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PacnpocTpaHeHHOCTb
capkongo3a B PoccumcKkowm
depepauumn Konebnercsa ot 22
A0 47 yen. Ha 100 TbIcC.
HaceneHuA.

" B nocneagHune gecatmneTma HabaaaeTcsa HeYKNOHHbIN POCT
3aboneBaemocTu capkomnao3om. 1o cTaTUCTUKe, BNepBbIe
BbIAB/IEHHbIW CAapKOUA03 Yalle AnarHocTupyetca B Bo3pacte Ao 50
neT ¢ nuKkom B 30-39 nert, seHWmHbl cocTaBnAoT 2/3 naumeHToB.

=  HecmoTpA Ha NOBCEMECTHOE BHeAPEHUNE B KIMHUYECKYIO
NPaKTUKY COBPEMEHHbIX MeToA0B 06cneaoBaHMA, ANAarHOCTUKA
CapKona03a OpraHOB AbIXaHUA MO-NpeXHemMmy npeacrasifer
bonblune TPYAHOCTH.



-

4TO Mbl 3SHaeM cero

v'ToYyHasa NpMYMHa HeM3BeCTHa.

TpUrrep, KOTopbIn 3anyCcKaeT

v ECTb HEKUI ANNTENBHO ,u,el‘/'lCTByrom,m
NaTONOrM4YeCcKni npouecc. :

Q!
v’ CyLuecTByeT reHeTU4YecKas
npeapacnosioKeHHOCTb K /
capKouao3y 1 BapnaHTam ero “
TeyeHus. ' .
v'BaXKHY0 posib B 06pa3oBaHu /
rpaHyn1em UrpatoT SHAOreHHbIe
NHTEPPEPOHbI, PaKTOP

HeKkpo3a onyxonu-anbda (PHO-anbda)
v pAd APYrmx LUTOKUHOB.




OnpepenexHue

CapKoMA03 - cuctemuoe BocnanutenbHoe 3abonesaHune
HEN3BECTHOM npuMpoabl, XapaKTepusytouleecH
obpazoBaHnem HeKasendbuumpyroLLMXCA rpaHynem,
MYIbTUCUCTEMHbIM NOpPaXeHNem C onpeaeneHHoOM 4YacToTomn
BOB/IEYEHUA PA3/IMYHDBIX OPraHOB M aKTMBaUMEN T-KNeToK B
MeCTe rpaHy/IeMaTO3HOro BOCMa/JIEHNA C BblCBOOOXKAEHUEM
PA3/IMYHbIX XEMOKMHOB M UUTOKMHOB, BK/IOYaA @aKTop
HeKpo3a onyxonu-anbda (TNF-a).




Mo noKanunsauumu
= Knaccmnuyeckum, c npeobnagaHmem BHYTPUTPYAHbIX
(nerouHbix) nopaxkeHuni
=" C npeobnapgaHuem BHeNEroyHbIX NOpPaXKeHnm
" [eHepann3oBaHHbLIU

Mo ocobeHHOCTAM TeueHuns
= C ocTpbiM Hayasiom 3aboneBaHuA (CUHOpoOMbI
JlegpepeHa, Xeephopoma-BanbdeHcmpema u op.)
= C M3HAYa/IbHO XPOHUYECKMM TeYEHNEM
= Peunaus
= CapKouaosy aertei B Bo3pacTe Ao 6 ner
= Capkoupaos, pedpaKTepHbIn K 1eHeHUto

Busens A. A. denepanbHblie KAIMHUYECKME pekomeHgaunn, 2017



PekomeHpgyemoe HavanbHoe obcnepoeaHue
GOﬂngFFO @dﬂrwo go 30M

*AHamHe3 (Bo3meucTBUE (DAKTOPOB OKPYXKAKOIIEH cpeabl W Ipodeccuw,
CUMIITOMBI, TPEICCTBYIONIEE JICUCHUE).

*du3uKaabHOE 00CIEIOBAHUE.

*O030pHasi pEHTreHOrpaMMa OPraHOB T'PYAHOM KJIETKA B MpsIMOM U OOKOBOM
MPOCKIUSIX.

*PKT opranoB rpyiHOU KJIETKHU.

*V3U cene3eHKH, IIEYCHU U MOYECK.

*MccinenoBanne GyHKIUM AbixaHus: cnupomerpust u DLCO.
*TyOepKyarHOBBIE KOKHBIE TPOOBI MaHTy U JIMaCKMHTECT.

* AHQJIN3 MOKPOTBI HA MUKOOAKTEPUIO TYyOEpKYJe3a.
*KinHnuyeckui anaiau3 KpoBu: Oeiasi KpOBb, KpacHasi KPOBb,
TPOMOOILIUTHI.

