (aCNUPUH, KYPaHTUA, TUKNONUANH, NEHTOKCUDUNINH)
3. AHTUKOarynaHTel (renapuH, BaphapuH)

4. NHrubutopsl ocpoaunacrtepassl 5 Tuna (PA35) (cunaeHadpwun no 50-100
MIr B CYTKM (no 20-25 mr 3 pasa B CyTKHW))

5. NpocTaHonAabl AN BHYTPUBEHHOr0 NPUMEHeHunsa (MNonpocT (U3 pacyeTa
0,5-2,0 HF/Kr B MUHYTY No 20 (peXe 50) MK Ha UHdYy3uio
(NnpoaonxutensHocThbio 6onee 6 Yacoe) 3-5 AHEBHbLIMW KypcamMu 2-3 pasa B
rof) u aHanor npocrarnaHavHa E annpoctaaun

6. CenekTUBHbLIN MHrMBUTOp obpaTHOro 3axBaTa CEPOTOHMHA (D1YOKCETUH B
no3e 20 Mr B CYTKW BHYTPb

7. CeneKTUBHbLIA MHrMBUTOP 06paTHOro 3axeaTa CepPoOTOHUHA (DIYOKCETUH B
Ao3se 20 Mr B CYTKU BHYTPb

8. Npwn nero4HON runepTeH3nn: aHTaroHUCTLl PeuenTopoB 3HAO0TEeNNHa-|
(6bo3eHTaH B CTapTOBOW A03e 62,5 MIr 2 pa3a B CYTKW C yBE/IMHEHUEM [03bl
yepes 4 Hepenn Ao 125 Mr 2 pasa B CYTKU UM MauUTEHTaH, Uaun
ambpuseHTaH)



AHTU(PUOpPO3HaAA Tepanua

O-neHnumnnamuH (KynpexHun) 250-500 mr/cyT

° JleyeHne BUCLEepPaibHbIX MOPaXEeHWUN:

Dubpo3s nerkux - NKC, umknodgocdar (nynbc-tepanus)
JleroyHas rmnepTeH3nsg - aHTUKoaryaaHThl, NnpocTtarnadauHbl E1

(Ba3anpocTaH, 60ceHTaH), aHTaroHUCTbI KalbLUus

NepukapauTt - NKC, HMBI
Cknepoaepmuyeckas noyka - MAMN®, capTaHbl
[MnoToHus NUuUIeBoAa - OMeNpa3oJi, NPOKMHETUKHN

MopaXeHue KUWeYHUKa - JOKCULLMKAWH, OKTpeaTua



NMpoTuBOBOCNAJIUTEJIbHAA
Tepanus

HMBIM - apTpanrun, mbilweYyHble 60K, cTonkas cybgebpunbHas
Nnxopaaka

FKC - He 6onee 15-20 Mr/cyT - MNO3WUT, a/IbBEOJIUT, CEPO3UT,

pecdpakTepHbI apTPUT, TEHOCMHOBUT B PaHHEW 0Te4YHOW
cTaauu

bonee Bbicokne fo3bl TKC MOryT ripuBecTv K no4Ye4Homy Kpu3sy.



HdonoJsiHUTeJibHaA Tepanusa

MopaxeHue Nuuiesoaa - OMerpasos, MOTUANYM

[lopaxeHwe TOHKOro KuleyHuka - AHTUOMOTUKHN

WHTepCcTUUManbHbli NeroyHblin pubpos - uuknodochaH

CkneponepMuyecKUmn NOYEYHbIN KPU3 (yBEINYEHUE YPOBHS
KpeaTuHuHa bonee 265 mkmonb/n B TeyeHue 48 yacos nam
yBeJ/In4eHne ypPOoBHS CbIBOPOTOYHOro KpeaTuHunHa bonee, yem B
1,5 pa3a oT n3Ha4YanbHOro YpOBHSA, pa3BuBLLEeCs B TeyeHue 7
CYTOK) - KanTonpwua no 12,5-25 mr ¢ TuTpoBaHMem A03bl 40
MakcumansHOW (50 mr 3 pasa B CyTKM) A0 CHUXeHusa All,
nnasmadepes, nyabc-Tepanusa, nporusonokasaHsl NKC



NeHHO-MHXeHepHan buonoruyeckasn repanusa npm CCJ
(rnBT)

°HaubGonpMii ONBIT HAKOIUICH B OTHOLUICHHH MOHOKJIOHAIBLHBIX aHTHTE!

