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ACUMNTOMHOE TEeYeHue
nopaxXeHus NerKkux Npu rpaHynemarose
¢c nonuauruutom (Berenepa)

T.B. beketoBa

[NopaxeHue JeTKNX HApSITy ¢ ATOJIOTHEH BEPXHUX bIXaTeJIbHBIX MyTel U MOYEK COCTABIISIET KJIACCUIECKYIO TPUALy
rpaHyJiemaro3a ¢ nonuanruutom Berenepa (I'TIA). K oco6eHHOCTSIM 1eTOYHOI TTATOJIOTUH TIPU 3TOM 3a00JI€BaHUN
MOXHO OTHECTH BO3MOXXHOCTb aCUMIITOMHOTO TeueHus. [IpeacTaBieH ciydait acCMMIITOMHOTO MTOPaXXeHUSI JIETKUX Y
nanueHTK ¢ [TIA: HecMOTpst Ha yoenuTeTbHbIe TPU3HAKY MEIMKAMEHTO3HOI KIIMHUKO-Ta00paTOpHON peMUCCHH,
TIPY TJ1aHOBOI KoMIbloTepHOit ToMorpadun (KT) Obutn BRISIBIEHBI TPOTPECCUPYIONINE U3BMEHEHUS B TTAPEHXIME
JIETKUX B BUJIe MHOXECTBEHHBIX 0UaroB ¢ IECTPYKIIMEN, KOTOpbIe MocJe JieueHusT HUKIohochaHOM MOABEPIIIUCH
obpaTtHOMy pa3BuTHUIO. [loquepKBaeTcst BaXKHOCTh MHCTPYMEHTATIbHOTO 00cienoBaHus, BKiouatomiero KT opra-
HOB TPYy/IHO# KJ1eTKH, B nedtote ['TIA 1 B Xome mocienyomnero IMHaMu4eckKoro HabIoaeH S
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(BereHepa); mopaxeHue JeTKUX.

Jns cepuiku: Bekeroa TB. AcuMnToMHOE TeueHHE OPaXEeHUsI JIETKUX MIPU TPaHyIeMaTo3e C MOJUMaHTUUTOM
(Berenepa). Hayuno-npakrtuyeckast peMatojorust. 2014;52(1):102—104.

ASYMPTOMATIC COURSE OF LUNG DAMAGE IN GRANULOMATOSIS
WITH POLYANGIITIS (WEGENER’S)
T.V. Beketova

Lung damage, along with the pathology of the upper respiratory tract and kidneys, constitute the classic triad of
Wegener's granulomatosis with polyangiitis (GPA). The special features of pulmonary pathology in this disease include
the possibility of asymptomatic course. A case of asymptomatic lung damage in a patient with GPA has been reported.
Despite clear signs of drug-induced clinical and laboratory remission, routine computed tomography (CT) revealed
progressive changes in lung parenchyma as multiple foci with destruction, which regressed after treatment with
cyclophosphamide. The importance of instrumental examination, including CT of the chest at the onset of GPA and

during the subsequent follow-up, was emphasized.

Keywords: ANCA-associated vasculitis; systemic vasculitis; granulomatosis with polyangiitis (Wegener’s); lung

