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AHIIA-ACCOIIMMPOBAHHBLIX BACKYJIHUTOB: 7-JIETHUHN OIBIT
JUATHOCTUKUA U JIEYEHUA B I'bY3 HCO «I'OCYJAPCTBEHHASA
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Lenp mccnenoBaHUS — U3yYUTh HO30JIOTHYECKYIO CTPYKTYPY, OCOOCHHOCTH TMOPAKEHUS IOYEK, JETKUX, JIeTaJbHbIC
ncxonsl y nannertoB ¢ AHIIA-acconnnpoBaHHBIMU BaCKYJIMTAMH, HaXOIUBIIUXCS HA JICICHUH B MHOTOITPO(QHIBHOM
craumonape. Marepuan u mMetonbl. [IpoBezeH oTOOp M MOCHENYIOMNH PETPOCIIEKTUBHBIN aHAIN3 UCTOPHUN Ooie3-
HU 38 crannoHapHBIX OOJIBHBIX, HAOMIOAABIINXCS B HE(POIOIMYECKOM, PEBMATOIOTHYECKOM, MYJIbMOHOIOTHYECKOM
U XUPYPrUYECKOM TOPaKaJIbHOM OTJENEeHUsX 3a mepuon ¢ suBaps 2012 r. mo aexadps 2018 . ITo maHHBIM KIMHUKO-
71a00paTOPHOTo 00CIIENOBAHNS Y MAMEHTOB OLIEHMBAIN OCHOBHBIE KIMHHYECKHE CHMIITOMBI 3a00JICBaHUs, BapHaH-
Tl PEHTI€HOJIOTHUECKOH KapTHHBI, IPUYMHBI JIETaIbHOTO Hcxona. PedyiabraThl m ux odcyxaenue. Haubonee yacto
ObUT YCTAHOBJIEH MAarHo3 «303MHOGMILHBIN Tpanynemaro3 ¢ noiauanruurom» (OI'TIA) — 16 cioywaes; y 11 mamuen-
TOB JTUArHOCTHPOBAH MUKPOCKOIIMYECKHN MOJHAHTHUT, Y 9 — TpaHyaeMaTo3 ¢ MOJHAHTUUTOM. B nByX ciydasx OblI
ycranoBneH quarHo3 AHIIA-accormumpoBaHHBIN BacKyaWT 0€3 yTOYHEHHs HO30Jormueckod ¢opmbl. Hambomee wa-
CTO BCTPEYAIOUIMMHUCA CUMITOMaMH y manueHToB ¢ AHIIA-BackynuTamMu SIBISUIMCH JHXOPAJKa, MPOrPEeCCUPYONIas
OZIBIIIKA, CIA00CTh, apTAJITHHU, 303MHO(GMINS, HAOMIOAABIIAsACS B OCHOBHOM y mamuenTtoB ¢ OI'TIA. 3 38 mpoana-
JU3UPOBAHHBIX CIy4aeB MYX4YHH ObUTO 6, skeHIIMH — 32. Cpegauil Bo3pacT manueHToB coctaBma 50,72 + 12,6 roxa.
3aperncTpUpOBaHO IISTh JICTATBHBIX MCXOA0B U B IBYX CIIy4asX yTOYHUTH UCXO/ HE yAalIoch. Bce cMepTH mpou30mniy B
TEYeHHUe TIePBOTo rojia OT Havasa 3a00JIeBaHus OT MH(DEKIIMOHHBIX OCIOKHEHHUH JINO0 TSHKENBIX TIPOSIBICHUH OCHOBHOTO
3aboJieBaHusl.
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CLINICAL AND RADIOLOGICAL CHARACTERISTICS
OF ANCA-ASSOCIATED VASCULITIS: 7 YEARS OF EXPERIENCE
IN DIAGNOSIS AND TREATMENT
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The aim of the research is to study nosological structure, features of kidney, lung damage, deaths in patients with
ANCA - associated vasculitis underwent medical treatment in a multidisciplinary hospital. Material and methods.
Selection and subsequent retrospective analysis of the medical histories of 38 inpatient patients observed in nephrological,
rheumatological, pulmonological and surgical thoracic departments for the period from January 2012 to December 2018
were carried out. The disease main clinical symptoms, variants of the X-ray picture, and causes of death were assessed in
the patients according to the clinical and laboratory examination. Results and discussion. The most common diagnosis
was eosinophilic granulomatosis with polyangiitis (EGPA) — 16 cases; microscopic polyangiitis was diagnosed in 11
patients, granulomatosis with polyangiitis —in 9 persons. In 2 cases, ANCA-associated vasculitis was diagnosed without
specifying the nosological form. The most common symptoms in patients with ANCA-vasculitis were fever, progressive
shortness of breath, weakness, artalgia, eosinophilia, which occurred mainly in patients with EGPA. Among analyzed 38
cases, there were 6 men and 32 women. The average age of patients was 50.72 + 12.6 years. There were 5 deaths and,
in 2 cases, the outcome could not be clarified. All deaths occurred during the first year from the disease onset caused by
infectious complications or severe manifestations of the main disease.

