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I'panynemamos Bezenepa — HeKpomuaupyowui 6acKyium cocyoos Mekozo i
¢ 608JeUEeHUEM PECNUPAMOpHoz0 mpaxma u nodex. Ilpuuem nospexdenus e
Ovims hamanvroimu. Ipanyiemamos ¢ nOAUAHZUUMOM A6AEMCI YACTBIO 00U
HbLx 6ackyaumos, omuocsuuxcs xk AHI[A-accoyuuposannovim (anwmumnetim
muueckue awmumena) nekpomuupyrowum eackyaumam. On moxem np
Mackamu we moavko 6 debrome, HO U 6 NePUO) paseepnymou KAUHUYECKO
duaznocmuxy. Cpedu 6ucyepansvivlX NOPaKenull uaue 6cezo ecmpeyde
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THE DIFFICULTIES OF WEGENER’S GRANU

IN PULMONOLOGY PRACTICE

Wegener’s granulomatosis known to be necrotizing vasculiti
the involvement of the respimtory tract and kidneys. Da
Granulematosis with polyangiitis is part of a larger group
an autoimmune attack by an abnormal type of circul
cytoplasmic antibodies) against small and medium-size
manifestating and intensive clinical picture period th !

lesions are the ‘most common vzsceml pathology in
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0sis, pulmonary lesions.

paHynemaTto3 BereHepa (IB) — rpaHyn
Hoe BOCMasieHne pecnupaTtopHoro Tpa

HWe cocyabl (Kanuanspbl, BEHY/bI, apTepuon
006bIYHO COYETAIOLWMNCS C HEKPOTU3MPY
NloHedpuTOoM (2).

3aboneBaHue 6bl10 ONMcaHo B -
pOM KaK Tpuaja, BKavatowas rp HbIK Bac-
, CUCTEM-
pynoHebput
rmen pesmarto-

HbI BACKY/IMT U HEKPOTUIUPYHK
(8). B 1990 roay. AmepukaHc

TepUK rpaHynemaTosa:

1. BocnaneHue Hoca NOCTU'PTa, A3Bbl B MO0CTH
pTa, THOMHbIE MK Kp, nc BblAeNeHns U3 Hoca.

2. I3MeHeHus WXy [IPU PEHTIEHOIOTUYECKOM
uccnegosaH eNKNA, MHPUNBLTPATbI MK NONOCTH).

3. MuKg yp 3PUTPOLIUTOB B Mone 3pe-
HWUS) UK C 3PUTPOLIMTOB B OCaAKE MOYMU.

4. buoncus rpaHyneMaTto3Hoe BocnaseHne B CTEH-
Ke apTepun uau B AepuBaCKyNspPHOM M 3KCTpaBacKy-
NIIPHOM MPOCTPAHCTBE.

Hannune aByx KputepueB u 6oee No3BosseT no-
CTaBWTb AMArHo3 C 4yBCTBUTENbHOCTbIO 88% W crneuu-
dnYHOCTBIO 92% (7).

B naTtoreHese B BaxHyto posb nrpatoT ayTOUMMYH-
Hble peaKLuu, B HacTHOCTH, 06pa3oBaHne aHTUHENTPO-

pble CBA3bIBAOTCA C Pa3/MYHbIMKU PEPMEHTAMU LIUTO-
naa3mbl HEMTPODUNOB U MOHOLIUTOB, B MEPBYIO O4EPEb
npoTenHason-3 1 Muenonepokcugasomn (6). Ucnonb-
3oBaHMe AHLIA Kak ceponormyeckoro mMapkepa 3ab6o0-
NleBaHuUg No3Bonuno Bblaenutb rpynny AHLLA-accoumm-
pOBaHHbIX BaCKY/IMTOB, K KOTOpOW W oTHocutcs [B.
B nocnegHue roabl AMepuKaHcKasa KoNjerms peemMaro-
noros, EBponenckas aHTMpeBMaTUyecKas nra, a Takxe
AmepuKaHcKoe 06LecTBO HedpOsOroB pPeKoMeHAyT
M3MeHeHWe Hal3BaHWs 3aboneBaHWs B COOTBETCTBMMU
C ero aTMonaToreHe3oM — rpaHyfiemMaTo3 ¢ NOoJIMaHrnu-
Tom (I'MA).