damage.
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Ipanynemaros ¢ monmanruurom Berenepa
(T'TIA) oTHOcWUTCS K CUCTEMHBIM BacCKyJIWTaM
(CB), accouMupoBaHHBIM C AHTUHEUTPOGUIb-
HBIMU LMTOIJAa3MaTUYECKUMHU aHTUTEIaMU
(AHIIA), — TsKesIbIM MOJMOpPraHHbIM 3a00J1eBa-
HUSIM, TIPU KOTOPBIX MPOTHO3 BO MHOTOM OTIpe-
NIeJisieT CKOPOCTh AMATHOCTUKU U TIPaBUIIBHOE
Ha3HaYeHUEe WHIYKIIMOHHOM Teparnuu.
OrnuuurtenbHbiM npusHakoMm [TIA sgBiasieTcs
coYeTaHUWe TAaTOreHETUYECKU CBI3AHHOTO C
AHIIA HeKpOTHU3UPYIOLLIEro BaCKyJIUTa IpeuMy-
LIECTBEHHO COCYIOB MEJIKOro KaauOpa pasiuy-
HOU JIOKAJTN3AIMU U COITyTCTBYIOIIETO eMy rpa-
HyJIEMaTO3HOTO BOCIIAJIEHUsI, TIPEXJe BCETO B
opraHax pecnupatopHoro Tpakrta [l].
[TopaxxeHue JierKux — OAHA U3 XapaKTePHBIX
yept I'TIA, Hapsiny ¢ maToJioruei BEpXHUX JbIXa-
TEJIbHBIX MTyTeU U TTOYEK COCTaBIISIOUIUX KIacCU-
YyecKylo Tpuany 3aboneBanus [2]. K xknmuHMde-
CKUM OCOOEHHOCTSIM TIOPaKEHWs JIETKMX TP
I'TIA MOXHO OTHECTM, KaK MpaBWUJIO, CKYIHYIO
ayCKyJIbTaTUBHYIO CHUMIITOMATUKy W Hepenkoe
OTCYTCTBUE KallUIsl, ONIbIILIKH, aXe MPY HaTUIUU
BBIPaXKEHHBIX PEHTT€HOJIOTMYECKUX U3MEHEHU .
[MpencraBnasiem ciayyait I'TTA ¢ acuMOTOMHBIM
TMOpaKeHNEM JIETKUX.

Y nayuenmxu 45 nem, ¢ daumenvHoim anam-
He30M XPOHUHecK020 nueaoHedpuma, 6a30Momop-
HbIM DUHUMOM 8 meueHue Yemblpex npeduecmsyio-
WUX 1em u peyuougUpPYIOWUM OMUmom 6 meverue 2
nem, 8 cenmsope 2009 e. 6ozHukarom auxopaoka 0o
39 °C c 03H060M, HOCOBbIE KpOBOMeHUeHUsl, 00pa3o-
8aHUe KPOBIHUCMbIX KOPOK 8 HOCO8bIX X00aX, CHU-
JiceHue cayxa Ha npasoe yxo, obuyas carabocme. Ilpu
00c1e006aHUU  BbISIGAEH U30AUPOBAHHYII MOUEBOl
cundpom (npomeunypus 0,2 e/a, ecemamypusa 100 6
nose 3peHus), 8 anaauze Kposu eemoenobur (Hb)
103 2/n, aeiikoyumot (n.) 12,2 + 10°%/n, mpombo-
uyumot (m.) 259 + 10°/n, COD 64 mm/u. Ilpu penm-
2eHoepagpuu neekux oOHapyxiceHvl 08YCMOPOHHUE
UHGUABMPaAmMbL ¢ pacnadom, peHmeeHos02u1ecKue
U3MEHEHUs 8 NPUOAMo4HbIX NA3YXAX HOCA OMCYM-
cmeosanu. Ilposodunacy OJugpgpepenyuanrvuas
duaeHocmuka mexcdy 08YCMOpPOHHell NHeBMOHU-
eil, mybepkyne3om, UHMEKYUOHHbBIM IHOOKAPOU-
mom, 310KavecmeeHHbiM 00pazoganuem. Jlevernue
anmubuomuxamu 6e3 sgppexma. Coxpansiuce
AUX0paoka, CHUJCeHue Maccyl meaa, no3dice npu-
COeOUHUAUCD Kauieasb ¢ KPOBOXapKaHbeM, apmpan-
euu. B ananuse kposu Hb 94 2/, 2. 9,9 + 10°/a,
m. 459 < 10°/a, COD 72 mm/4. Boinoanena oua-
eHocmuveckas OpoHXocKonus ¢ Ouoncueil, npu



Mopgoaoeuneckom UCCAC008AHUU  CAUSUCMOU  00040YKU
OpoHX08 00HApYJCeHA HeKpomuueckas MKAaHb, Co0epicauas
Aeiikoyumsl, AUM@POUUMBbl, MHO20s10epHble — eUeaAHMCKUe
KAemKu.

