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OIIBIT IMATHOCTHUKHU U BEAEHUA ITALHUEHTOB C ANCA-
ACCOIIMUPOBAHHBIM BACKYJIUTOM: N'PAHYJIEMATO3
C NIOJIMAHI'MUTOM BEI'EHEPA

H.U.AptumeBckasi, T.I . PaesneBa, M.A.CaBuenko, T.I'.I'o;i0BK0, H.A.Kpyunna

YO «benopycckuii TOCyIapCTBEHHBI METUITTHCKUN YHUBEPCUTETY,
r.MuHck, Pecybnuka benapych
V3 «11 ropojckas KIMHUYecKas O0NbHUIAY, .MUHCK, Pecriyonuka benapych

Coznacno nocieonemy nepecmompy kiaccugpuxayuu cucmemnulx éackyiumos, ANCA-accoyuuposan-
Hble 8ACKYIUMbL BKIIOYAIOM MPU HO30102UYeCKUe (popMbl: epanyiemMamos ¢ noruaneuumom Bezenepa, 203u-
HoQuabHbLL 2panyiemamos ¢ nonuaneuumom Yapea-Cmpoce u Mukpockonuyeckuil noiuarneuum. B cma-
move oceeujeHvl OanHble TUMePamypsbl O SMUONAMO2eHe3y, OUazHOCmuKe, oudgdepenyuanvHol OuazHoc-
muke zpanyremamosda ¢ noruaneuumom Bezenepa. Ipusedenvl cobcmeenvie Kaunuveckue Habmooenus
epanyiemamosa ¢ noauaneuumom Bezenepa: smansl nocmanoeku ouazcHo3a, cxemvl J1eYeHusl.

Kniouesvie cnosa: ANCA-accoyuuposanivie 8acKyiumol, 2panyiemMamos ¢ noauaneuumom Bezenepa.

BBegenne. CucteMHble BaCKyJIUTHl SBISIOTCA
penkumu 3aboneBanusiMu. OgHaKo ¢ cepeauHsl 20
BEKa UX pacnpoCTPaHEHHOCTb HEYKJIOHHO pacTeT. C
JIPYroil CTOPOHBI 3aKOHOMEPEH MHTEPEC YUEHBIX K
HU3YYEHHIO JAaHHOM MMaTOJIOTUH: TANHCTBEHHOM, TPY/-
HO NOJIJAI0IIeNCsl JIEYEHHIO, UMEIOIIEH OYeHb Cepb-
e3HbIH MporHo3. Co BTOPOM MOJIOBUHEI MPOIIIOTO
CTOJIETHS U 10 HACTOSIIIETO BPEMEHHU PEBMATOJIOT S,
c(OPMHUPOBABIINCEH B OTACTHHYIO HAYYHYIO M TIPaK-
TUYECKYIO OTpacib, MPOJEMOHCTPHUPOBAJIA BBIAIO-
IHeCs TOCTHKEHHUS B PYHIAMEHTATBHBIX M IPUKIIA]I-
HBIX HalpaBJIEHUSAX: YTOUHEHHE TATOTEHE3A OTAEIb-
HBIX 3200JIeBaHIH, HICHTH(OUKAIHS TPUTTEPOB, B PsIIC
ciydaeB paciinpoBKa 3THOJOTHUECKUX (PaKTOPOB.
be3ycnoBHBIM TOCTHKEHUEM SIBISIOTCA M YCIIEXH B
JIEYEHUU CUCTEMHBIX BaCKYJIUTOB, UTO OTPAKAETCS B
YBEJIIMYEHUH NPOJOIKUTENIHOCTH KU3HU U yy4lle-
HUU €€ KaueCcTBa y 3TUX Mal[UeHTOB.

OcHoBHast yacTh. CaMbIM pacipOCTPaHEHHBIM
3a00JI€BaHUEM U3 ITOM TPYIIBI SABISETCS TpaHyJie-
Maro3 ¢ nonuanruutom Berenepa (I'TIA). DTtromno-
rust u natorenes I TIA nsyuens! HegoctaTouHo. Mop-
(orornyecknM cyOCcTpaToM HadaIbHOTO TOBPEXKIIe-
Hus nipu I'TIA siBnsercs rpanynema, GopMupyromas-
Csl KaK pe3yJbTaT KJIETOYHBIX MMMYHHBIX PEaKLMM.
Poub Tpureppa B MHUIIMALIMY KJIETOYHBIX UMMYHHBIX
peaxkuuii OTBOIUTCS pa3IMYHbIM BHEIIHECPEAOBBIM
BO3/ICHCTBUSM, B TOM YU CIIE PECIIUPATOPHBIM HH(EK-
UMM, TUIEPYYBCTBUTEIBLHOCTU K JIEKAPCTBEHHBIM
npenaparam u ap. [1, 2]. B To e BpeMs B pe3yJibTa-
TE€ CIIO’KHOTO B3aMMOIEHCTBUS MEXIYy (hakTopamu
BHEIIHEW cpelibl U (pakTopaMH «X03iMHA», MHOTHE
13 KOTOPBIX TeHETUYECKU JeTEPMUHUPOBAHbI, HaYallb-
HbIE€ U3MEHEHHUs TPAaHC(POPMUPYIOTCS B Pa3BEPHYTYIO
KapTHHY BacKymuTa. OTKPBITHE aHTHHEHTPODIITHHBIX