3aboneBaHue UMeeT NoA0CTPOE TMBO XPOHUYECKOE
TevyeHune. KnnuHn4yecKas KapTuHa xapaKTepmuayeTcs 3Ha-
YUTENbHbIM NOIMMOPDOU3MOM C BOBJIEHEHWEM BCEX Opra-
HOB 1 cucteM. Kak npaBuno, HaunHaeTtcs B ¢ nopaxe-
HUS BEPXHMX OblXaTeNbHbIX NYyTEN M NPOABASETCH ynop-
HbIM HAaCMOPKOM C FTHOMHO-FreMopparn4ecKknm otaense-
MbIM, U3BA3BIEHNEM CNN3UCTON 060/104KM HOoca. MHoraa
pa3Bu1BaloTCa nepdopaLns HOCOBOW NEPEropoaKM U cefl-
noBmaHasa gepopmauus Hoca. lanee pasBuBatoTcs naTo-
JIOTMYeCcKne 3MEeHeHMs B NpMAATOYHbIX Nadyxax Hoca —
[ECTPYKTUBHbIA CUHYCUT MW MaHCUHYCUT C NOMNOBUA-
HbIM YTO/ILLEHWEM CIU3UCTOM OBOMOYKM MPUOATOYHbIX
nasyx Hoca. [NoacKknaao4Has rpaHyneMa roptTaHu U Tpaxeu
NPMBOAMUT K Pa3BUTUIO CYOITIOTOYHOIO CTEHO3a ropTaHu
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B 23% cnyyaeB. Y nauuMeHToB oTMevaeTcs orpybeHue
rosoca, MHCNMpaTopHas ofbllWKa, cTpuaop. BoBneyeHue
B npouecc 6pOHX0B NPOSBASETCA pa3BUTUEM A3BEHHOIO
WY CTEHO3MPYIOLWErO SHAOOPOHXMUTA — MNOSIBASAIOTCA Xa-
No6bl Ha YNOPHbIN MyYUTENbHbIN KalleNb, OAbllKY, 60K
B rPYAHON KNIETKE M KpoBOXapKaHbe (3). B pa3BepHyTOoM
cTagumu 3abonieBaHua HabnogaloT U obwue CUMNTOMBI
BOCManeHus: TMxopagKy, cnabocTb, NoxXyaaHue, Muanrmm
W apTpanruu. TakxKe Ha aTon ctagun 'y 77-85% naumen-
TOB B NaTONOrMYECKMUA MpOoLLEecC BOBJIEKAOTCH MOYKMU
¢ pazsutrem aMddysHoro rnomepynoHedpumTa u GbICTPbIM
nporpeccupoBaHMeM NoYevyHoOW HeJOCTAaTOYHOCTH. [Jare
Ha poHe ageKkBaTHOM Tepanun 6onee 4eM y 40% 60/b-
HbIX C rpaHysieMaTo30M BereHepa pa3BrMBaeTCs XPOHHU-
yecKas noyeyHas HeJoOCTaTO4YHOCTb, TPebylolas remo-
ananusa unu nepecanku Novku (2).

