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AKTYanbHOCTb

[lopa)keHWe OpraHOB AbIXaHUA Yy
nauneHToB PEBMATO/IOMMYECKOro
npopuna MMeeT BaXKHOE KJIMHUYECKOoe
3HQYEeHNEe KAaK C  TOYKM  3peHwus
HEeraTUBHOrO  BJIMAAHWMA  HA  NPOrHO3
OCHOBHOro 3aboneBaHusA, Tak U B pa3pese
NOTEHUMANbHbIX NMPobaem, BO3HUKAOLLUX
npn Bbibope B NOAOOHbLIX CUTyaUUAX
TepaneBTUYECKON TaKTUKM.




v Cpeau naumMeHToB, HanpasaAeMbIX Ha KOHCY/bTaLMIO
K MNYyAbMOHONOIY NO NOBOAY WHTEPCTULMAIBHOIO
nopa*keHna nerknx, okono 15-30% nmetot npoasaeHUA
CUCTEMHbIX MMMYHOBOCMAJ/IMTENbHbLIX PEBMATUYECKUX
3abonesaHmn (CUP3), koTopble noarBep:KaatoTca npu
cneymanbHOMm obcnenoBaHUN.

v BO/IbLWUIMHCTBO pecnupaTopHbiX npoasneHnin CU3P
CBA3aHO HenocpeacTBEHHO C OCHOBHbIM
3aboneBaHnem  (NopakeHume  MapeHXumbl  UAU
JIErOYHbIX cocyaoB, AMCHYHKUMA Anadparmbl U np.).
Mpy 3TOM CaMbIM_ YacCTbiM BapWaHTOM MNOParKeHus
pecnmMpaTopHoOu CUCTEMbI cYMTaloTCA
MHTepCTUUMANbHble  3aboneBaHua nerkux (U31).




v'Mopa)keHne opraHoB AbiXxaHUA yvawe dopmupyeTca B
nepuopa pasBepHYyTOM KanmHunyeckou KaptuHbl CU3P. Ho
NHOTrAa U3MEHEHUSA B JIETKMX MOTYT pa3BMBaTbCA B gebrorte
3abonesaHuAa 1 gaxke 6bITb €4UHCTBEHHbIM MPOABJIEHUEM
bonesHn, npeaLlecTBys NnPpU3HakKam  CUCTEMHOTO
nopa)XeHusa. ITO CYLWEeCcTBEHHO  3aTPyAHSAEeT PaHHIoW
HO30/10TMYECKYI0 AMAarHOCTUKY BBMAY HecneunduyHoCTU
CMMNTOMOB M  NO3AHEro NOABJIEHMUA  WU3MEHEHUMN,
onpeaensiemblX  PYyTUHHbIMU  MeToAaMMK,  KOTopble
AOCTYMHbI NPaKTUYECKOMY 3/1paBOOXPAHEHMIO.

v'U3/1 MmoXKeT AOMUHMUPOBATb B KAIMHUYECKON KapTUHE U
Ha BCeM NPOTAXeHun 3abonesaHUA, OCTaBNAA B TEHU
cuctemHble npossneHma CU3P, Kotopble Mmoryt ©ObITb
He3aMeTHbIMU, XOTA U TUNUYHbIMMN.



!LlaCTOTa N BapWaHTbl MOPA*KEHUS OPraHOB AbIXaHWUA
npu CU3P o4yeHb pa3HOOOpPa3HbI.

!I‘Ipm 3TOM HeobxogMMO  Yy4UTbIBATb, YTO B
PEBMATO/IOTMYECKOM  MNPAKTUKE  cylectByeT ABa
acnekrta nopa)XeHna opraHos AbiXaHuA. Kpome
NePBUYHOTO nopaeHwus, CBA3aHHOrO
HenocpeacTtBeHHO ¢ camumm  CU3P, BO3MOHO
BTOpMYHOE, 0bycioBneHHOe HPOHXOHY1bMOHAPHOM
TOKCMYHOCTbIO 6a3MCHbIX NpenapaTtoB, KOTOpOe Ha
NPaKTUKe 3a4aCTyl0 O4YEeHb CNOXKHO AnddepeHLMnpPOoBaTb
C MNEepBUYHbIM MOPAKEHNEM OPraHOB [AbIXaTe/1bHOM
CUCTEMbI APYrom 3TUONOrMnN. TaKXKe Henb3a 3abbiBaTb
006 ONNOPTYHUCTUYECKUX MHPEKUMAX JIETKUX U PUCKE
PA3BUTUA HEONNA3ZUMN.