*CoJiep>KaHUE B CBIBOPOTKE KPOBU KaJbIIus,
nedeHOIHBIX (hepMeHTOB (ANAT, AcAT, ILL®D),
KpEaTHHUHA, a30Ta MOYCBUHBI.

*O0muit ananmu3 Mour, Ca B CyTOUHON MOYe€.

*OKT (110 mokazaHusIM MOHUTOPHUPOBAHUE 110 XOJITEPY).
*O0cnenoBanue y opTaibMoJIora.




Kputepum akTMBHOCTU capKouaosa

KanHnyeckue npusHaku: IMXopagKa, yBeMT,
y3n10Basa 3putema, Lupus pernio, uameHeHus
pybLoB, NoOAMapPTPaNrua, CnaeHoOMeraams,
numdageHonaTua, yBesIMieHue CAOHHbIX
n/Unn cnesHbix ¥Kenes, NPU3HaKu
nopaeHusa cepaua, napanny AMLEeBOro
HepBa U Apyrme npusHaku
HeMnpocapKkounaosa, nporpeccupoBaHue
pecnmMpaTopHbIX cumnTomos (oAblLLKa,
Kallenb).




KpuTte

Buoxmmmuyeckme U UHCTPYMEHTA/IbHblE
NPU3HAKU: NOBbILLEHNE YPOBHA aHTMOTEH3UH-
npeBpawiatoero pepmeHta (ANP) cbiBOpOTKM
KpPOBM, rMNepKanbuuemma, OTKIOHEHUA
nokasarenen GpyHKuUUun neyeHn, (tmmepouunTos u
yBennyeHue cootHoweHna CD4/CDS8 B XXnakoctu
6bpoHxoanbBeonApHOro nasaxa (KbAN);
N3MEHEHUA Ha d/1IeKTpoKapanorpamme, npum
IXoKI u cumHTUrpadpunyeckom uccneagosaHumn c
PaANOaKTUBHBIM Tanamnem; | &
yXyAlleHUue noKkasareneu
oBA.

3NDUU aKTUBHOCTU CapKoua03a

|




PeHTreHon0rnyecKkme npmu3HaKku:
nporpeccMpoBaHue N3IMEHEHUUN B Ierknx Ha
peHTreHorpammax un KT; nopaeHusa Kocteu

(Kncrbl).
B nocnepHee Bpema AnA oueHKU TedyeHus
NaToO/IOrMYecKoro npouecca LWHUPOKO NpumMmeHAeTca
KOMNblOTEpHaA Tomorpadua BbICOKOro paspeLueHumsn
(BPKT), no3BonstoLiasn
CBOEBPEMEHHO
ANarHoOCTUPOBaTb
nepexoa nepsoun craguu
cCapKouao3a BO BTOPYIO.




KNACCUDUKALMA CAPKOUAO3A,
OCHOBAHHAA HA NYYEEOWA OAUATHOCTUKE

CTaﬂI/IH PeHTreHoJsiornyeckas KdPTHHA YacroTa

0 Hetr wu3mMeHeHM Ha peHTreHorpamme 5%
OpPraHoB rpyaAHOM KNEeTKMU.

I NMumdpapeHonatma BHYTPUTpyAHbIX 50%
nMm@aTtnyeCcKUX y3/10B; NapeHXUMma Nerkux
He U3meHeHa.

I1 NMumdapeHonatma BHYTPUTpyAHbIX 309%
nMmeaTtnyeCcKUXx Y3N0B; NATO/IOrMYecKkue
U3MeHeHUA NapeHXMbl IerKux.




[ BYXCTOPOHHAA NPUKOPHEBaA
numdaaeHonaTtua bes
U3MEHEHUI B NapeHXume Nerkmux
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NTumdpapeHonaTtua B
coYeTaHUU C USMEHEHUAMM
B 1€rOYHOU NapeHxnme




3HaunTenbHbIN ANPPY3HbLIN
$dnbpo3 B erkuUx n KpynHboie
$dOKycCblI




v dopmupoBaHue «COToBOro
nerkoro»

v bynne3Ho-auctpodpuyeckue
U3MeHeHus




Col uDPM H Hble N\ @TQ@ bl
UHEAQSMEH JOMJ THOCTUKU CapKOoUnaoza
*EBUS-TBNA — TpaHC6pOHXI/IaJIBHa}I TOHKOWTOJIbHAS ITYHKIIUS IO

KOHTPOJIEM dHA00POHXHAIBHON yibTpacoHorpaduu (ObYC-THUII) —
IIPOBOAUTCS C MOMOILBIO 3XOOPOHXOCKOIIA B X0JI€¢ OPOHXOCKOIIHH.