bBonee npucrtanbHOE BHUMaHMe aBTOPOB CTaTbM NpU-
B/IEK/IO MOPa)KEHWe NEerkux, Kak oAHOro M3 OCHOBHbIX
NposiBNEHUI AaHHOro 3aboneBaHus. [1aTonorns nerkmx
ABNAETCH Hanbonee 4yacTblM U PpaHHUM CUMMNTOMOM 60-
nesHn —y 85% 60nbHbIX, NpuyeM y 45% — B 1ebtoTe 3a-
6oneBaHuns (1). MpaHynemaTo3Hble MOPAXKEHUS NErkKunx
NpeacTaBnsalOT COO0N CTOMKME WMHOUNLTPATbl U y3Mbl
B JIEFKMX C y4aCTKaMu eCTPYKLMN 1 06pa3oBaHMEM MO-
NIOCTEN M COYeTatoTCs C NPM3HaKaMn HEKPOTU3UPYIOLLLE-
ro BacKy/iuMTa COCYAOB CpPedHEero M MenKoro Kanubépa
(MHEBMOHUTLI, KanunnsapuTbl). Yacto HabnogaeTcs mMa-
NOCUMMNTOMHOE TeYeHUEe JaXKe NPU Han4ymum OGLLUMPHD)
MHPUNBTPATMBHbIX MOPAXKEHUM C 04aramun pacnajga TKa-
HW NNerKuX, HO BO3MOXEH 1 ebtoT 60/1e3HM C Macc
ro anbBEOJIIPHOr0 KPOBOTEYEHUS. Pexe Habnog
3KCCyAaTUBHbIN NNeBpUT — Ao 15 % cny4aes (
yeHue NMmdOoy310B CpeoCTEHUS, aTeNneKTas
NErKoro, NHEBMOTOPAKC.

Y HEKOTOPbIX 6OJIbHBIX 3a60/1eBaHne M

CUMNTOMHO M BbISIBASIETCS /IULb NPU PEH adun
OpraHoB rpyaHON KNETKM.

OcHOBHbIMW MeToAamMu auar K1 axeHus
JIETKMX ABNSAIOTCH PEHTFEHONOrMYECK niefjoBaHune
MU KommnbloTepHaa Tomorpadug (KT) opraHoB rpyaHom

paTtbl — yyacT-
MEILLME YETKUX
aToOBOro CTEKNa»),
CH AeCcTpyKumn ¢ obpa-
UT K KPOBOXapKaHbto
puyem MHbUNLTPaTbl MO-

30BaHWEM [OJIOCTEN,
nnero4Homy Kpos

ryT yBeNM4YnBaThHC HbLIATbLCS, pa3nuMyaTbes No pas-
Mepy, N10TH Me UT. 4. MOXHO pasnnynTb 3 Ba-
puaHTa aT

o [lB iMe, pacnpOCTPaHEHHbIE, HU3KOW NNOT-

HOCTM (Hanbo
BOTEYEHMUSA).
e OrpaHMyeHHble, HU3KOM NnoTHOCTW. Mpn ncecneno-
BaHWAX B AMHAMWKE MOTYT paspeLarbes, YrIOTHATLCA
WY NPOrpeccupoBaThb, NPUoBpeTaTh CIMBHOM XapaKTep.
e OrpaHu4yeHHble, BbICOKOM MJIOTHOCTK.
Hapsay ¢ uHbuneTpataMmmn onpeaenstoTcsa TEHU Mef-
KUX Y3ENIKOB — MSAFKOTKaHHble 06pa30BaHWUs OKPYrion

€ XapaKTepHbl 419 aNlbBEOSIAPHOIO KPo-

OpPMbI C YETKMMM KOHTYPaMM, HacTo C HaNMYnMeM Nonoc-
M, pa3dmepamu ot 0,3 o 10 cM (KapTUHa IEFOYHOM AMUC-
cemMuHaumu). Kak npaBuio, OHW pacnofioXKeHbl bunarte-
panbHO, OAHAKO BEPXYLLUKX BOBJEKalOTCs pexe. bonee
[IOCTOBEPHO OMNpeaenstoTca pasmepbl Y3eKOB, MX KO-
NIMYECTBO, a TaKKe Hann4yme nonoctu fipu KT. Mogo6HbIe
o6pazoBaHus BcTpeyatoTes y 69-909 LIMEHTOB, NMpw
3ToM nonoctn — y 43-48% (5)
TYIOTCS KaK Tybepkynes nvb
KeHue nerkmx. Npu KT BbICOK
06HapyXuTb 6onee xap
3bl TPaxen 1 6GPOHXOB,

HUA MOXHO
€HUA — CTEHO-

He Mml’ LLIMPOKOTro pacrnpocTpaHeHud.