B oxmsabpe 2009 e. npu ummyHopepmeHmHOM ananuze
(UDA) obnapyxcena eunepnpodyxuyus AHIIA co cneyuguuno-
cmblo K npomeunaze 3, Komopas 6060e Npesvlulana 8epxXHIOH
epanuyy Hopmol. uaenocmuposan I'llIA, nHa3nauenvr nosmop-
Hble eHympugenHble eeedenus: yukaopocpana (LDP) 800 me,
npednuzonon (113) enympos 60 me/cym ¢ noaojcumenvHuiM
aghppexmom (ucueznoserue Mo4eco2o cuHopoma, oopamuoe paz-
sumue 04ae08 ¢ NOAOCMAMU PAcCnAda 6 NeeKUX, UCHe3HO8eHUe
AHIIA).

C umwna 2010 e. Habawdaemca ¢ DPIBY «HUHP
um. B.A. Haconosoit» PAMH: couemanue s36eHHO-
HeKpomu4eck020 pUHUMA, 04A208bIX U3MEHEHUL 8 NeeKUX ¢
decmpykuueil, mouegoeo cunopoma, eunepnpodykuuu AHIIA
nosgeoauno ycmanosums duaenos I'lIA ¢ nopaxcenuem @epxHux
dbixamenvHbIX nymell, 0peana cayxa, 1eeKux, no4eK, cycmagos.
Tlockonvky aeuenue LD conpososcdarocy mpomboyumonenueil,
oH Obln omMmeneH, Ha3Haven mukogernosama mogpemunr (MMD)
6 doze 2 e/cym. Ha npomsicenuu nocaedyruieeco eoda npu
NOGMOPHOM OUHAMUYECKOM 00CAe008AHUL, 8KAIOUASL KOMUbIO-
mepuyio  momoepaguio (KT), coxpausiuce KAUHUKO-
Aa00pamopHyvie NPUBHAKYU PEMUCCUU.

B meuenue 2011 e. npodoaxceno nocmenenHoe CHudCceHuUe
dosvt 113, neuenue MM®D 1 2/cym npoeodunoce Hepe2yispHo &
ces3u ¢ mpomboyumonenueii (0o 80 « 10°/n), peuudusupyowumu
PeCnupamopHoiMu UHPEKUUIMU, A MAKICe OCAONCHEHHBIM GblGU-
XOM I0OKMe8020 cycmasa.

B aseycme 2011 e. na ¢hone obujeco xopoweeo camouyg-
cmeus npu naanogoii KT opeanog epyOHOU KaemKu 6blsefeHbl
eOuHUUHble MeaKue ovaeu duamempom 00 5 MM 6 eepxHeil doae
npaeoeo aeekoeo (cm. pucyHok, a). Ilpu obcredoganuu: usmeneHus:
6 anaausze moyu omcymemeoganu, COD 3 mm/u, C-peakmueHolii
benok (CPB) 1,2 me/n, AHIIA ne obnapycenvl. Buympurxoscnas
mybepkyaunosas npoba ompuyamensrasn. IIpodonsicerno aeuenue
MM® 1,5 o/cym, 113 10 me/cym.

C cenmsabps 2011 e. ommeueHst 3nU300b1 HOCO8020 KPOBOME-
uenus. B dexabpe 2011 e. npucoedunurucy 3a102ceHHOCMb HoOCa,
He3HauumenvbHoe CYKpoguYHoe omoensemoe U3 Hocd, O0OHAKO
COXPAHANUCH XOpoulee 00uUjee CaMouyecmaie, HOpMALbHAs memMne-
pamypa meaa, hpu 006eKmueHoM 00c1e008aHUY NAMOoA0cUYecKUue
U3MeHeHUs 8 Opeanax He onpedeasaucs. Omcymcmeosanu usmene-
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KT opraHos rpyLHomn KNneTku y NauneHTKn ¢ an3040M acCMMNTOMHOIO nopaxeHnus nerkux npu MA: a — o4arosoe 06pasoBaHue B NpaBoM fer-
KOM [1aMeTpoM 5 MM, BbISIBNIEHHOE NPU AUHAMUYECKOM 06Ce0BaHNUN NALNEHTKN B NEPUOL MEANKAMEHTO3HOI KIIMHUKO-Nab0paTopHON pemuc-
cuu IMA; 6 — nporpeccupoBaHne U3MEHeHWIA B NIErkuX, HECMOTPS HA OTCYTCTBME KNUHUYECKUX CUMNTOMOB JIErO4HON NaTonoruu, Yepes 4 mec:

MHOXXECTBEHHbIE 04aryt B NapeHxnme nerkux ¢ AeCTPyKLUMen; B — NCHE3HOBEHNE 04aroBbIX M3MEHEHUIA U NONoCTei pacnaaa vyepe3 1 Mec B pe-
3ynbrare neveHus Ld

RN o

HUsL 8 aHaausax mo4u, 6 amaauze kpoeu Hb 145 e/n, 2. 12,5
10°/n, m. 145 « 10°/a, COD 5 mm/u, CPE 1,8 me/n, AHIIA ompu-
yamenvrvie. B mo ouce epemsa npu KT neexux evisienena ompuya-
menvHas OUHAMUKAQ C NOSGACHUEM MHOMNCECMBEHHbIX 04a208 C
decmpykyueil u gopmuposanuem noasocmei (cm. pUcyHox, 0).
Pe3zyavmamut 6HympuKkoxicHot myb6epkyauro8ot npoowt, OUACKUH~-
mecma, keanmugeponosoeo mecma, UPA na earaxkmomanuan
ompuyamensHole.

Hanruuue munuunvix oas I'llIA usmenenuii 6 neekux 6 cove-
Manuu ¢ A61eHUSMU HEKPOMUHECK020 PUHUMA C8UDemeNbCmB0-
eaau 6 noavzy peyuousa I'lIA. Dckarayuonnas mepanus (Hy-
mpuseHHoe nyavcogoe 6sederue LD cymmapno 1,6 ¢, 113
eHympb 40 me/cym) cnocobcmeosana ucuesnosenuro uepes I mec
CUMNMOMO8 PUHUMA U NOAOICUMENbHOU PEHMEeH0N02UHeCKOoll
JuHaMuKe 6 neeKuXx C YMeHbUleHUeM KOoAu4ecmea U pasmepos
04ae08 U ucHe3HogeHuem noisocmeii pacnada (Cm. pUcyHoK, 8).
Ilocaedyrowee neuenue 6 yca08usx muamenbHo20 MOHUMOPUH2A
Nn03604UN0 NOOOEPIHCUBAMb PEMUCCUIO 3A00A€8AHUSL NO HACMOS~
wee gpems.

TakuMm o0Opa3oM, B MPENCTAaBICHHOM KIMHUIECKOM
HabmogeHuun B aediore I'TIA, HecMOTpsI Ha BBISIBJICHUE TTPU
PEHTTeHOJIOTMYECKOM UCCIIeI0BAaHUU TIBYCTOPOHHUX UH(PUIb-
TpaTOB B JIETKMX C pacliagoM, ITOJHOCTBhIO OTCYTCTBOBasa
KJIMHUYECKas CUMIITOMATHKA JIETOYHOM MTaTOJIOTUM, TIPUCOE-
MUHEHWE Kalllid U KPOBOXapKaHbsI OTMEUEHO 4Yepe3 MeCSIl.
Peruans mopaxkeHusT JIETKUX TaKKe XapaKTepU30BaJICS aCUM-
MTOMHBIM T€YEHHEM C OTCYTCTBHUEM JIaOOPATOPHBIX MPU3HA-
koB akTuBHOCTU [TIA. ITogpoOHbBIi aHanU3 BCeil COBOKYII-
HOCTH KJIMHUYECKOI KapTUHBI, BKJII0UYasl TPU3HAKHU PELIMINBA
HEKPOTUUYECKOTO PUHUTA, TTO3BOJIMI BEIOpATh BEPHYIO JieueO-
HYIO TaKTHKY.