BapuaHTbl nopa)eHua
pecnupatopHoro Tpakrta npu CU3P

»HTepcTMumnanbHana NHEBMOHMUA

» 0b6NUTEepPUPYIOLLUIA BPOHXNONUT

» CyXoM 1 3KCcCyaaTUBHbIN N1eBPUT

> [MHEeBMOHUT \

» J1eroyHblit BaCKyUT

» ApTepmnanbHaa nerovyHas runepTeHsunn

» ndodysHble anbBeonapHble remopparum (JArl)

» Tpomb03mb0/11A BETBEM IerOYHON apTepumn
»OcTpas obpaTnman rmnoKcus

» CUHAPOM «CMOPLLEHHOTrO» NIErKOTO

» OnNnopTyHUCTUYECKME pecnupaTopHble MHbEKLUN
» JleKapCcTBEHHbIE NopaxKeHUa

» NopaxeHune nNerkux BcneacTsme CUHAPOMa akTUBaLMK
Makpodaros

»Heonnasuu




(CTD-ILD)

Ro/ La\

{ NSIP )
Antibody :
association? :

Scl70
RNA-Pol Il

Korsten P. u coaem., 2021.

0630p cucremHbiX 3aboneBaHuUMn,
ConpaXeHHbiX ¢ pa3sutuem WU3JI

ACPA — AT K unknnyeckomy
LUTPYNMHCOAEP KaLLeMY NenTnay

ARS — AT K amnHoaumn-TPHK-cuHTeTase
CTD — 3ab6oneBaHUs coegUHUTENBHOMN
TKaHWU

HRCT — KT BbicoKoro paspeweHna MDAS
— MeNIaHOUMTHbIN gnddepeHumnpyowmni
aHTUreH 5

Myo — mnosut

NSIP — Hecneundunyeckas
NHTEPCTULMANIbHAA MHEBMOHMUA

Pm/Scl — CCA1 B coueTaHum c
NONMMMO3NTOM (NepeKkpecTHaa popma)
pSS — nepBuYHbLIN cuHApom LLlerpeHa
RA — peBMaToOMAaHbIN apTpUT

RF — peBMaTOnaHbIN PaKTOP

RNA Pol lll - PHK nonnmepasa lll

RP — 6bICTpO Nporpeccmpytowmin

Scl70 — AT Kk Tononsomepase |

SLE — CKB

SRP —yacTtnua pacrno3HaBaHUA CMTHANA
SSc — cUCTEMHbIN CKNepo3

U1-snRNP — Ul-manbivt AaepHbIN
puboHyKneonpoTenH

UIP — 06blyHaa nHTepcTnumManbHas
NMHEBMOHMUSA



CucremHan cknepoaepmMmus

» MopaxeHue nerkmnx npu CCAQ sBcTpeuyaerca yale, Yem npu
apyrux CU3P, npuyem y My>XYuH >, YeMmM Y XKeHLLUH.

»MaTtonorna nerkux Nnpm MybTUCNUPaANbHON KOMNbIOTEPHOMU
Ttomorpadpum (MCKT) y 6onbHbiX CCA otmeuaeTtca B 80-90%.

» bonee Bcero xapakrepHbl U3/1 u nerouHas runeprtensusa (/r),
npuYnHOU Kotopou 12-15% moryt 6biTb TakKe dubposHbie
nopakeHua NeBbix oTAEN0B cepaua (3HA0-, MMoKapa,).

» NIl yawe accouumnpyerca c AMMUTUPOBaHHO dopmoit CCA u
BblABNAETCA Y 60NbHbIX C gAnTenbHbiMm aHamHe3om, U3J1 ¢
anddysHon popmoin.

» UHpeKUuMOoHHble ocnoXHeHua npu CCL BO3HUKAIOT pexxe,
yem npwu gpyrmux CU3P.