., 12 neT, bbin ocTaBNeH B KIIMHUKY CKO-
OMarHo3om BHeOOIbHUYHAA MHEBMOHMUS

YEHHOCTb HOCca, 60/1b B rOpae Npu rnotaHuu.
aMHe3a — 3aboneNl 0CTPo, HeJento Hazal, Korga
nnacb Temnepatypa ao 38 °C, npuHMman }¥apono-
aloume. Yepes 3 gHa Temnepartypa cTana Hapac-
TaTb A0 39-40 °C, noaBuU/ICS Kalleslb C MOKPOTOM 1 Nnocie
BbI30Ba CKOPOMW 6bl/1 rOCMUTaAIM3NPOBAH B MY/IbMOHO-
NlorMyecKoe otaeneHne. AHaMHE3 XU3HU: XPOHUYECKUI
6poHxuT 6onee 10 neT, Ty6epKynes oTpuuaet. Npu ocMoT-
pe COCTOSIHME OLIEHEHO KaK CpefHeTsXKenoe, Temne-
patypa Tena 36,6 °C, nynbC 78/MWUHYTY, pPUTMUYHbIN, AL
130/80 MM pT. cT. ToHbI cepaua NpUriyLeHbl, pPUTMUYHbBIE,
LYMOB HEeT. Yucno abixaHuin 18 B MUHYTY. [Npun ayCcKynb-
TallMK B NIErKMX C 06EUX CTOPOH B NOA0NaTo4HOM 06nacTm
CyXue Xpunbl. }KNBoT MArknn, 6/601€3HEHHBIN NPU Nanb-
nauuun. OTeKkoB HeT. o gaHHbIM peHTreHorpadum OrK,
BbINOJIHEHHOM NMpY 06CefOBaHNN B KJIMHUKE: amdu3e-
Ma, AMPDY3HbIM MHEBMOCKIEPO3, 04aroBonogo6HbIe Te-
HUW cybnneBpasbHO cnpaBa B BEpXHEM oTaene. B o6uiem
aHanuse KpoBu — Jsierkas aHemus (He 117 r/n) v Bbipa-
*eHHoe yckopeHue CO3 (60 mm/4). C y4eToM UMEIOLLMX-
€Sl JaHHbIX CMMMTOMAaTUKa Oblna pacLeHeHa Kak BHeGOb-
HU4YHas MHEBMOHUS Ha GOHE XPOHUYECKOrO OPOHXUTA.
B T0 e Bpems Ha/inine peHTreHoIOrMYeCKUX n3aMeHe-
HWIM Jano OCHOBaHWe Ans nposeaeHusa auddepeHumarb-
HOro AnMarHo3a Mexay Ty6epKye30M M 3/10Ka4yeCTBEHHbIM
HOBOOGpa3oBaHMeM. B cBs3KU ¢ 3TUM 6blfia BbINO/HEHA
KT opraHoB rpyaHom kneTku. 3akmodenne: KT-npusHaku
[BYCTOPOHHEW MNonmMcerMeHTapHon NHEBMOHUK Ha GpoHe
XPOHUYECKOro GPOHXUTA B CT. 060CTPEHUS (LMIUHLPU-
YeCKne 6POHX03KTa3bl B HUMKHUX AONISIX 0O0OUX NIETKKX),
BblpaxKEHHON 3MbU3EMbI CMELLAHHOIO XapakTepa (B ToM
yucne 6ynnesHon), anbPpysHoro NnHeBMoCKIepo3a. Bbl-
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NosHeHHoe foobcenegoBaHue (6poHxockonus, Y3 OB,
®rAC) He BbIABUIO KaKMX NGO CEPbE3HbIX UBMEHEHUN.
MHorokpatHoe uccnegoBaHMe MOKpoTbl Ha KYB gano
oTpuuaTtenbHblM pedynbtaT. 3akioyeHne ¢Tuauatpa:
PEHTreHONOrMYECKN MOCTBOCMNANUTENbHbIE U3MEHEHUS
B JIEKKX, OyNinesHas 6onesHb cnesa. [py aTom dTnamatp
cocnascs Ha apxXx1MBHble AaHHble NPOTUBOTYOEPKYNE3HO-
ro gucnaHcepa ABYXIOAWYHOW OaBHOCTU, A€ UMENUCH
TaKue e U3MeHeHus. Mexay Tem ¢ 4-ro Hs nevyeHns
y NauneHTa BHOBb MOBbLIWAETCH U AEPKUTCS Temnepa-
Typa Tena o 38 °C. B cBs3K ¢ 3TumM nepecmaTpuBaloTcs
CXeMbl aHTMBaKTepUuanbHOM Tepanuun 1 NPOBOAATCS Me-
pbl MO UCK/IOYEHUIO CEMTUYECKOro npouecca: MHOro-
KpaTHbIM NOCEB KPOBMU, axoKapanorpadus. B To ke Bpe-
Ms Ha GOHEe NPOBOAUMbIX IEHEOHbIX M AUArHOCTUYECKNX
MEpPONpPUATUI NOsIBUAACH ellle 0fHa npobnema: yBenmiu-
JIUCb U CTaNlM HapacTaTb NOKa3aTe/lM MOYEBUHbI U Kpea-
TMHUWHA (MPY NOCTYNJIEHUM KPEeaTUHUH B HOPME, MOYEBH-
Ha — BEPXHSAS rpaHnLa HOPMbI, aHan3 MOYMN B HOpPME).
YTo KacaeTcs KIMHWUKWK, TO ANIUTENIbHOE BPEMS COXPaHSs-
flacb JOCTATOYHO OJIHOTUMNHAsA KapTUHa: cnabocCTb, JIUXO-
pajKa, Kalenb 6e3 Kakon-1Mbo 3aMeTHOM peaKLnn Ha
npoBoanmoe nevyeHue. OTaenbHO MOXHO OTMETUTb HaNK-
yne y 601bHOM0 CTOMKUX MPOSBIEHNN MATONOMMKU BEPX-
HUX AblXaTeNbHbIX NyTen: 601b B ropae npu rnoTaHum,
60/b B ¥eBaTesibHbIX MblllLax. B ¢BA3K ¢ 4em 60/ibHON
6bl21 MPOKOHCYNLTMPOBAH (TpUXAbl) JIOP-Bpavom (nato-
JIOTMW HE BbISIBJIEHO) M CTOMATOJI0roM (KaHAWA03 nosoc-
TH pTa). Ha peHTreHorpamme npuaaToyHbIX Nadyx Hoca —
NMPUCTEHOYHbIE HAJIOXKEHNS B NPaBOM BEPXHEYENOCT
nasyxe. He no6aBnI0 SCHOCTU B MOHUMaHWKN 60Jb
M nosiBfieHne 60M1EBbIX OLLYLEHWUIN B XMBOTE, YTO,