2 Py
t

*TpancOponxuajgbHass kpuoduoncus jgerkoro (ThKJI) —
IHJIOCKOIIMYECKasi OMOIICHSI TKaHHU JIETKOT0, BBIIOJIHAEMAas Yepe3
paboumii KaHaJI THOKOTO OPOHXOCKOIIA CIICHHAIbHBIM KPHUO30HI0M
0J] KOHTPOJIEM PEHTTCHOCKOIUHU WX paJuaabHOMN
HJI00POHXHMAJIBHOM YIBTpacOHOTpadUH.

*MeauacTUHHOCKONMUA — MAJIOTPaBMaTHUYHAs POLEaYPa, BBICOKO
MH(pOpMaTHUBHAS MPU HATWYMHU JTOCTYIIHBIX JJI OCMOTpa
YBEJIMYECHHBIX IPYHIT JUMPATHISCKUX Y3II0B.

*BuieoTopakocKkonus/BHae0-aCCHCTUPOBAHHAS TOPAKOCKOIIMS
(BATC), npu KOTOpOM COBMEIICHHBIN C BUICOKAMEPOH TOPAKOCKOI U
MHCTPYMEHTHI BBOJISIT B IJICBPAJIbHYIO ITOJOCTh YE€PE3 TOPAKOIIOPTHI.



DOVYHKLUMOHA/NIbHbIE UCcCcNeaoBaHUA

CnupomeTpvm C maHeBpoMm GOpPCUPOBAHHOTO
Bblgoxa c onpegeneHnem obvemos (PHKE/, OPB1
N ux cootHoweHna OPB1/PHKE1%) n o6beMHbIX
ckopocten — nmukosom (MOC), n MrHOBEHHbIX Ha
ypoBHe 25%, 50% n 75% oT Ha4vana
dopcupoBaHHoro sbigoxa (MOC25, MOC50 u
MOC75, COC25-75). He pexe 1 pa3a B 3 mecALa B
aKTUBHYIO ¢a3y npoLecca U exxeroaHo rnpu
nocneayowem HabarogeHuu.

N3mepeHne andpPysMoHHOU cnocobHOCTU
NNerkKknx MeTogom OZIMHOYHOrO BAOXA MO OLEHKE
cTeneHu NornoweHmna okucu yrnepoaa (DLco).



CobcTBEeHHbIe AaHHble

[MpoaHann3npoBaHbl aHAMHECTUYECKME, KTIMHUYECKNE U
NabopaTopHO-MHCTPYMEHTANbHbIE AaHHble 68 naumneHToB (18 My*KYnH
" 50 }KeHLWMKWH) c aKTUBHOM CTaAnEeN CapKoua03a OPraHoB AbiXaHus,
HaXOAMUBLLUUXCA HA CTALMOHAPHOM NIEYEHUM B NYIbMOHOIOTMYECKOM
otaeneHnn AOKTMO (r.JoHeuk).

Y Bcex 0bcneaoBaHHbIX NAUMEHTOB ANArHO3 CapKoua03a
BepudumnumposaH mopdosormndyecku: 45 (66,2%) naumeHtam
BbINO/IHANACb MeAnacTUHOCKoNusa ¢ buoncuen nmmeoysnos, 17
(25,0%) — Topakockonus ¢ buoncmen nerknx, oCtasibHbIM — OTKPbITaA
buoncma nerkux.

Y 5(7,4%) nauneHTtos bbina | ctagua 3aboneBanus, y 43 (63,2%) —
Il ctapua, y 18 (26,5%) — lll ctagnawny 2 (2,9%) — IV ctagusa
capKomao3sa.

B KOHTpoOAbHYO rpynny Bowan 23 yenoseka (10 my*K4mH n 13
EeHLLMH) 6e3 natonormm 6pPoHX0NEero4yHom CUCTEMBbI.

Bcero B uccnegosaHuum npuHanm ydactme 91 yenosek. CpeaHuum
BO3pacT obcnenoBaHHbIX cocTaBun 42+5,7 ner.




CobcTBeHHbIe AaHHble

NccnepoBaHme GyHKUMKW BHELLHEro AbIXaHMA NPOBOAUIOCH b
COOTBETCTBMU C peKoMeHdauuamu EBponenckoro pecnmpaTtopHoro
obuectBa. Bcem nccneayembim nayvyanm GyHKLUMIO BHELLHENO AbIXaHUA
meToaom boannnetnamorpadpuun, 17 6onbHbiM — ANPPY3MOHYIO
CMOCOOHOCTb NETKUX.