Key words. ANCA-associated vasculites, microscopic polyangiitis, granulomatosis with polyangiitis, eosinophilic
granulomatosis with polyangiitis, interstitial lung lesions.
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AHIIA-acconmpoBaHHbIE CHUCTEMHBIE BacKy-
mutel (AHLIA-CB) — 3aboneBanus, XapakTepu3yro-
Mecss XpOHMYECKHM MaJOMMMYHHBIM (TayIH-UM-
MYHHBIM) BOCHAJCHHEM CTEHKH MEJKHX COCYIOB,
MTOIMMOP(HON KIMHWYECKONH KapTHHOW C YacCThIM
BOBJICUEHHEM JIETKUX U MTOYEK U HaJIMYHEeM LUPKYIIHU-
PYIOIIMX ayTOAHTUTEN K LUTOIJIa3Me HeUTpOoHiIoB
(ANCA, anti-neutrophil cytoplasmic antibody) [1,
10]. 3a mocnegHue ASCATHIICTHS OTMEUCHA TCHJCH-
Uus K yBeJIMUYEHUIO pacnpocTpaneHHoctu AHIIA-
CB. Ux kmuHHKO-MOP(OIOTHYECKUMH BapHaHTaAMU
ABJSIIOTCSL TpaHysemMaro3 ¢ nonuanruutom (I'TIA),

CUBUPCKUIN HAYYHBIN MEOVLUMHCKAM XXYPHAT 2020; 40 (1): 138—143

MUKpocKkonnueckuii noiauanruur (MIIA), so3uHO-
¢wibHBIN rpanynematos ¢ nonuanruuroM (OI'TIA) n
AHIIA-accormuupoBaHHbIN TIIOMEPYIOHEDPHT.
[lopaxeHne Jerkux sBISETCA OJHUM W3 KIH-
HUYECKUX HPU3HAKOB BacCKylIuTOB. B ciyuae rpa-
HyJIeMaTo3a C TMOJHAHTUUTOM IMOpPaKEHHE JIETKUX
npucytctByeT y 85-90 % OonbHbIX [4, 10]. Ilpm
MHKPOCKOIIMYECKOM MOJIMAHTUUTE TOPaXKEHUE JIeT-
KHX BCTpedaeTcs pexe, B 25-55 % ciyqaes [7, 15],
OJTHAKO CTOMT OTMETUTh, YTO BOBJIEUEHUE JIETKUX B
MTaTOJIOTHICCKHUNA TIPOIECC CBSA3aHO C OOMIbIICH Ya-
CTOTOM HeOnaronpusTHOro ucxoxa [6, 8, 14]. B or-
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Puc. 1. Anveeonsapnoe KpogousnusiHue y HAYUEHMKU
71 200a

Fig. 1. Alveolar hemorrhage in patient 71 years old with
microscopic polyangiitis