MHUTOIIa3MaTHUECKUX aHTHTeN (antineutrophil
cytoplasmic antibody-ANCA) 1mo3B0JIUIO YTOYHUTH
TYMOpaJIbHBIE MEXaHU3MBI BOJIONUH 3a007ICBaHIISI
oT rpanyiemsl 10 Backyinta. ANCA k mporenHase 3
(PR 3) obnapyxwuBatoT 6oee ueM y 90% nannueHTos
¢ aktuBHbIM [TIA. PenauBam 3aboneBaHus npea-
IIeCTBYET MoBbITIIeHHE TUTpa PR 3.

B rpynmny BackyJauTOB C MPEMMYIIECTBEHHBIM
MOPa)KEHUEM MEJKHX COCYJIOB BXOHAAT TaKXkKe J03U-
HO(UIIBHBIN rpaHyIeMaro3 ¢ nonMaHruurom (Yapra—
CTtpocc) 1 MUKPOCKOTTMYECKUH TTOJTMAHTUUT.

Knaccugpuxayuonnwvie kpumepuu, chopmynu-
poBannbie B 1990r. ACR, Bxurouator [3]:

Bocnanenue Hoca U MOJIOCTH pTa: s3BBI B
MIOJIOCTH PTa; THOMHBIE MM KPOBSHHUCTBIE BbIAEIIE-
HUS U3 TIOJIOCTH HOCA.

V3meneHwus mpu peHTreHorpadIIecKOM HC-
CJIeZIOBaHUM JETKUX: Y3ENKH, UHPUIBTPATHI UIIH 10-
JIOCTH.

W3meHeHus Mouu: MuUKporemarypus (>5
SPUTPOLIUTOB B I10JIE€ 3PEHMSI) UM CKOTIEHUS IPUT-
POLIUTOB B OCAJIKE MOUH.

buorncus: rpanyjeMaTo3Hoe BOCHAJIEHHUE B
CTEHKE apTepUH WM B MEPUBACKYJISPHOM M dKCTpa-
BaCKYJISIPHOM IIPOCTPAHCTBAX.

Hanunuue y 60abpHOTO NBYX M 00Jee KpUTEPHEB
MI03BOJIAET IOCTABUTh IMArHO3 C UyBCTBUTEIbHOCTBIO
88% u crienupuuHOCTHIO0 92%.

JuddepennmanbHpIil TMarHo3 CHCTEMHBIX Bac-
KYJUTOB MPEICTAaBIAET 3HAYUTENbHbBIE TPYAHOCTH B
CBSA3M C OTCYTCTBHUEM OMNPEIEIEHHbIX CUHIPOMOB,
cneur(UYHBIX 7151 OTJEIbHON HO30JI0THUECKOH (op-
MBI B 3TOW TPyNne; CXOKeW KIMHUYECKOM CHUMIITO-
MAaTHUKOH ¢ LeIbIM psiioM 3a001eBaHUi, HE OTHOCS-
LIMXCS K JAaHHOM MaTOJIOrHUH.
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Oco0enno ciaoxnHa auaraoctuka ['TIA B Hayae
3a0oneBaHus. Benymumu ciHaApOMaMu B 3TOT MEPH-
OJ1 AABJISIIOTCS JIMXOPaJKa U TpaHyJeMaTo3Hble Topa-
skeHust JIOP-opranoB u jnerkux. Takuve MalueHThl
HY)KJAIOTCS B KOHCYJIbTallMK Bpaya OTOPUHOJApUH-
rojora u, Kak mpaBujo, JUIMTENBHO JIeYaTcs Mo Mo-
BOJTy OCTPEIX PECIIMPATOPHBIX BUPYCHO-0aKTepHaIIb-
HBIX 3a00s1eBaHNi. OJJHAKO, COXPAaHEHHE TUXOPAIKH,
HapacTaHue KIMHUYECKUX CHMITOMOB (MM OTCYT-
CTBHE YIyUIICHHUS) CO CTOPOHBI BEPXHUX JIbIXATENb-
HBIX IyTeH NocIe aieKBaTHbIX KYPCOB aHTHOAKTEpH-
aJIbHOM Teparuy ONpeieisiioT HeOOXOIUMOCTb FOCITH-
TaJu3auu OOJLHBIX, TOBTOPHBIX UCCIIEIOBAaHUH 00-
1Ier0 aHaJIM3a KPOBU U MOYH, OMOXUMHUYECKOTO HC-
CJIeZIOBaHUs KPOBH (0CcTpoda3oBbie okaszarenu, GpyH-
KIMOHAJIbHBIE IEYEHOYHBIE U [TOYEYHBIE TECTHI), BbI-
MTOTHEHHSI KOMITBIOTEPHON TOMOTpadHu TOJOBHI U
OpraHoB Tpy/AHOU kieTku. Ha sToM sTame B CBsi3U ¢
MaHubecTHOCThIO TopakeHust JIOP-opraHos auartHos
rpaHylieMaro3a ¢ MOJIMaHTUUTOM, KaK [TPaBUIIO, Mpe/l-
rosiaraetcsi U audQepeHmnaibHbIi TUAarHO3 MPOBO-
qutcst ¢ apyrumu ANCA-accolMMpoBaHHBIMU Bac-
KyJIUTaMH, a Takke cuHApoMoM l'yamacuepa, cuc-
TEMHOM KPacHOM BOJYAHKOHU U IIp.