Kk CD-20 anrureny B-ammdonuros — purykeumada (PTM).

“Ha done neuennss PTM ormeueHbl yMeHbllieHHe KOoKHOrO ¢ubposa u

cTabuIu3anuis 1 yayuiienne GyHKIuMi Jerkux.

°PTM  npuMmensior 1pu  He3>(pPeKITHBHOCTH MM HEBO3MOKHOCTH
MPOBEJCHUS CTAHJAPTHONH Tepanud MMMYHOCYIIPECCAHTAMHU, TIPH TSKEIOM
TeueHHH 3ab0JieBaHMsi C BBICOKOH AaKTHBHOCTBIO M HeOJIaronpHsTHBIMH

(paxTOpaMu Mporyo3a.

°PTM Ha3HauaioT 1o 2 r BHYTPHUBEHHO uepe3 6-12 Mecsues, ymMeHbllas
a03y o 1.0-0.5 r npu poctiwkennn >¢dexra, JeueHne NpoBoAT B TeueHue 2-4

J€eT.



OTO reTeporeHHas rpynna
XPOHUYECKUX
BOCMAINTESIbHbIX
3aboneBaHum C

NnPeumyLecTBEHHbIM
NnopaXeHuem CKeJsIeTHON
MYCKynaTypbl, OTHOCALLMNXCSA
K OBCT.

NanonaTuyeck
ne
BOCNaJZINTENbH
ble MUONATUMN
(nepmaTomMmuos
UT M
NOJINMMMUO3UT)




Knaccudpukauuma BoCcnanamresibHbIX
MMUONATUMN

1. Jlepmaromuosur (JIM), Briarovas:

° la — xiuaccHueckuit JIM, B ToM umcie cpsgzanubii ¢ JI3CT u 3j10KauecTBEHHBIMH

OIYXOJISIMH:

° 1b — roBeHuAbHBIH J|M:

° l¢ — KIMHHYECKHiT amuonaTuaeckuii J{M.
1. TlosmmMuosut, BKIKOUast:

© 2a — kiaccnueckuii [TM:

©2b — HecmenuuueckHe, WIH NepeKpecTHbie (overlap), MHO3HTBL CBSI3aHHBIC C

A3CT.

k. A)’TOHMMyHHM HCKPOTH3HPYIOLIasA MHONATHA, CBA3aHHas C© HNPHMCHCHHEM CTATHHOB,

HoeooGpazopanusmMu win J[3CT.

2. CpopaiH4ecKHii MHO3HT C BKIIOUCHHSIMH.



JlepMaTOMHO3HUT

© DTO CHCTEMHOE MPOTrPECCHUPYIOIIee 3a00IeBaHKe
C TIPEUMYLIECTBEHHBIM MOPAKEHUEM
MOIMEPEYHOIIOIOCATOMN U ITIaIKOM MY CKYJIaTyphl €
HapyIICHUEM JIBUTATEIbHON (DYHKIIMH, a TAKKE
MOPAKEHUEM KOKH B BUJE IPUTEMBI U OTEKA.

°TepMHH «ITOJTUMHUO3UTY UCTIONB3YIOT B TEX
ClydasX, KOrja Ko)ka He BOBJIEKAeTCA B
MaTOJIOTHYECKHUM MPOLIECC.