IIpu TI'TIA nopaxeHue JNErkKux AUArHOCTUPYIOT Y
60—85% 6onbpHBIX. Kak MpaBMIo, OHO COYETAaeTCs C BOBJIeUe-
HMEM JIPYTUX OpraHoB, HO Yy 9% mNalMeHTOB MOXET ObITb
OCHOBHBIM MposiBjieHueM 3abosneBanus. [Ipu KT nerkmx
OIpEeACISIIOT ABYCTOPOHHME, HEPEOKO CYOIUIeBpPaJibHO pac-
MOJIOXKEHHBIE Y3JIbl (TuameTpoM 2—10 cM) Win UHPUIBTPATHI,
CKJIOHHBIE K pacnany ¥ OpMUPOBAHMIO TTOJIOCTEM, KOTOPhIE
00pa3yroTcsl 6ojiee 4YeM y TMOJOBUMHBI OOJBHBIX C JETOYHOM
naTtosiorueit [2]. PentreHorpadust rpyaHoit kiaetku rpu ['TIA
o0yamaet MeHblel nHGpopMaTUBHOCTHIO, yeM KT [3].

Haxe mpW 3HAYUTEITLHOM TIOPAXXEHUU JIETKUX MOTYT
OTCYTCTBOBATH OJIBIIIIKA U KallleJIb. AYyCKYJIBTaTUBHBIE (heHOME-
HBI, KaK MPpaBWIO, MPEeACTaBIeHbI CKYIHO. Tak, Mbl HaOII01aIN
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acumritomHoe tedeHue B 10 (18,9%) u3 53 cmygaes I'TIA c
nopaxeHuem Jerkux [4]. CornmacHo gaHHbIM K. Zycinska u
coasT. [5], cpenn 60 maumeHToB ¢ AHLIA-accounmpoBaHHBIM
CB u pa3BUBIIMMCS JIETOYHBIM KpoBoTeueHueM y 44% OTcyT-
CTBOBaJl KallleJlb, aCUMIITOMHOE TeYyeHUEe OTME4YeHO B 34%
cay4daeB ¢ BeisiBeHHBIMU TTpu KT nHduUIsTparaMm wim ovara-
MU B JIETKHX.

HuddepeHimanibHass OUMArHOCTUKA JIEeCTPYKTUBHBIX
usMeHeHuit B gerkux npu I'TIA Bcerna He mpocTta U TpedyeT
HUCKJIIOYEHMST TaKUX COCTOSTHUI, KaK cenTuueckas sM00mus,
abcriecc, MMHEBMOUMCTHAS MHGMEKIUS, TyOepKyae3, MUKO3BI
[6]. B cBowo ouepenb dopMHpOBaHUE TMOJOCTEH pacrnana B
JIETKUX 3HAYUTEJbHO TOBBIIIAET PUCK TPUCOSTMHEHUS
UHMEKIIMOHHBIX OCJIOXHEHUIA. JlOMOTHUTEIbHbBIE 3aTpyIHE-
HUSI MOXET BHOCUTh TO OOCTOSITEILCTBO, YTO TUMEPIPOAYK-
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ust AHLIA B oTnesbHBIX ciiydyasix He OINpeaessieTcsl Ha paH-
HUX CTalMsIX 3a00JIeBaHUS, MHOTIAa MOXET ObICTPO CHUXATh-
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HaOJI0ICHUH.
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HUYEeCKOe HaOIIoNeHNe MOMYePKUBAET BAXXHOCTh 00S3aTelb-
HOTO BKJIIOUYeHUS B 1aH oocienoBanusi KT opraHoB pecniipa-
TOPHOTO TPaKTa B 1e010Te 3a00JIeBaHUS U B XOJI€ MOCenyIolIe-
To AMHAMUYECKOIo HaOMIOIEHUSI.
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