CyTCTBHE JICUCHUS CMEPTHOCTh B TEUCHHUE IIEPBOTO
rona AHIIA-CB c nopakeHreM JIETKUX 1 MOoYeK J10-
cturaet 90 %. Hanbonee gacTbie IpUYMHBI CMEPTH B
1-#t ron — uH(bEKIUK, CBSI3aHHBIC C Tepanuei, u Ts-
JKEIbIe MPOSBICHUS BAaCKyJIUTa (JIETOYHOE KPOBOTE-
YeHUe, TOUCTHAS U IbIXaTeIbHas HeJOCTaTOYHOCTS ),
BO 2—5-1 TO — CEPAICUHO-COCYAUCTHIC U OHKOJIOTH-
yeckue 3a0oneBaHus (B 2 pa3a darie, 4eM OKujae-
MBIE B DTOH TOIYJIAIINN O3 BACKYJINTA).
WHTepcTuIMaibHble TIOPaXKEHUS JISTKUX YacTo
OOHApYXKMBAIOTCS TPH PEHTTCHOJIOTUYECKOM HC-
cnenoBanuu y narueaToB ¢ AHIIA-CB. Ilo qanasM
MPOBEJICHHBIX HCCICAOBAaHUN B KoropTe u3 150 uye-
nosek ¢ AHIIA-CB, nzo0pakeHusi, HOJTy4eHHBIE 10
JICYCHUS C TIOMOIIBIO0 MYIBTUCITUPATEHON KOMITHIO-
TepHOW ToMorpaduu, mokaszanu, 4yto B 97 % ciy-
yaeB OblUIa TIpeCcTaBlieHa XOTS Obl OfHA MATOJIOTHUS
JIETKUX, B TOM YHCJIIC WHTEPCTUIIUATLHBIC H3MEHE-
HUs Jerkux — B 66 % cinyyaeB [18]. OcHOBHBIC Xa-
pakrepuctuku nopaxenus jgerkux npu AHITA-CB
BKJIIOUAIOT CUMIITOM «MaTOBOTO cTekia» (23-94 %)
(puc. 1) (TUCTONOTHYECKH MOXKET COOTBETCTBOBATh
AThBEOIIPHOMY KPOBOMBIHSHUIO (pHUC. 2), 03MHO-
¢upHOW WHQUIBTPALUK), PETHKYJSpPHBIC 3aTeHe-
aust (41-77 %), naeBmopuodpos (23-78 %), popmu-
poBaHme ToyocTelt nectpykimu (67—72 %) (puc. 3)
u cotoBoe Jerkoe (23-52 %) [2, 3, 12, 17, 18].
Jleuenue AHIIA-CB Bkitouaer mnpuMEHEHHE
BBICOKOA()(DEKTHBHBIX WMMYHOCYIIPECCUBHEIX TIpe-
naparoB (CUCTEMHBIC IITIOKOKOPTUKOUABL, 88—100 %)
B KoMOnHaIuu ¢ nukiodochamumom (16-92 %) nmm
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Puc. 2. «Cumnmom mamoeoeo cmexnay. Ilayuenmra
38 nem ¢ OI'TIA

Fig. 2. «Symptom of matte glassy. Patient 38 years old
with eosinophilic granulomatosis with polyangiitis

putykcumadom (10 %) [3, 5, 9, 12, 16], ¢ nocneny-
IOIUM TIOJIZICPKAHUEM PEMHUCCHH W TPEeNoTBpaIiie-
Hus peuuauBoB 3abonesanus [11]. Ilpu paszButum
MHTEPCTUIMAILHOTO TIOPKEHUS JIETKUX C (PopMHu-
poBanueM (ubpo3a paccMaTpuBacTCsS POJb AHTH-
¢ubdpoTHyecKUX mpenaparoB (HUHTEAaHUO, mHpde-
HUJIOH) B KauecTBE JOIMOIHUTEIbHOU TEepaIrvu, WX
MIPUMEHEHHUE 3aMeJISIeT MPOrpeccupoBanne Guopo-
3a, YTO MPHBOIUT K TOBBILICHUIO BBDKUBACMOCTH
namueHToB [13].