614 MKMONb/n NauueHT 6bln nepe
MHTEHCMBHOW TEpanuun n peaHnmaly

€34,
H1e 60JIbHOro NpPoJon-

Us

Kano yxyawartbcs U npu s
HOW HepocTaTo4YHOCTH 6

XPOHHUYECKOE peL,
(nerkune, nou
anoro U cpegHero Kanuépa,
Hoe rpaHy/iemMaTo3HOe BocnalieHune
JIEFKUX, HEKPO CKMM 3KCTpaKanuiisapHbliM rnomepy-
JIOHEDPMUT.

OcnoxHeHne OCHOBHOro 3aboneBaHWs: UHTEPCTU-
LManbHbIM NHEBMODUOPO3 C NPEUMYLLECTBEHHbLIM Nopa-
YEHUEM BEPXHUX LoNen, bynne3Has ambusema Nerkux.
Jlero4yHasa runepTeH3uns, 3acTormHas cepaeyHas HeaocTa-
TOYHOCTb: «MyCKaTHasi» ne4vyeHb, LMaHOTMYEeCKasa UHAY-

pauusa ceneseHku. beicTponporpeccupytoLlas nodeyHas
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HeOoCTaTOYHOCTb. AMddy3HbIN albBEONSPHbIN FEMoppa.
JpPO3MNBHbIN SHTEPOKONUT. BTOpMUHas aHemus.

