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TPAHYJIEMATO3 BETEHEPA (CJIVUAM U3 ITPAKTHKN)

B cmamoe paccmampusaemces cayuaii iemanvho2o ucxooa om epavyiemamosa Bezenepa
Knrouesvie cnosa: epanynremamos Bezenepa, HekpomuyecKkuli 8aACKyaIum.

L.L. Zubkova, I.R. Baldanova,
I.V. Borhonova, E.B. Erdyneeva

WEGENER’'S GRANULEMATOZ (CASE STUDIES)

The article deals with the case of death from Wegsmranulematoz.
Key words. Wegener’s granulematoz, necrotizing vasculitis.

I'panynemato3 Berenepa — 310 cuctemMHoe 3a-
OoJeBaHUe, MPOSBILIONIEECS HEKPOTUICCKUM Tpa-
HYJIEMaTO3HBIM BackyiautoMm [2]. T'panynemaros
Berenepa Obut BoepBbie ommcan B 1931 r. H.
Klinger kak HeoObuHast (hopMa y3€IKOBOTO ITOJIH-
aprepuuta. B 1936r1. F. Wegenessinennn 1o 3a-
OoieBaHHE Kak CaMOCTOSTEIbHYIO HO30JI0THYe-
ckyio dopmy, a B 1954r. G. Godmarchopmynupo-
BaJl COBPEMCHHBIC KJIMHUKO-MOP(OIOTUICCKUC
KPUTEPUU JIMATHO3a, BKJIOYAIONINE XapaKTCPHYIO
TpUaay MPHU3HAKOB. TPAHYJIEMaTO3HOE BOCIAJICHUE
JIBIXaTENbHBIX yTel, HEKPOTU3UPYIOIIUI BaCKYIIUT
U TJIOMEPYIOHEPHT.

SnuaeMHoJI0THsl TpaHyjiemato3a Berenepa.
I'panynemato3 Berenepa MoxeT BOZHUKHYTb B JIIO-
O0oM Bospacte, omHako darie Oosetor auma 30-
50 zer. Oxkono 15% 6onpHBIX MOsioxe 19 ner; netu
OoreroT penko. Y My>KYUH W JKCHITUH 3a00J1eBaHHE
BCTPEUACTCSI C OJTMHAKOBOW YaCTOTOM.

B CILIA Oone3Hp yamie BBIBISIOT y HpeAcTa-
BHUTeNICH Oemoil pacel, 4eM y adpoaMepHUKaHIICB.
Yacrora rpanyjiemaTto3a Berenepa — o4eHb peaKoro
3a00JIeBaHUs — B TIOCJICTHUE TOJIbI OBICTPO HapacTa-
et. B BenukoOputanuu B 80 rr. yactora 3a0oJe-
Banus cocraBisia 0,05 Ha 100 OOOHnacenenusi, B
koHue 90x rr. yxe 0,85cny4as na 100 O0OOnace-
JICHUSI.

ITHoJOTNsI U maToreHe3. ToOYHAS STHOJOTHS
3a0oyieBaHus He ycTaHoBieHa. [Ipemmonararor Ha-
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JUYUE CBSA3M MEXIy pa3BHTHEM TIpaHyJIeMaTos3a
Berenepa n mH(exnuel, KOCBEHHO NOATBEp)KAac-
MOH (haKTaMHu 4acToro Hayajaa U 00OCTpeHUs 3a00-
JIeBaHWSl B 3UMHE-BECCHHHI TEPHOJI, TJIaBHBIM 00-
pa3oM Tocie pecrupaTOpPHbIX WHQEKINH, Y9TO CBS-
3BIBAIOT C TOMAJaHHEM AHTHTCHOB BUPYCHOTO WIH
0aKTepHaIbHOTO MPOUCXOXKICHHS Yepe3 JbIXaTellb-
HBle MyTU. VMeeTcs omnpeieNeHHass TeHeTHYeCKas
NPEApPaCIIOIOKEHHOCTb. VIMMyHOTeHETHYECKUM
MapKepoM 3a0oieBaHusl SBIAIOTCS aHTUreHsl HLA
B7, B8, DR2.Boblilyi0 MaTOreHETHYCCKYIO POJIb
UTPAIOT aHTHHEHTPOQWIbHBIE IMTOIIa3MaTHYe-
CKHE aHTUTEJa, pearupyioume ¢ NpOoTeuHa30i-3
UTOTIa3Mbl HEUTPOQHIIOB.