Puc. 3. ©opmuposanue nonocmeii oecmpyxkyuu. Ilayu-
enmka 24 nem c I'TIA

Fig. 3. Formation of destruction cavities. Patient 24 years
old with granulomatosis with polyangiitis
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Ilenp Hamiero wccieqOBaHHS — WU3YYHTh HO30-
JIOTHYECKYIO CTPYKTYpPY, OCOOCHHOCTU IOPAKECHHUSI
MOYCK, JICTKUX, PEHTTEHOJIOTHYSCKOW KapTHHEI, Jie-
TanmbHbIC Bcxoapl y manueHToB ¢ AHIIA-CB, Haxo-
JUBIINXCA HA JICHCHUU B MHOI‘OHpO(I)I/IIH:HOM cranu-
OHape.

MATEPHWAII 1 METO/IbI

IIpoBenen oTOOp W TOCTEMYIOMIMIA PETPOCIICK-
TUBHBINA aHAJIM3 UCTOPHNA Oone3HH 38 CTalMOHAPHBIX
OOJBHBIX, HAOMOMABIINXCS B HE(PPOIOTHUECKOM,
PEBMAaTOJIOTHYECKOM W IYJIBMOHOJIOTHYECKOM  OT-
nenenusix I'bY3 HCO «locynapctBennas Hoocu-
Oupckas obmacTHas OONBHUIIAY 3a TICPUOI C SHBAPS
2012 . mo nexadps 2018 . B rpynmy uccnenoBanus
BKJIFOYAJIMCh BCE TOCIIUTAIN3UPOBAHHBIC 32 7 JIET Ma-
nueHThl ¢ auarHo3oM «AHIIA-CBy». Becem mamuen-
TaM BBIIOJIHSUTICH OOMICKIMHIYECKOE 00CIIeIOBaHNE,
TPaAMLOHHAsl PEHTreHorpadus OpraHoB I'PYIHOH
KJIETKH B TIPSAMON M OOKOBOW TMPOEKIUH, CIHpATb-
Has U MYJBTHCOHMpPaJbHAS KOMIBIOTEpHAs TOMOTpa-
¢us, B 42,1 % ciryyaeB BbIIONHsIIACH OMOIICUS [TOYKH
(16 genoBex), B OJJHOM CIy4ae — OUOTICHS JIETKOTO.

Jnda  yoydiieHuss OLIEHKHM IPOCTPaHCTBEHHBIX
B3aMMOOTHOILICHUH OPraHOB W CTPYKTYp, HaIIA[-
HOTO TIPEACTaBJIICHUS PE3YJIbTaTOB HCIOJIb30BAIUCH
MHOTOIIOCKOCTHBIE TiepedopmatupoBanus (MPR).
TIpuMEHSTUCh, METONWKH ITOCTIPOIIECCOPHONH 00-
paboTku ¢ monyueHuem 2D-uzobOpaxenuit MIP u
MinlP, obecrednBaronx ONTUMAIBHBIA KOHTPACT
MaTOJIOTMYECKUX U3MEHEHHUM U OKPYXKarolleu Jieroy-
HOU mapeHxuMbl. J{1s noBbienns: H”HGOPMATHBHO-
CTH MOJYYEHHBIX H300PaKECHUHN U YIy4IIEHUS KOM-
MYHHKAllMd Bpadyell pa3IUYHbIX CIeNHaJIbHOCTEH
ucTonb30Banch 3D-n300paxenus: 00beMHBIN peH-
nepunr (VRT) n n300pakeHust OTTEHEHHBIX TTOBEPX-
Hocrtel (SSD).