B wactHocTh, mus cuaapoma Yapra—Crpocc xa-
PaKTepHO OTCYTCTBHE JECTPYKIHMH TKaHEH BEPXHHUX
IBIXaTENBHBIX IyTeH, JeYCHNE M0 OBOLY OpPOHXH-
aJbHOM acTMbl, runep?03uHoduns. [Tpu Mukpocko-
MTUYECKOM ITOJTMAHTUUTE TaKXKe He HaOIoaaeTcs pas-
pyLIEHUs] TKAaHEW BEPXHUX JIbIXaTeNbHbIX MyTel. J(1-
arHocTvka cunapoma ['yiamacuepa B AONOJIHEHHE K
KIMHMKE OCHOBaHA Ha OOHAPY)KEHUM aHTUTEN K Oa-
3albHOM MeMOpane kiayboukoB. [Ipu cuctemHoin
KpPacHOM BOTYaHKE KPOME SAPKUX KIMHUYECKHUX MPO-
SBJIEHUH, ABJISIOILMXCS IUarHOCTUYECKUMHU KPUTEPU-
SIMH, OTPEIENSIOT BICOKOCTIEIM(PUYHBIE A 3TOTO
3a00J1eBaHusI aHTHTENA K ABycriupaibHoi JIHK u Sm-
anTureny (Sn-pubonykieonporeunsl B, D, E).

B cityuae orcyTCTBHS IPU3HAKOB MPaHyJI€MaTo3-
HOro BocrnayieHusi co ctoponsl JIOP-opranos B ne-
OroTe 3a00eBaHusl (HapuMep, HATMIHE JIUIIb aTPO-
(budeckoro puHUTA), MPOSBIEHHUS TEMOPPAruuecKo-
ro ajabBeOoJIUTa C KPOBOXapKaHbEM, U30JUPOBAHHO-
0 MOYEBOT0 CHHpOMa TPeOyeTCs HCKIIIOYEHUE MPH-
YUHBI KPOBOXapKaHbsl. B Takol cutyanmnn HeoOXonu-
MBI HHCTPYMEHTAIIbHbIE UCCIIEIOBAHUS CepALIa, JIeT-
KHX, TTONCK 3JI0KaY€CTBEHHBIX HOBOOOPA30BaHHA.

JleyeHue CUCTEMHBIX BAaCKYJIHUTOB MPOBOAUTCS
T PepeHIIMPOBAHHO JIJIS TTAIMEHTOB C MOPaKEHUEM
COCYJIOB MEJIKOTO M CPEHET0 Kannuopa, a Tak ke 1Jis
BaCKYJIMTOB C IOPaXEHUEM COCYAOB KpPYIHOIO Ka-
aubpa B cooTBeTCTBUU ¢ pekoMmeHaanusmMu EULAR
[4, 5]. Ho3omoruvyeckue GpopMbl, BKIOYEHHBIC B
rpynny ANCA-acconunpoBaHHBIX BaCKYJIUTOB, pac-

CMATPUBAIOTCS B KAUECTBE €AMHOU COCTABIISIOLIEH.
A nu¢pepeHInpoBaHHbIH MOAX0 K JIeYEeHHI0 00yC-
JIOBJIEH TSKECTBHIO 3200JICBaHUs M YPreHTHBIMHU OC-
JIO)KHEHHUSIMA CO CTOPOHBI PA3IMYHBIX CUCTEM: Jie-
TOYHBIE KPOBOTEUEHUSI, TSKEIbIE TTOPAKEHUS OpraHa
3peHHsl, IEHTPaTbHONH HEPBHOW CHCTEMBI, BBIPAKEH-
HOCTh TOYEYHON HEJTOCTATOYHOCTH U JIP.