> PuUCK pa3sBuTtua paKa nerkoro Ha ¢poHe cucremHoii CCA 1 B
3-5 pas.




CucremHan KpacHaAa BONYaHKa

» Mo cpasHeHuIO ¢ apyrumu CU3P, noparkeHne nerkmx npu
CKB meet cambii LULUPOKUM CNEKTP:
* naespum (Yawe 08ycmopoHHUU);

* 0oCMpbIU 8014YAHOYHbIU MHEBMOHUM 8 COYeMaHuU C
9KCCYyOamuBHbIM r171e8puUmMom, COrnpoB8oXOaruulcA
/IUXOPAaOKoU, 00bIWKOU, Kauwsaem ¢ MOKpomold,
KposoxapKaHbem (35-60% cay4aes);

* U3/,
*  0/1b8€0/1APHbIE KPOBOU3MUAHUA,

* riopaxceHue ObixamesabHOoU MyCKysamypol (cuopom
«YCAOKU» fle2Kux),

* s1e204HsbIl 8acKyaum c JIT,

e mpomboambonusa eemesel ne204HOU apmepuu,

*  UHGEKYUOHHbIE OC/IOHCHEHUA.
» KnnHuuecKkaa KapTuHa nopakeHUA nerkmx Habniopaerca B
1-6% cnyyaeB 3abonesaHua CKB, no pgaHHbim MCKT
nopa*keHue nerkux ormevaetca B 30%, a Ha ayroncun — CKB
B 70% cnyyaeB conpoBOXKAQeTCA NOpPaXKeHUem Nerkmx.



PeBmaTtouaHbIn apTpUT

»[neBpUT — camoe 4acToe nopaxkeHue nerkmx npu PA,
KOTOpoe oTmeyaetrca npumepHo Yy 25% 6OnbHbIX.
MpoTtekaeT nAeBpUT MANOCMMNTOMHO, C Hebonbwum
KonnmyectBom Bbinota. Y 1/3  60AbHbIX naeBpuUT
accouyumpyetca ¢ U3J1, TeueHne Kotoporo npu PA moxkert
6biITb Kak ouyeHb mepgnaeHHbim (10 ner u >), Tak WM
GYNbMUHAHTHbDbIM.

» Ona PA xapaKTepHbl 6pOHXO03KTa3bl (B 60nbliMHCTBE
C/lyyaeB TPAKLUMOHHOro XapaKrtepa) U OpPOHXMOAUTDLI, a
TaK)Xe nopaxKeHue nerouvHbix cocyaos (Backyaut, JII),
anbBeonApHbie remopparuu, U3J1.

»Y 10-15% 6o0nbHbiX PA pa3BuBaeTcA BTOPUYHbIN
aMuI0Ua03, B TOM YUC/1e C BOB/IeYEHUEM NIETKUX.

»>PeBmaTouaHble  y3eNKU B JNIerKUX NpuU  PYTUHHOM
peHTreHorpadum obHapyxKusatoTca peagko — B 1-2%
cnyyaes, npu KTBP —y 20% 60nbHbIX.




— KpvkoaputeHOMAHLIA apTpuT
— KpukoTupeouaHslid apTpur
— PeBMaTonaHble y3eNKu roocoBbiX CBA30K
— BackynuT BO3BPaTHOr0 ropTaHHOTO
wiu onyxgatwllero Hepea

Cocyauctoe nopaxeHue

— JIAT €20%

— MynbMoHanbHbIi Backymmt — 7,9%

— [nddysHoe anbBeoNgapHoe
KpOBOTEUEHWE — pefIko

MopaxeHne napeHXuMbl
— WBN:
- OOblYyHaA MHTEPCTUUMANLHAY NHeBMOHMA — 13-56%
- Hecneunduyeckaq uHTepcTHumanHag nHesmonua — 12—-30%
- Opranuayoladaca nHesMonna — 11-15%
- JInMdouuTapHaga MHTePCTULIMAbHAS NHEBMOHUSA — PeaKo
— PesmatoungHble y3enku <30%