PE3YJIBTATBI 1 X OBCYXJIEHUE

W3 38 mpoaHanmu3npoBaHHBIX CIy4aeB MY>KYUH
osu10 6 (15,78 %), wenmmn — 32 (84,2 %), onHa-
KO B OOIIEH MOmyIsIuy 3a00JIeBaéMOCTh Y MYKUHH
HecKonbko vanie. CpeHrii BO3pacT MalueHToB Co-
craBui 50,72 + 12,60 roga (ot 19 mo 74 nert), 4to
coryacyeTcsl ¢ JaHHBIMH O TIHKE 3a00JeBaeMOCTH
AHIIA-CB B Bo3pacte 45-55 netr. Cratuctuyecku
3HAYMMBIX Pa3IMYUil TI0 MOy ¥ BO3PACTY B HO30JI0-
THYECKHUX TPyIIax HE BbISABICHO, CTOMT OTMECTHTb,
4TO CpEJHUN BO3PACT MAIMEeHTOB B JieOrore MITA
(52,18 roma) Heckompko Bhime, dem mpu Ol TIA
(51,68 romga) m I'TIA (43,01 roma), 9To TIpOCIIEKUBA-
ercs u B auteparype: 60 net, 45 ner u 53 rona co-
0TBeTCTBEeHHO. KpaTHOCTH rocnuranu3anuy kojeba-
mach oT 1 110 6 B rog.
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Ho3zonoruu B uccneayemoii rpymie pacupenenu-
JUCH cIeayromuM oopasoM: MITA muarmoctupoBaH
y 11 manuentoB (28,95 %), ['TIA —y 9 (23,68 %),
OI'TIA —y 16 (42,11 %). B nByx ciy4asx (5,26 %)
Obl1 BeIcTaBNeH nuarHo3 «AHITA-CB 6e3 yroune-
HUS HO30JI0THYECKOH (popmbDy. CormocTasisist TOMy-
YEHHBIC PE3YyNbTAaThl C JIUTEPAaTypHBIMH JTaHHBIMH,
CJIe/IyeT OTMETHTh, YTO pacCHpeliesieHHE MalUeHTOB
[0 HO30JIOTHSIM HE KOPPEIHPYET C HMMEIOMINMHCS
CBEIICHMSAMHU O SIUAEMHOIOTUU PAa3IUYHBIX (opM
AHIIA-CB, ut0 00BsicHsieTCsl crielin(UIecKol BbI-
OOpKOIi HAIIETO HCCIIECAOBAHMS.

OCHOBHBIMM CHUMITOMaMH Yy TALIMCHTOB C
AHIIA-CB sBnsumncs muxopanka (78,9 %), mporpec-
cupyromas onsika (47,3 %), cnadocts (34,2 %),
apranruu (47,36 %) u s03uHOopumus (36,8 %), Ko-
TOpas BCTpeYaJaCh B OCHOBHOM Yy TMAIlMEHTOB C
OI'TIA. [Ipyrue nposiBlIeHHs, TaKh€ KaK JIETOYHOE
KpoBoTeueHne u KpoBoxapkanee (18,4 %), aprepu-
anpHas THIEPTeH3Ms U oTeku (23,68 %), cHUKEHHe
ciyxa (18,48 %), remarypus (13,1 %), TepMuUHaIB-
Has rodedHas HepocratodHocTh (18,42 %), morte-
ps Beca (5 %), HempoayKTUBHBINA Kamenb (7,8 %),
MOpa’keHHE KOKHBIX MOKpoBOB (8,36 %), HabOmro-
nanmuck pexke. Ormeuanocs ysenmuenne COD, co-
nepxkanust C-peakTuBHOTO Oenka W KpeaTHHUHA
> 150 mxmonb/n (B 86,8, 56,7 u 39,4 % cnyuaeB co-
OTBETCTBEHHO), poternypus > 0,1 /11 (39,4 %).