°CoriacHo COBPEMCHHBIM JIAHHBIM,

pacnipoctpanenHocts  JIM B oOmeii

nonyJsiMu cocrapiser 9.63 na 1 M
HACEIICHU . 3aboneBanue yaiie
pa3BHBaeTcs B Bo3pacte oT 5 o 15 ger
m or 45 g0 65 gner. JKeHmuuel

3aboseBalor B 2 pasa yaile MyK4YHH.

depmaToMmuos
T




KnMHn4yeckaa KapTUHa

°Hanbonee 4yacTo oTMeYyaeTcs
NOCTENeHHOoe, NporpeccupytoLLee
HapacTaHue cnaboctu B
MPOKCUMasIbHbIX Fpynnax MbiLuLy
KOHEYHOCTEeN, Kak npasuo, He
conpoBoXxpgawuieeca bonamu B
MbILL@X U MnoxyaaHnem 60n1bHOr 0.

°[osABNEHME KOXKHOW CbiNW Npu
LEPMATOMNO3NTE MOXKET
npeaLwecTBOBaTb Pa3BUTUIO
MuonaTuu.




KnMHn4yeckana KapTUHa

> CnaboCcTb NPOKCUMaNbHbIX FPYNN MbilL, KOHEYHOCTEN U
MbILWL, YYacTBYIOWMX B crubaHmm wen, - 3aTpyaHeHue npu
noabeme C HU3KOro CrtyJia, rnocagkKke B TPaHCMoOpPT, Nnpu
YyMbIBaHUM N NpuYyecbiBaHUKU. BosibHbIE YacTo NafakT, He
MOIryT OTOPBaThb NroJIOBY OT MNOAYLUKW.

> Mopa)XeHue MblllL, FOTKW, ropTaHu, nNuuiesoa -
ANchOoHUA, 3aTpyAHEHNE NpornaTbiBaHWA NULLKA, NPUCTYNbI
Kalwns.

> KOXKHbIe NPOSAB/EHUA - 3pUTEeMaTO3Haa U reiMoTponHas
CbiNb (Ha BEpXHMUX BeKax, CKyJlax, KpbUibsiX HOca, B obnacTtu
HocorybHOW CKNafkun, B 30HEe «AeKoibTe» U BepXHen HacTu
CMWHLI, HaA NOKTEBBIMWU U KOJIEHHBIMWU CyCTaBaMW, NACTHO-
thanaHroBbIM1M U NPOKCUMaNbHbIMU MeXdaaHrOBbIMU
cycTtaBamu. «Pyka mexaHuka» Win «pyKa MallMHUCTa».

° [lopaXeHne CycTaBoB: ABYCTOPOHHEe U CUMMeTpUuyHoe,
MOXeT HalrloMMUHaTb pEBMETOMAHbIﬁ ApTPUT.



KnuHuyeckasa KapTUHa

°JKCMMpaTopHasa odblllKa - Hecneunduyeckmin, Ho
NPOrHOCTUYECKM HeBNaronpuUATHbLIA CUMMNTOM
NHTEPCTULMANBHOIrO MOPakKeHUs Nerkux.

°[TopaxkeHune cepaua - Yalle npoTeKaeT
6eccMMnNTOMHO, HapyLUEHUSA CepaAeYHOro puTma,
NHOrAa 3aCToNHas cepaeyHas HeAoCTaTOYHOCTb.

°[MopaxeHune no4vek npu M un NM o4yeHb peako.



AMarHocTtuka nepMaToMMoO3mTa,
nOZIMMUO3UTA

Jlnarnos JIM ycranaBimBaeTcs 1pH HATHYHHA:

© HapacTaoei CHMMETPHUIHOI ¢1a00CTH B IPOKCHMAIIBHBIX MBIIIIAX KOHEYHOCTEH
B COYETaHWUH C

°noBeimenneM KOK,

“ THIIMYHBIM ITIOpaKe€HUEM KOXKH U

© CHCTEMHBIMH HPOABICHUSIMH (JIMXOPAJIKOIL, apTPUTOM/apTpaIrHiMH, IIOBBIIIEHHEM
COD u CPB).