3apuaHTbl NOpPa*KeHUA OPraHoOB AbIXaHUA
npyU peBMaToOUAHOM apTpUTe

BepxHue ApiIxaTenbHble NyTH (peaKo)

HuXHue apixaTenbHble NyTH
— QonnukynapHelid OpoHxuonut — 6—65%
— QonuTepupyoWwmMii GPOHXMONUT — pelKo
— bpoHxoakrasel — 2—3%

—P» [lopaXxeHune nneepbl
— [nesput — 20%
— neBpanbHblit BLINOT — 3—5%
— [neBpanbHble y3enkn — peiko

Komop6uaHblie cocToaHUS
— Cungpom Kannana <1%
— Amunoupos — 5-20%

Alunno A. et al.,, 2017; Benssckasn 10.B., 2019



PeBmaTouaHbIK apTpUT

»WU3/1 u pesmatouaHble Yy3enKU 3HAYUTENbHO Yalle
0OHapyXXMBAIOTCA Y KYPALWMX NALUEHTOB NO CPABHEHUIO
€ Hekypawmmu. OAHAKO Hanuume COOTBETCTBYIOLLEro
aHaMHe3a He JAO/KHO paccmaTpusaTbCc Kak dakTop,
MO3BONAIOWMNA  MONHOCTbIO OOBACHUTL MMeloLUecs
AYAbMOHOJ/IOrMYECKUEe CMMNTOMbI U UCKAIOYUTb Haau4yue
nopaxeHuA AblixaTes/ibHbIX NyTeun, obycnosneHHoe PA.

» AnddepeHumnanbHan ANArHOCTUKa 04arosblixX
U3MEHEHUIN B IerkuxX y 6oabHbIX PA npeacrasaser ocobyro
ANArHOCTUYECKYI0 npobnemy wm3-3a BbICOKOrO PUCKA
TybepKynesHoro npouecca He TONbKO Y MNauUeHTOB,
noayyawowmx ébmonornyeckyro tepanuto (B8 30 pas Bbille,
yem B o6bwen nonynauuMM), HO U y TexX, KTO nojsyyaer
TPAaAULMNOHHYIO Tepanuio MEeTOTpPEeKCaToOM
U npeaHunsonoHom (B cpeagHem B 4-8 pa3 Bbilwe, Yyem
B Nonynauum)




4 , AHKUNO3UPYIOWUIA CNOHAUNO0APTPUT

» [lynbmoHoNOrnyeckme CUMMMNTOMbDI BCTpeYaloTcA
npumepHo y 10% nauuneHTOB.

> PeCTPUKTUBHbINA XapaKTep U3MeHeHU obHapyKusaeTca
npu Haunbonee TMNUYHOM OC/NOXKHEHUU — ABYCTOPOHHEM
anukanbHom ¢ubpose BepxHUX ponen, pPasBUTUMU
6ynnesHbix u3MeHeHMM (KaK npaBuao, TOU Ke
NIOKanu3sauum), 2 TaKXe npu aHKunose
KocToBepTebpanbHbIX CYyCTaBOB.

» O6CTPYKTUBHbLIA CMHAPOM M CMeELlaHHbIA XapaKTep
U3MeHeHUU Moryt 6biTb 06ycnoBsieHbl TPAKLMOHHbLIMM
6poHX03KTazamu Uam napacentanabHoOn smPpunsemom.

»0nucaHbl cnyyam passutua U3J1 npu aHKkunosupyowem
CNOHAUNOAPTPUTE.



JlerouHble BaCKyUTbI

»>JlerouHble BaCKyAuUTbl, KaK MNpaBuAoO, ABAAIOTCA
NPosB/EHUEM CUCTEMHbIX BaCKY/IMTOB. BacKynutbl,
U30/IMPOBAaHHO MoOparkaloliMe sierkme, BCTpeyvatoTcA
peAaKo.

»MaTtonornyeckme U3MeHeHUA Nerknx B 6onblen wnnm
MeHbLUEe CTeneHU BbIPaXXeHHOCTU OTMEeYaloTCA npU
nobom Tune BacKyaura.