[lo naHHBIM CIUPOTrpaPUUECKOTO HCCICAOBAHMS,
IIPOBEICHHOIO y 16 HauueHTOB, HapylLICHHE BEH-
TUIISIIUOHHON (DYHKIIUH JIETKHX MO0 00CTPYKTHBHO-
My THUIy OOHapykeHO y 9 mammeHToB (23,6 %), mo
cmemanHoMy tuny —y 5 (13,1 %). Pacnipenenenue
NAIKEHTOB 110 TIOJIY ¥ BO3PACTy NPE/ICTaBICHO B Ta-
Oomuue. Cpeanuil Bo3pacT Ha Hadano 3a0oJieBaHUs
coctaBui: ipu MITA — 52,18 + 10,3 roma, mpu I'TIA —
43,01 = 10,20 rona, mpu DI'TIA — 51,68 + 11,3 rona.
3aperucTpupoBaHO TSITh JICTAJBHBIX HCXOJOB M B
IBYX CIIydasiX YTOUHHUTb HMCXOJ HE YIaloCh. Takum
o0pa3om, jeTanbHOCTh coctaBuia 42,1 % ot o0mero
KOJIMYECTBA MPOCJIEKEHHBIX cilydaeB ncxopa. Cpe-
I YMEPIIUX Y YEThIPEX UEIOBEK JHArHOCTHPOBAH
MIIA, y onHoro — neauddepenuuponanusit AHLIA-
CB. Bce nath cMepTeil NpOoU301LIIM B TEUEHHUE Tep-
BOIO ToJa OT Hayaya 3a00JieBaHus, TPUUYUHOMN SIB-
JSUTMCH MH(EKIMOHHBIE OCIOXKHEHUS (TpU Cirydas)
00 TsDKENble MPOSBICHUS OCHOBHOTO 3a0oeBa-
Hus (aBa ciydas). CpeqHHI BO3pacT yMepIInx co-
craBun 60,2 + 11,2 roga, Bce yMepIIne — 5KCHILUHBI.
Bo Bcex ciydasx NIeTambHOIO HMCXOAa OTMEYanoch
MOBBIILICHHE COJCPKaHUsI KpeaTHHWHa B JeOIoTe
> 150 MKMOJIB/JI, TaK)K€ BBISIBICHBI JIETOUHOE KPO-
BOTEUEHHE, OCTpasl IbIXaTellbHasi HeI0CTaTOUYHOCTb,
KapJMOMHOTIATHSI ¥ OPAKEHHUS JKEeITyTOYHO-KHIIeY-
HOTO TPAKTA, SIBJISIOIINECS HeONMaronpusTHBIMU MPO-
THOCTHYECKUMH (haKTOpaMHU.
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Taonuya. Yacmoma u ocrnosHuvle xapaxmepucmuxu AHIIA-CB, n (%)

Table. Frequency and main characteristics of ANCA-associated vasculitis

Bun AHIIA-CB
HpunsHax HemuddepenmupoBanHbIii
MITA I'TA OI'TIA AHIIA-CB

KonnuecTBo MyX4nH 3(27,27) 3(33,33) 2 (12,50) 0
KonnvecTBo sXeHIMH 8(72,73) 6 (66,67) 14 (87,50) 2 (100,00)
Bospacr, ner

19-30 1(9,09) 3(33,3) 1 (6,25) 0

3140 1(9,09) 0 0

41-50 3(27,28) 3(33,3) 6 (37,50) 0

51-60 2 (18,18) 2(22,2) 7 1 (50,00)

61-70 2 (18,18) 1(11,1) 2 1 (50,00)

71 n 6onee 2 (18,18) 0 0

3AK/IIOYEHUE Seve P., Pagnoux C., Abad S., Camuset J., Bienvenu B.,

AHIIA-CB npexacTaBnsitoT cepbe3Hyro mpooie-
My COBPEMEHHON MeauuuHbl. CHUMITOMBI HECIIELH-
(u4HBI, IMATHOCTHKA 3aTpyJHHUTENbHA. BoBleueHue
COCY/IOB JICTKHX SIBJISICTCSI TSDKEJIBIM IPOSIBICHHEM
CHUCTEMHOTO BacKylIWTa W TpeOyeT HEeMeIJICHHOTO
Ha3HAuYEHUS BBICOKHX /103 KOPTUKOCTEPOUIOB U MUM-
MyHozenpeccanToB. CBoeBpeMeHHast IUarHOCTHKA
u neuenue AHIIA-CB npuBenyT x yiaydIieHHUIO Ka-
YecTBa KHU3HHU MAIMEHTOB U K YBEIMUYEHHIO €€ Mpo-
JOJKUTEIBHOCTH.
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