© YBeNnYeHne KOHUEHTpaumm MelleYyHblx pepmeHToR (KPK, ansaonassl,
nakrtataerunaporeHasel, ACT un ANT).

° 3NeKTpoMuorpadusa - YyBCTBUTENbHLIW, HO HecneunduYecknin MeToa ANarHocTuKu
NBM.

© BMONCUA CKeNneTHbIX Mbiwl - Heobxoanmo NMPOBOAUTL BO BCEX CNyYaaXx (xpomwecxaa

BOCNanuTensHaa MHpUNbLTPaUUA NEPUBACKYNAPHON U MHTEPCTULMANIBHOM 30H BOKpYT
muochunbpunn)



AuarHocTnyeckme Kpurepum BoCnasimTesibHbIX
MuonaTtuu, paspaboraHHbie Bohan u Peter, 1975

Kpurepun anarnocruku

Kpurepun nekmoueHmns

. CuMmeTpruHas MblleYHas c1adocTh NMPOKCHMANIbHBIX
CPYII MBI

2. TToBBILIEHHE KOHUCHTPALNH MBILICYHBIX GEPMEHTOB
(KDK, AJIT, ACT, JIAT', anbaonassl)

3. Uamenenus va DMI': kOpoTKHE, HU3KOAMIUTUTY /THBIE,
nonudazHbie MOTEHIMAIB! IBUTaTEIBHBIX €IHHHIL;
NOTEHIHATBI (PHOPHILIAINH B COCTOSIHHHA MBIIIETHOTO
paccnabneHust 1 BbICOKOYACTOTHBIE TTOBTOPSIOIIHECS
paspsbl

4. PesynbTarhl OHONICHH CKEIeTHOH MYCKYJIaTyphl:
HEKPO3, HHOHUABTpaHs paromuTaMH

5. Cneundurueckne KoxIbIe H3Meleus

. YcranoBneHHoe
HEBPOJIOIHYCCKUE 3a00/1CBaHHC,
NPOABJISIONICECH MBILIICYHON
crnabocTbio

2. Muacrenus

3. Menueunsie auctpodumn

4. 'panyneMato3HbIii MHO3ZHT
(capkon103)

5. UnpekimonHbIii MUO3UT

6. MeTtabosinyeckass MUOTIAaTHSA
7. Muonarus, BeI3BaHHas
INAOKPHIILIM 3a00neBalinem

Jmarnos /IM: 4 kparepns, BRIIoYas KOKHBIH CHHIPOM.

Jmarnos I1M: 4 kparepns 6e3 KOKHOro CHHAPOMA.




JleyeHMe NoJIMMMO3INTa M
AepMaToMMo3uTa

. (NoKoKopTUKOMUAbI B Ao3e 1 MIr/Kr/CyTKu, ymeHblUeHue A03bl He
paHblue, 4yem yepes 4-6 Hepgenb OT Havana nevyeHus (Npu
yNyHleHNn KNMHUKo-n1abopaTopHbIX NokKa3aTenen)

. K npenapaTtam BTOpPOro psiia OTHOCSAT a3aTUONPUH, MeToTpeKcar,
mocdeTuna mukoceHanat (MMD), uUMKNOCNOPUH A, TaKpoOUMYC,
uuknocgochamug (LLP). NocnegHnn cymTaeTca npenapaTtom Bbibopa
Npu TAXXeJIOM MHTepCcTUUMaZbHOM nopa>xeHuu nerkux (UMJ1).

- Y 6onbHbIX [IM, pechpakTepHbiM K K n/mnam mMmmMmyHOCYNpeCcCUMBHbIM
npenapartam, B TOM YUC/ie AN IeYeHN TakKUX YrpoXXalowmx XN3Hu
OCNOXHeHUNn, Kak aucdarna n UMNJ1, moxeT 6bITb UCNOJSIL30BAH
BHYTPUBEHHbIN MMYyHoOrnobynmH (BBWUIM) B Bbicokon ao3e (2 r/kr 3a
2-5 pHen).