[IpenapaToM nepBoro psaa 1is J€YSHUs CUCTEM-
HBIX BaCKYJUTOB MEJIKUX U CPEAHHUX COCYJOB SIBIISI-
ercs uuknodochamun (LD) [6]. Cxema uHAYKIMN
PEMHCCUM BKIIFOYAET Ha3HAYeHUE BBICOKUX 103 LD
U DIIOKOKOpTUKOCTEpon10B. LID HazHauaeTcs B BUE
BHYTPHBEHHOM MYJIbC-TEPAITMH B pa3oBoii n1o3e 15 mr/
kr (o 1 1) ot 1 10 3 TypoB c UHTEPBAJIOM B 2 HeJe-
. Jlanee nH(Y3UH MOBTOPSIFOTCS B TOH K€ pa3oBOi
J103€ ¢ nHTepBasioM B 3 Heaenu uiau LD HazHauvaroT
BHYTpb B 703¢ 2 MI/KI' B cyTKU (He Gomnee 200 mr/
CYTKH) €KEHEBHO CO CHUKEHHUEM JI03bI MTPU JOCTH-
>keHun pemuccuu [7]. Bo Bpems neuenus LD exe-
HeJIeTBHO MOCIE KaX/10T0 BHYTPUBEHHOTO BBEJICHUS
WJIM B HauaJje preMa rpermapara per 0s KOHTPOIUpy-
eTcsl ypOBEHb T'eMOMIO0HHA, Yicia JEHKOIUTOB,
TPOMOOIIMTOB, YPOBEHb KPEaTHHWHA, aKTHBHOCTh
(dbepmeHToB neuenu. B cinydae pa3BuTHs NeHKONIEHUN
(menee 2,5x10° /1), TpoMOOIMTONIEHHH (MEHEe
100x10%), yBenu4yeHHs: aKTUBHOCTH aMHUHOTPAHC-
(depas Oosee yeM B TpH pasa jedeHnue L[D mpekpa-
1aeTces 10 KynupoBaHus Tokcudeckux 3¢ dexros. [To-
SIBIICHUE TEMOPPAruiecKoro IUCTUTA, TIPU3HAKOB Kap-
JTIMOMHOIIATUU SIBISETCS MPOTUBOMOKA3aHUEM JIJIsI
npoaomkeHus neyenus L.

Jleuenue 1[® mpoBoauTcs B BUJE KOMOMHUPO-
BaHHOW Tepanu C IIIFOKOKOPTHUKOCTEPOUTAMHA: BHYT-
pUBEHHAs Tepanus MEeTUINPEAHU30I0HOM (10 1 1/
CYTKH) 3 JHSI TIOJPSIT C IOCIIEAYIOIIMM Ha3HAYEHUEM
peaHu30J0Ha BHYTPH (10 60-80 mr/cyTkm) [8, 9].
JlmntenbHOe KOMOMHUpOBaHHOE JieueHue LD u rro-
KOKOPTUKOCTEPOHUIAMH MOXKET MMPUBECTHU K Pa3BUTHIO
MOOOYHBIX AP PEKTOB, IPEXKIE BCETO MHPEKITMOHHBIX
ocnokaeHuid. Y 60bpHbIX [ TIA nyurenbHOe JeueHne
[{® B 33 paza noBBIIIIAET PUCK PA3BUTHS paKka MOue-
BOTO MY3bIps; B 2,4 paza — PUCK pa3BUTHUS APYTUX
omyxoneit, B 11 pa3 — qumbomsr [10].

[Ipu pedpaxrepHom Teuenun ANCA-accouupo-
BaHHBIX BaCKyJUTOB, a TaK)Ke MPU HAIWYUU TPOTHU-
BOIOKa3aHUH 15t HazHaueHus: L{® ucnonw3yercs pu-
TykcuMa0 B pa3iIM4YHbBIX BapUaHTaX BBeACHUS: 375 Mr/
M’ B HeZleqro B TeueHue 4 Heaens win 1000 Mr qsask-
IIbI ¢ nHTEpBasioM B 2 Henenu [11, 12]. B navane ne-
YeHHUs1 pUTYKCUMa0 COUETAETCsl C BBEIEHHUEM TIIIOKO-
KOPTHKOCTEPONI0B. [Ipu TsHkenoM mopakeHnu movyex
CTaHJAPTHYIO TEPAITUIO COYETAIOT C I1a3Madepe3oM.