»JlerouyHble BaCKyAnUTbl BXOAAT B I’/'jj AL N
uncno peakux sabonesaHuit (okono =5
10 chyyaeB Ha 100 Tbic. HaceneHunAa B
rog), ogHakKo B nocneaHee Bpems
oTme4yaeTcAa TeHAaeHuMa K 1T wux
PacnpoCTPaHEHHOCTH, ocobeHHo
rpaHy/iemartosa BereHepa Uu
MUKPOCKOMUYECKOro NOZIAHIUUTA.

2

.....



J1erouHble BaCKyUTbI

Mpwu rpaHy/nemarose BereHepa Habnlopgaerca
HEKPOTUIUPYIOWMNIA BaCKYIIUT, NOpParKalolWnii menkue W
cpeaHue cocyabl NErkux.

BoBneueHne B nNaTONOrMYECKMA NPOLECC HUMKHUX
OTAENI0OB  PecnuUpaTopHOro TPaKTa COMNpPOBOXKAaeTcA
NINXOPAAKoON,  OAbIWKON, MyYUTENbHbIM Kalwnem,
KpoBOXapKaHbem, 6onamu B rpyaHOM Knertke.

MpubnusmutennHo B 20% cnyyaes pa3BUBaeTcA

nporpeccupyloLlan /leroyHas HEeAO0CTaTOYHOCTD,
obycnosneHHaa ¢ ¢ubpo3om Nerkux U NHEBMOHMUEMW,
KoTopas ABNAeTCA Haubonee 4YacTbim (40%)

UHPEKLUMUOHHbIM OC/OXXHEHUemMm Yy [AaHHOM KaTeropum
60/1bHbIX.



J1erouHble BaCKyUTbI

Mpwun MUKPOCKONUYECKOM NoJINaHIunTE
(nonanaprepunt) —  HEKPOTUSUPYIOLLUW  BACKYAMUT,
noparkaloLwmnii NPeMMyLLLECTBEHHO MeJIKue cocyabl Nerkux.

BoBneueHMe B NATONOrMYECKUU MPOLECC JIerkux
Habnwpaerca y 12-29% 60nbHbIX W CywecTBEHHO
yXyAlluaeT NporHos 3abonesaHus.

CumnTomaTtuka:
=  Kawenb (40%);
= 60au B rpyaHou Knetke (30%);
" KpOBOXapKaHbe U ieroyHoe KpoBoTeueHue (70%).

dunbpo3npyrowmm anbBeoOUMT MOXKeT bbiTb 0OgHUM U3
PaHHUX npoaABAeHUU 3aboneBaHUA, pa3BUBaAACL 3a
2-3 roga A0 BO3HUMKHOBEHMA APYrUX KAMHUYECKUX
NPU3HAKOB MUKPOCKOMUYECKOrO NMOJIMAHTUUTA, TAKUX KaK
nopa*KeHna KoXKU, Noyek.



J1erouHble BaCKyNUTbI

>303MHO¢M1’IbeII7I rpaHysn1emartos C no1INAHTUMTOM

(cuHapom Churg-Strauss) XapaKTepusyercs
rpaHy/IeEMaTO3HbIM BOCNasieHuem C
pasBUTUEM HEKPOTU3UPYIOLLLEro BaCKy/nUTa C

BOB/IEUEHUEM COCYAOB JIETKUX MEJNIKOro Kanmbpa
(nerouHblt  Kanunnapurt). XapaKTepHbl KJAMHUYECKUEe
nposasieHUa B BUAEe 6poHXManbHOMU acTmbl, 303MHOPUAUS,
Murpupytowime MHPUNbLTPaATbI B IETKUX.

»emopparnyecknin Backyaut (nypnypa LleHnerHa—
[eHOXa) MOXKeT COnpPOBOXKAATbCA MOPAXKEHUEM MENKUX
COCYyA0B NNEerKux.




J1erouHble BaCKyUTbI

>303MHO¢M1’IbeII7I rpaHysn1emartos C no1INAHTUMTOM

(cuHapom Churg-Strauss) XapaKTepusyercs
rpaHy/IeEMaTO3HbIM BOCNasieHuem C
pasBUTUEM HEKPOTU3UPYIOLLLEro BaCKy/nUTa C

BOB/IEUEHUEM COCYAOB JIETKUX MEJNIKOro Kanmbpa
(nerouHblt  Kanunnapurt). XapaKTepHbl KJAMHUYECKUEe
nposasieHUa B BUAEe 6poHXManbHOMU acTmbl, 303MHOPUAUS,
Murpupytowime MHPUNbLTPaATbI B IETKUX.