OueHMBaNNCb NOKa3aTenu:

obuwan emkoctb nerkmnx (TLC, % oT AonKHbIX),

XU3HeHHaa emKocTb ierkux (VC, % oT A0/IKHbIX),

pe3epBHbIM 06bem Bblaoxa (ERV, % oT fonXKHbIX),

OCTaTo4YHbIM 06bem nerkmnx (RV, % ot fONXKHbIX),

obulee conpoTnsieHne apixatenbHbix nyten (Rtot, % ot AONXKHbIX),
dbopcrupoBaHHaAA XKU3HEHHAA eMKocTb sierkux (FVC, % ot
NOJTIKHbIX),

d ob6bem popcrMpoBaHHOro BbligoxXa 3a nepsyto cekyHay (FEV1),

d wmHpekc TupodHo - oTHoweHne OPB1 K KE/ (FEV1/FVC).
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Co6CTBEHHbIE faHHble i)

JluHamuKa nokaszamenel
YHKYUU BHEeWHe20 ObixaHusa (bodunaemu3mozpagus)
y 06C/1e008AHHbIX 2Py NAyUeHmMos

FEV1 FEV1/FVC MEF75 MEF50 MEF25

B KOHTPOAL W CAPKOMAODS



Co6CTBeHHbIE AaHHble i)

Box Plat FVC

dopcrpoBaHHaA XKNU3HEHHAA
emKkocTb nerkux (FVC, % oT AoNXHbIX)
y obcnenoBaHHbIX rpynn NaLUEHTOB

" = O6bem PpopcUPOBAHHOTO BblAOXA
y ° 3a nepsyto cekyHay (FEV1, %

) OT AO/IKHbIX) Y 06C/nea0BaHHbIX
I rpynn nauueHToB

50 © Median
< " 025%75%
rpynna T Non-Outher Range




Obwasa emKkocmb nez2kux (TLC, % om 00axCHbIX) y
06C1€0080HHbIX 2pyrn nauyueHmos

YpoBeHb TLC (% oT gonKHbix) Konebancs ot 76,9 no 134,1 u
coctaBun B cpeaHem 101,59+1,19, npun sTom y naumeHToB 1-oun
rpynnsl —oT 76,9 oo 134,1 n B cpegHem coctasun 100,45+1,37, BO
2-oM rpynne (KoHTpoab) — o1 89,9 no 129,8 n B cpeaHem coctaBun

—104,82+2,33, docmosepHbix omauyuli HalideHo He bblo
(p>0,05).

MusHeHHasa emkocmeo nezkux (VC, % om 00axCHbIX) y
06C1€0080HHbIX 2pyrn NauyueHmos

VC (% oT aomkHbIX) konebanca ot 70,8 no 142,5, B cpegHem —
108,4%1,4, B rpynne 60/1bHbIX CApPKOMA030M NOKa3aTe b
konebanca ot 70,8 no 131,7 n 8 cpeaHem coctasun 106,56+1,61,
B rpynne KoHTpona — ot 91, no 142,5, B cpegHem — 113,79+2,87,
docmoesepHo 6e3 omauyuti (p>0,05).




Pe3epsHbili obvem 8bidoxa (ERV, % om 0o HbIX) y
0b6c/1e008aHHbIX epynn NauUeHmMos

ERV (% oT gomkHbIX) B 06enx rpynnax konebancs ot 20,5 ao
2116,8, B cpeaHem coctasun — 85,4 £4,98, B rpynne capkomnaosa
MWHUManNbHO coctasunn — 20,5, makcumanobHo — 187,4, B cpeaHem
- 79,4615,87, B rpynne KOHTPOAA 3HaYEeHUA Haxo4UNNCb B
aAnanasoHe ot 40,4 oo 216,8 n B cpegHem COCTaBUNN —
104,29+8,58 — docmosepHo 6e3 omauyutli (p>0,05).

OcmamoyHsbilt ob6vem neakux (RV, % om 0osxcHbIX)
y 06C/1e008AHHbIX 2Py NAYUEHMO8

RV (% oT A0/KHbIX) B ABYX Frpynnax MMHUMA/IbHO cOCTaBuAn 56,6,
MaKcumanbHo — 214,3, B cpeaHem — 102,3242,9, B 1-ou rpynne
Konebancs ot 56,6 o 214,3 B cpeaHem — 103,42+3,72, B
KOHTpoAbHOM rpynne — ot 59,0 ao 128,7, B cpeaHem —
99,2343,61, docmosepHbix omauyuli He obHapyxceHo (p>0,05).