OCHOBHBIMU TIPUYMHAMH CMEPTH OOJILHBIX C I'pa-
HYJIEMaTO30M C MOJMAHTHMUTOM SIBJISIOTCA OakTepH-
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QITbHBIE U ONITOPTYHUCTHUESCKIE HH(PEKIIUH, TIPOTPec-
CUpyIOIllas oYeuHasi HeJOCTaTOYHOCTb, PELUIUBBI
JIErOYHBIX KPOBOTEUEHUEH, OCII0)KHEHUSI LIUTOCTATH-
YECKOH Tepanuu.

CoOcTBeHHbBIC HAOMFOICHNS MTPECTABICHBI 5 TTa-
nuentamu ¢ ['TIA 1 ouH ¢ 303MHO(UIBHBIM FPaHy-
nemato3oM ¢ nommanruuToM (OI'TTA). Bee myxun-
HBI B Bo3pacte oT 45 1o 67 ner. Iuarno3 I'TIA BbIc-
TaBJICH Ha OCHOBAaHUH KJIaCCH(UKAINOHHBIX KpUTE-
pHEB, BBIMOJIHEHHON OUOTICUU U OTIpe/IeNIeHHs] YPOB-
Hs1 ANCA B peBmaronornyeckoM otaeneHuu 11 xim-
HUuyeckod OonpHULBI I.MuHcka. [Tanuent ¢ DI'TIA
MIOCTYIINII B OT/I€JIEHUE C paHee AUArHOCTUPOBAHHbBIM
3aboneBanueM. Bpems oT Hawyanma 3abosieBaHUs 10
nocranoBku auarnosa I'TIA cocrasmiio ot 1 roma no
4 ner.

VY nBoux manmentoB ¢ ['TIA pebrotupoBan kak
J0Kanu3oBaHHas (hopma (MopaskeHue Hoca U mpuia-
TOYHBIX Ma3yX), y IBOUX — I'eHepain3oBaHHas (op-
Ma (MopakeHue JIETKUX M BEPXHHUX JbIXaTeJbHBIX
myTei).

Bcewm nanmenTam moMuMo pyTHHHBIX 1abopartop-
HBIX U MHCTPYMEHTAJILHBIX UCCIIEJOBAHUI BBINOJIHE-
Ha KOMIIbIOTEpHas ToMorpadus opraHoB I'pyJHOM
KJIETKH U MPUIATOYHBIX Ma3yx Hoca. UMMyHos0rM-
YECKOE HCCIIEIOBAHUE BKJIIOYAJIO ONpPEAETICHUE aH-
THHYKJICAPHBIX aHTUTEIT; aHTHHEUTPOPUITBHBIX ITUTOTI-
Ja3MaTHYECKUX aHTUTEN; AHTUTE K MUEIIONEPOKCH-
Jlaze ¥ mpoTenHase 3.

VY Tpoux MalKeHTOB BBIOJHEHO OMEPATUBHOE
JieyeHue, y IBOMX — NOBTOpHO. OnepaTUBHOE BMe-
LIaTeIbCTBO 3aKJIIOYATIOCh B JABYCTOPOHHEH 3HJI0C-
KOITUYECKOH MH(PYHIUOYIOTOMHH; PACITHPEHUH €C-
TECTBEHHOI'0 OTBEPCTHUSI BEPXHEUEITIOCTHON Ma3yXH.

[TaTonorust BepXHUX IbIXaTeIbHBIX IMyTel Oblia
MpeJICTaBlIeHa PUHUTOM, TAHMOPHUTOM, STMOUIUTOM,
cennoBuaHoN aedopmarmeit Hoca. [Ipu KT wuccie-
JIOBAaHUHU OIpPEEIseTCS MaCCUBHAsL IECTPYKIUSI T1e-
PEropoJKu Hoca U HOCOBBIX PAKOBHH, YYacTKH Jiec-
TPYKLHHU TIO TUMY «U3BENEHHOCTH MOJBIO» CTEHOK
00erX BEpXHEUYETIOCTHBIX ITa3yX, KOCTEH HOca U siue-
€K pellieTyaTold KOCTH, OCHOBHOW IMa3yXxH, BEPXHEHN
YEJIIOCTH C MOAJIEKAIIUM CKJIEPO30M U YTOJILEHUEM
kocrtel ( puc. 1).