CmepTb 60nbHOro K., 72 net, cTpagaBLlUEro CUCTEM-
HbIM BaCKy/MTOM (rpaHynemarto3 BereHepa) ¢ XpoHuye-
CKMM peunanBUPYIOLWMM TEeYEHMEM HacTynuna oT no-
Ye4yHOW U NIero4HO-cepAeyHOn HELOCTaTOUHOCTH.

O6ceyxaeHne caydyas U 3akadyeHne: \lakum obpa-
30M, NpeAcTaBNEHHbIM Cyyan
HYIO TPYOAHOCTb AMArHOCTUKM
M B YaCTHOCTM rpaHynemMarosa
NIOrMYEeCcKom npaKTunke. Cy

YTO 4N19 NYyIbMOHO au C CUCTEMHbIMU BaCKyu-
TaMu He sBnsaTca 60 penkocTbto. OgHaKo B 60/b-
Len CTeneHM 3TO KacaeTcs cuHapoMa lNyanacyepa. B gaH-
HOM cae € umersica noBsog gymatb 06 3TOM Bac-
Ky/iuTe, XQTA MHKWKa lyanacyepa accouununpyetcs
C KpoBoxa eM. KOHeYHO CUCTEMHOCTb NMOparKeHus
X W MOYeK) 34ecb npocmarpuBanacb
ano nosiB/eHNe NopaxeHne NoYveK Nnllb
HedeNbHOro NpebbiBaHns B KAMHUKE U MbIC-
JiblLE O KAKOM-TO OCTPOM MOPaKeHUN MoYeK.
OblNI0 3auUenuTbCs 3a ONnpefeneHHYo 0CO6eH-
3ereHepa — nopakeHue BepXHUX AblXxaTesSIbHbIX
B JlaHHOM Cclly4ae AeMCTBUTENIbHO MMENUCH HEKO-
MMATOMbl. O4HAKO OHM He Gbl/iM CTOJb Bblparke-
bl (Ha GOHe ApYrmMx NPosiIBNEHUN) U HE UMENU OObEK-
TMBHbIX NOATBEPHKAEHUN. Halo TaKKe y4eCTb, YTO HUKTO
M3 KypupoBaBLIKMX NaLMeHTa Bpadven He BCTpedasicd
paHblle ¢ 3TUM 3aboneBaHUEM, XOTH UMeNI MHOToNeT-
HUM ONbIT PaboTbl B KIIMHUKE.
Takum obpas3om, rpaHynemato3 BereHepa peakas,
HO peasibHas NpUYMHa USMEHEHUI B OpraHax AbixaTesb-
HOM CUCTEMbI U BPayM pasHbiXx CheunanbHOCTEN OOJIHK-
Hbl 6bITb K 3TOMY rOTOBbI. KOHEYHO, B AMArHOCTUKE Y4u-
TbIBAIOTCA BbIlENPUBELEHHbIE KPUTEPUU, XOTS OHU JO-
CTaTO4HO HecneuudUYHbl (3a UCKIIOYEHUEM BUOMCUMN).
C NpaKTU4eCKOoM TOYKM 3PEHUS BarKHO 06paTUTb OCO-
60€e BHMMaHWe Ha CUCTEMHOCTb NopaxeHus (0CO6EHHO
noYyek), HeaOEKTUBHOCTb MPOBOAMMOIrO aHTMbaKTe-
puanbHOro nevyeHus. besycnoBHo, CywecTBYOT coBpe-
MEHHblE MEeTOAbl 1abopaToOpPHOro U MHCTPYMEHTAbHO-
ro UccnefoBaHus, HO He HaJo BCe e ymandTb 3Haye-
HWE KJIMHWUKKW, B TOM YUCJie U TwaTelbHO cCO6paHHOro
aHaMHe3sa.
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