»emopparnyecknin Backyaut (nypnypa LleHnerHa—
[eHOXa) MOXKeT COnpPOBOXKAATbCA MOPAXKEHUEM MENKUX
COCYyA0B NNEerKux.




KnnHuueckuu chyuvam

BbinonHeHa KTBP opraHoB rpyaHOM K/JIETKU: YYaCTKMU
CeTyaToro u AuHemHoro ¢ubposa Ha ¢oHe BbIpPaAXKEHHOIO
WHTEPCTULMNANBHOITO KOMMOHEHTAa B TKAaHU O0OOMX Nerkux;
yBe/iIMYeHue  napartpaxeasibHbiX, MNApPAaoOPTA/IbHbIX WU
6udypKaunMoHHbIX "Mmdoy3nos.
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l, Q KanHuueckuit chyvaii

B ycnoBuax otaeneHuna TOpaKaZlbHOU Xupyprum b6bina
npounsBegeHa TOpaKoTomua € buoncmenm TKaHU NErkoro u
nMm@aTUIECcKoro y3na cpeaocteHus.

lNpu ructonatonornyecKkom
uccnepoBaHUN: pe3Koe yToaleHune
MeXKa/ibBeoNAPHbIX NeperopoaokK ¢
pa3pactaHnem coeanHUTE/IbHOU TKaHMU
(bopmupoBaHue nonen NHeBMOCKEpPO3a),
nmmdouuntapHaa UHPUANbTPALUA, KPYNHbIe
CKOMJIeHNA aNbBeoONAPHbIX MaKpodaros.
CaenaH BbiBoa, 0 pa3sutumn U3J1 Ha PpoHe
pPeBMaTONAHOro apTpPUTa,
OoTKOppernpoBaHa 6asucHana Tepanus.



BbisoAbl

lopaxceHue ne2kux npu CU3P oka3bieaem
cywecmeeHHoe enusaHuUe Ha 8bl60p mepaneemuyeckol
MAKMUKU U npo2HO3, M03Momy:

»bU3nKanbHoe nNyIbMOHONIOTMYeckoe obcnenoBaHue
NOJTIXKHO BK/1KOYATb MOUCK BO3MOHbIX
3KCTpany/ibMoHanbHbIX npoasaeHnn CUA3P;

»HeobxoAMM aHaAM3 AMArHOCTUYECKOM 3HaYMMOCTU
HecneunPunyeckmnx NyabMOHOJOMMYECKUX CMMNTOMOB
(Kawenb, oOAbilKa, W3MEHEHUSA NEPKYTOPHOMN U
ayCKY/1IbTaTUBHOM KapPTUHbI JIETKUX), MNO3BOAAIOLLUX
3anoao3putb Yy naumeHta ¢ CU3P BoBne4YeHHOCTb
NIETKUX B NaTO/IOrM4YECcKUi npouecc.




3aknueHue

KeanugpuyupoesaHHas UMMYHOM02UYeCKasA
ouaeHOCMuUKa u oOasnbHeliwee o06cnedosaHue
nayueHmoes ¢ Ucrnosab308aHUEM COBPEMEHHbIX
8bICOKOMEXHO/102UYHbIX mMmemooos npu
conocmaesneHuu € KaAuHu4vecKol KapmuHoU
MoX3cem cbiepamb  pewarwwyro posab 8
nocmaHoskKe ouazHosa CU3P.



3aknuYeHue

MyanemuoucyunauHapHseil NooXo0 K
sedeHuro nayueHmos ¢ U3/1 nosbiwuaem
Kayecmeo OUua2HOCMUKU, d0eK8amHOCMb
mepanuu u yay4yuiaem Ka4ecmaeo HU3HU
60/1bHbIX.

o

Heobxooumo obasamenbHoe obcnedosaHue
6oabHO020 U3/1 KOK peemMamono2om, makK u
nys16MOHO/1020M.