Co CTOPOHBI JIETKUX IPU KOMITBIOTEPHOM TOMOT -
paduu y Tpoux manueHToB ObLIM OOHAPYKEHbBI MEJI-
K#e (10 3 MM B IMaMETpPE) OYaru MOBBIIIEHHON ITJI0T-
HOCTH, pacrnoioxkeHHble 1} dy3HO B 1erouHoi Tka-
HU U CyOIUIEBpaIbHO — O4ark MmHeBMOprOpo3a.

VY IBOMX MalMeHTOB U3 4 IPU MUKPOCKOTTUH MOYH
MIPUCYTCTBOBAJIH SPUTPOIIUTHI B HEOOIBIIIOM KOJTHIe-
ctBe: oT 5 1o 10 B mose 3penus. [Ipu 3Tom y 0doux
0TMEYaJIOCh CHHKEHHE CKOPOCTH KITyOOYKOBOH (PHJIb-
Tpanuu npu nojcuere no gopmyne Kokpadra-T'onga

B paMKaXx XpOHHUYECKOW 00JIe3HH To4eK 2 cTaauu (69
1 71 MJ/MHHYTY COOTBETCTBEHHO).

Y 0HOTO ManMeHTa pa3BHiICs IK30(TaIbM B CBSI-
34 € TOpakeHNEM peTpoOyIbOapHOro MPOCTPAHCTBA.

C momenTa nocraHosku muartosa ['TIA Bcem
narueHTam Ha3HaueHa Oa3zucHas tepanust: LD B noze
oT 5 10 10 MI/KT BHYTPUBEHHO B COYETAHUH C TIPE/I-
Hu3o0J0HOM | Mr/kr/cyTku. [ToBTopHbIe BBeaeHus LD
1 KOPPEKLMS 103bl IPETHU30JI0HA TPOBOJUIINCH IPU
MOCIIEAYIOUIMX TOCITUTAIN3alusIX. Bo Bpems neueHus
MIPOBOAMJICS MOHUTOPHUHI OPraHHbIX MOPAXEHUH U
M0O0UHBIX 3((PEKTOB TEPATHH.

Ha ¢oHe neyeHus otMevanach CTabMIM3aIus co-
cTosiHusl, cHkeHue akTuBHOcTH [ TIA. Hu y ogHOTO
ManyeHTa 3a BpeMs HaOIOIeHUsT He Pa3BUIINCH yT-
pOXKaroIIre KU3HU COCTOSHUSI.

B kauecTBe npuMepa npuBOAUM CIlIydail reHepa-
mu3oBanHOM hopmbl I'TIA y manuenta C., My>KUHHBI
67 ner.

3aboneBaHue Ha4aIo0Ch ¢ 0oneil B 061acTu Hoca.
Crnycts nosiroja nNosBUIKCh PELUINBUPYIOLIME Yac-
ThI€ CIIOHTaHHbIE HOCOBBIE KpoBoTeueHus. [1pu roc-
MUTAJIM3aLUN B OTAEJIEHHE OTOPUHOJIAPUHIOJIOIHU
yepes 3 rofa oT Havana 3a0oJjeBaHUs Obla BBITON-
HEeHa KOMITBIOTEpHAs! TOMOTpa(us IPUIATOYHBIX I1a-
3yX Hoca. [Ipu uccnenoBaHUU BBISIBICHBI CIEIYIO-
M€ U3MEHEHUS: XPOHUUECKUN IBYCTOPOHHUMN ram-
MOPO3TMOUIUT C pa3pacTaHUEM TIpaHyJeMaTO3HOU
TKAaHU B BEPXHEUEIIOCTHBIX U PELIETYAThIX Ma3zyxax
C MHBa3uel B JieByto opouty. @parMeHThl UcCieno-
BaHWUS TPEACTaBIICHbI Ha puc. 3.

Puc. 1. ®parmeHT uccleg0BaHusA: KOMIbIOTEPHasI
ToMorpadusi NpUIATOYHBIX NMa3yx Hoca y manuenTa C.,
crpagaromero I'lTA (monepeunslii cpes).
Onucanue B TeKkcTe
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Puc. 2. ®parmMeHT uccjeg0BAHUA: KOMNBIOTEPHAS
ToMorpadus npuaaTOYHbIX Na3yx Hoca y nanuenra C.,
crpaaatouero I'TTA (mpoaoabHbIii cpe3).
Onucanue B Tekcre.

Puc. 3. ®parmMeHT Hcc/IeJ0BAHUA: KOMIIBIOTEPHAS
ToMorpadusi npuIATOYHBIX Ma3yx Hoca y manuenTa C.,
crpaaawoiero I'ITA (TpexmepHasi peKOHCTPYKUUS).
Onucanue B TeKcre.