(%I
Obvem popcupoB8aAHHO20 8b100XA 34 MepPByto CEKYHOY
(FEV1) y 06cnedoBaHHbIx epynn nayueHmos

FEV1 (% oT gonKHbIX) B rpynne capkomnaosa Konebanca s
npeaenax 3HadyeHun ot 32,5 no 131,9, B cpeaHem coCcTaBua —
94,79+2,21, B rpynne KoHTponAa —oT 98,7 oo 198,7, B cpegHem —
112,59+2,4. B BbIbOPKax 6bl/i HAaNAEHbl AOCTOBEPHbIE OT/INYUS
(p<0,05).

NHOekc TugppHo - omHoweHue ODB1 k ME/1 (FEV1/FVC)
y 06C/1e008aHHbIX 2pynn NayueHmos

Nupekc TupdHo B rpynne capkomngosa Konebanca ot 45,0 oo
117,1, B cpeaHem — 94,17+1,48, B KOHTpoaAbHOM rpynne — o1 90,5
no 110,9, B cpeaHem - 103,39+1,13, docmosepHbix omauyul He
obHapyxceHo (p>0,05).




Co6CTBEHHbIe AaHHDbIE Q%\

HecmoTpA Ha TO, 4YTO Y NAUMEHTOB C CapPKOMAO30M
nokasatenn FEV1 (o6bem popcupoBaHHOro Bbigoxa 3a MEPBYIO
CEeKYHAyYy) AOCTOBEPHO HE OT/IMYA/IUCL OT KOHTPOJIbHOM rpynmnbl,
NPU N3YYEHUN NMPOXOANMOCTM BPOHXOB Ha YPOBHE CpeaHero u
MEJIKOTO Ka/ZIMbpoB BbIABAEHbl 3HAaYMMble pas3nmuusa. Tak, y
bonbHbIX capkompgo3om MEF 50 (mrHoBeHHaa ob6bemHas
cKopocTb npu Bbigoxe 50% PHKE/) coctaBnaet 65,7+3,2 npotus
96,5%3,89 (p<0,005), MEF 75 (MrHoBeHHaa ob6bemHasa CKOPOCTb
npu Bblgoxe 75% ®OHKE/) y naumeHToB ¢ capkongo3om 46,4+3,01
npoTtus 82,9+4,72 B KOHTpPO/IbHOM rpynne (p<0,0001).

Mpn n3yyeHnn andpodysmoHHom cnocobHoctn nerkux (DLCO,
%) y 17 naupenTos Il - Il ctagun 3aboneBaHna H6bINO BbIABNEHO
NOCTOBEPHOE CHMKeHue noKkasatens DLco. Tak, noka3zaTtenb DLCO
y 6onbHbIX capkonao3om 48,4+6,4, npotus 81,4+6,4 (p<0,05).




Co6CTBEHHbIE AaHHbIEe §?¢|
BbIBOADbI

v Tpun nccnenosaHUm GyHKLMN BHELLHETO AbIXaHUA Y
NaLMEHTOB C CAaPKONA030M HapyLleHMA Obln BbiiBNEHDbI B
OCHOBHOM Ha YpOBHE BPOHXOB MENKOro u cpeaHero
Kanubpa.

v'Y 80% ob6cnefoBaHHbIX OTMEYaNnCh Pe3KMe HapyLleHUA
6POHXMANBbHOW NPOXOANMOCTMN Ha YPOBHE BPOHXOB
menkoro Kannbpa ny 50% 6poHxoB cpeaHero kanmbpa.
[Tpn 3TOM TaKKe OTMeYaNoCb AOCTOBEPHOE CHUMKEHMNE
nokasatena FVC (popcmpoBaHHaA *KM3HEHHAA EMKOCTb
NErkux).

v CpeaHue nokasatenm andpysmoHHOM cnocobHoCTH

nerkmx naumentos ll-1ll ctagnmn capkonaosa 6binum
NOCTOBEPHO HUKE NOKa3aTenen B KOHTPO/IbHOU rpynne.



3aKknloueHue

CnupomeTtpuyeckoe
obcnepoBaHue cnepyet
NPOBOAUTb MaUUEHTAM
PerynapHo BO Bpema
obocTpeHus uam &
peunanBa CapKkomaos
4TObbI BbIPAbOTATH
| NMpaBWbHbIN MOAXOA, K
NevyeHuto 3aboneBaHua u
onpeaennTb NPOrHos3.

OB/l He PEKE 1
pasaB 3 MecC.B
aKTUBHYIO a3y
A npouecca u
E)KEFOAHO npu




bharongapum 3a BHUMaHUe!
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