Omnwmcanne MOPQOITOTUIECKOTO HCCICIOBAHUS:
KYCOYKH CIIM3UCTOM 000704YKH U (hrubpo3HON TKaHU
Ha OT/IENBHBIX YYacTKaX MOKPHITHI PECITUPATOPHBIM
3nuTENNeM. B Tommie onpenenstoTes oyaru HeKpo3a,
TUTaHTCKHE MHOTOSIJIEPHBIE KJIETKH, TyCTasi TOJIMMOP-
(bHO-KIJIeTOYHAST BOCTIAJIUTENbHAS UHQUIBTpaLus ¢
O0JIBIIUM KOJTHYECTBOM 303MHO(MUIOB. COCynBI C
YTOJILIEHHBIMU CTEHKAaMHU 32 CUET Pa3pbIXJICHUS U
npor(epanuy YHAOTETHS. 3aKITI0YeHUE: TaHHbIC U3~
MEHEHUS He MpoTuBopeyat auarHosy I'TIA.

MIMMYHOJIOrH4€CKO€e HCCIEJOBaHUE: aHTUHEUTPO-
(bubHBIE LUTOIUIA3MAaTHYECKUE aHTUTENa Tena ++;
aHTUTEJIa K MUEJIONIepoKcHaase +; aHTUTeNa K poTe-
uHaze 3 +++; anTuTena k 6a3aabHON MeMOpaHe KiTy-
OOUYKOB U YHIOTEIHIO aJIbBEOJ OTPHIIATEITHHBL.

KommprorepHast ToMmorpadusi OpraHoB TPyIHOR
KIETKHU: 10 00OMM JIETOYHBIM TMOJISIM ONpeaessieTcs
yCcUJIeHHE U 000rallieH1e JJErOYHOr 0 PUCYHKA 3a CHET
COCYIMCTOr0 KOMIIOHEHTAa U MOAYEPKHYTOTO MEX-
I0JbKOBOrO MHTEpCcTULHS. CyOneBpansHo B S| ciie-
Ba OMpPEACTSIOTCS 04aroBOTO XapakTepa IJIeBpajib-
HBIE HAJIOKESHUSI TONIIMHOH 10 4 MM. HpIIBTpaTHB-
HBIX MU3MEHEHHMH B JIETKMX HE BBISBIEHO. Tpaxes u
O6ponxu 1-3 mopsiaka nmpoxoauMel. CpenocTeHne He
cMelleHo. MennacTuHalbHbIe TUM(OY3IIbI 10 5-7 MM
B IMaMeTpe.

[Ipu ynbTpa3ByKOBOM HMCCIEIOBAHUHU TMOYEK
CTPYKTYPHBIX U3MEHEHUH HE BBISBJICHO; LIUTOBUAHON
JKeJe3bl — KHCTa B JIEBOU JioJie; cepala — (uopo3Hoe
YIUIOTHEHHE CTBOPOK AOPTaJbHOIO U MUTPAJIBLHOIO
KianaHoB. B obiiem aHann3e MOYM MOCTOSHHO 00-
Hapy’KMBaJI0Ch HEOOJIBLIOE KOJUYECTBO OeKa.

Ha ocHOBaHMM TTOMy4YE€HHBIX KITMHUYECKUX, Ja-
0OpaTOpPHBIX U MHCTPYMEHTAJIbHBIX JaHHBIX OBLI
BBICTABIICH JIMATHO3: I'PAHYIEMAaTo3 C MOJTHAHTUH-
TOM (cMemaHHast opma), HOAOCTPOE TeUCHNUE: Tpa-
HyJIEMaTO3HOE MOpaKeHHe */, MepPeropojikk HOCa,
BEPXHEUENIOCTHBIX, pEIIeTYaThIX Ma3yX; XpOHUYEC-
kast 0osie3Hb mouek Il craguu (cKOpocTh KITyOOU-
KOBOM (rutbTparuu 62 Mi1/MUH); 11U Py3HBINA THEB-
MOCKJIEpO3, IbIXaTelbHasi HEJJOCTATOYHOCTH | cTe-
MIEHMU.

B Hauane nedeHus malMeHTy NpoBeneHa MyJbC-
Tepanus npeann3ononoM: 500 Mr BHyTpuBEeHHO | pa3
B JieHb Ne 3. OiHOKpaTHO BHYTpHUBEHHO BBenieH L[D
B f03e 800 mr. [lanee mamueHT mosrydal MpeaHn30-
JIOH BHYTPb B 7103€¢ 50 MI/CyTKH C MOCTENIEHHBIM ee
ymeHblieHueM U 1 pa3 B mecsu LI® BHyTprBEHHO B
no3e 800 mr. IIpoBonuiachk Takke Tepanus COMyT-
CTBYIOLIMX 3a00JI€BaHUN: HIIEMHYECKOW O0ne3HU
cepaua, raayKoMbl.

3axurodyenue. [IpuBenenHble HaOIIONEHUS CBU-
JIETENBCTBYIOT O TOM, YTO TPaHyJeMaro3 ¢ MoJIuaH-
TUUTOM SIBISIETCS HE CTOJIb PEAKON marosiorueit. Ju-
arHOCTHKA ATOTO 3a00JIeBaHUS IPY HATTMUWH KITUHH-
YeCKOM HaCTOPOXKEHHOCTH U IMHAMHUY€ECKOT0 Ha0IIt0-
JIEHHSI 3 TTALIMEHTAMU C VT TeNIbHOU, YIIOPHO MpoTe-
KaloLLEH MaToJoruei BepXHUX IbIXaTeJIbHbIX MyTeH
HE MPeCTaBIsAeTCs MPOOIeMaTUYHOM, 8 CBOEBpEMeEH-
Hasl IMarHOCTHKA ONpeNeNsieT YCIEeHOCTb JIeYeH s
JTAHHOH KaTeropuu OOJIbHBIX.

BoiBoabl. [1pu Tshxenom TeueHUH 3a00J1eBaHMs
BEPXHHX JBIXATENbHBIX MYyTEH (S3BEHHO-HEKPOTH-
YECKHUU PUHUT, PACIIPOCTPAHEHHBIN THOWHBIN CUHY-
CHUT, TOBTOPSIONIMECS OOUIbHBIE HOCOBBIE KPOBOTE-
YeHwsl ), OTCYTCTBHH 3D (PeKTa OT pallmoHaILHOM aH-
TUOAKTEepUaTIbHON Tepamnuu CIenyeT MOA03PeBaTh
HaJu4yue y NalueHTa IrpaHyieMaro3a ¢ oJIMaHI uH-
ToM Berenepa.
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Brmomnnenne KT rosoBaoro mosra, Onorncuu u3
MECT ¢ NPU3HAKAMU MAKCUMAaJbHBIX BOCIAJIATEIb-
HBIX U3MEHEHU I BEPXHUX JbIXATEIbHBIX ITyTEH, a TaK-
ke onpeznenenne ypoBHst ANCA nenaet nuarnos ['TIA
ONPEIETCHHBIM.

[IpoBeneHne JOMOTHUTETBHBIX HHCTPYMEHTAIIb-
HbIX uccnenoBannil (KT serkux, opraHoB OproIIHOM
MOJIOCTH) HEOOXOUMO IS YTOUYHEHUS! CUCTEMHBIX
MOpa>kKeHUIA.

[TpoBeneHne KOMITJIEKCHOM Tepanuu (coueTaHue
LD ¢ mroKOKOPTUKOCTEPOUIAMHU 110 CXEMAM HHITYK-
LMY PEMUCCUH, TIOJIEP>KUBAIOLIEH Teparnuu) mo3Bo-
nsieT ToOUThCsT OIarONPHUATHOTO TeYSHHUS 3a00JIeBa-
HUS$, B HAILIMX HAOMIOACHUAX N30eKaTh Pa3BUTHSA YT-
POXKAIOLINX KU3HU OCIOKHEHHUMN.
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EXPERIENCE OF DIAGNOSTICS AND
TREATMENT OF PATIENTS WITH ANCA-
ASSOCIATED VASCULITIS:
GRANULOMATOSIS WITH WEGENER’S
POLYANGIITIS

Artishevskaya N.I., Raevneva T.G.,
Savchenko M.A., Golovko T.G., Kruchina N.A.

Belarusian State Medical University, Minsk,
Republic of Belarus

City Clinical Hospital No.11, Minsk, Republic of
Belarus

According to the last revision of systemic
vasculitis classification, ANCA-associated vasculites
include three nosological entities: granulomatosis with
Wegener’s polyangiitis, eosinophilic granulomatosis
with polyangiitis (Churg-Strauss syndrome) and
microscopic polyangiitis. Particular attention is paid
to ethiopathogenesis, diagnostics, differential
diagnosis of granulomatosis with Wegener’s
polyangiitis. Our own clinical data on granulomatosis
with Wegener’s polyangiitis cases are also presented:
diagnosis stages, treatment regimens.

Key words: ANCA-associated vasculitis,
granulomatosis with Wegener’s polyangiitis.
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