Kiaununveckass kapTuHa NMpU rpanyjiemMarose
Berenepa [1] xapakrepu3yeTcs IOJHMOPraHHBIM
nopaxkerueM. [Ipu rpanynemaTose Berenepa Oonee
yeM B 90% ciy4yacB BBIABJISIFOTCS IPH3HAKH IOpa-
JKCHHS BEPXHUX JBIXaTCIbHBIX MyTEeH, JIETKUX U
cpenuero yxa. ¥ 50% OoNbHBIX OTMEUAETCS CHUHY-
cut, y 36% —punut, y 10% —mnespur, y 25% —
cpeHul OTUT. BepxHue NbIxaTesbHbIe MYTU U YXO
nopaxatotca y 92%,nerkue —y 85%0601bHBIX.

1. T'nomepyinonedpur passuBactcs y 75-80%
OOJIBHBIX, OJTHAKO OH PEIKO OKAa3bIBACTCS MEPBBIM
NpOSIBIICHHEM rpaHyliemato3a Berenepa.

2. TlopaxeHrne ONOPHO-IBUraTEILHOIO armiia-
paTa BBIABJISIOT puMepHO y 70% 00JIbHBIX.
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3. B 52% cnyuaer npu rpanyiemaTtose Bere-
Hepa HaOIIoaeTCsl MOPAXKEHUE TJIa3 — OT JIETKOTO
KOHBIOHKTUBUTA J0 JaKPUOLMCTUTA, UPUIAOIIUKIH-
Ta, TpaHyJleMbl PeTpoOyIbOapHON KICTYATKU U 3K-
30(Tanbpma.

4. Tlopaxkenue koM oTMmedaercs y 46%
OOJBHBIX W BKIIFOYACT IMAIYJIbI, BE3UKYIIbI, MATbITH-
PYEMYIO TypITypy, SI3BbI, TIOJAKOXHBIE Y3kl [Ipn
OWOTICHW BBISBISIIOT BACKYJIUT, TPaHyJIEMbl WU U
TO, ¥ PYTOE.

5. Tlopaxenue cepaua Habmomaercss B 8%
CIIy4acB W BelET K TEepUKApIUTy, KOPOHAPHOMY
BaCKyJHTY, HH(DAPKTy MHOKAp/a, IOPAKCHUIO MUT-
PaTBHOTO U a0pPTAIBHOTO KIIANIAHOB, aTPHOBEHTPH-
KyJISIpHOU OJIOKae.

7. IlopaxxeHue HEPBHOM CHCTEMBI OTMEYACTCS y
23% OONBHBIX W BKJIIOYACT MOJIMHEHPONATHIO, W3-
penka — 1epeOpalbHbIH BACKYJIUT WM TPaHYyJIEMbI
TOJIOBHOT'O MO3Ta.

JAuarnocTuka rpanyJjeMmaro3a Berenepa oc-
HOBaHA HAa WMMYHOJIOTUYECKUX U OHOICHITHBIX
mpobax. 1.

1. Onpedenenue anmumen Kk yumonnazme Heti-
mpoghuio8 — OCHOBHOM METOJ AMArHOCTUKHU T'PaHy-
nemato3a Berenepa. YyBCTBUTEIBHOCTH METOJIA
cocraBisier 90%, cnennduuHocts — Oonee 95%.
Bo03MOXHOCTB OIpeIeNIeHrsT aHTUTEN K IUTOILIa3ME
HEHTPO(HUIIOB 3HAYUTENBHO oOserdaet auddepeH-
UANIbHYIO JIMAaTHOCTUKY TpaHyliemaro3a BereHepa
C Y3CITKOBBIM TICPUAPTEPUHUTOM, AJLIEPTUYCCKUM
BaCKYJIHTOM, JTUM(OMATOUIHBIM TPaHYJIEMaTO30M,
KOJIJTAr€HO3aMHM, 3JI0Ka4eCTBCHHBIMH HOBOOOpPa30-
BaHUSIMH, WHQEKIHUSIMH, COMPOBOKIAIOIIMMUCS
rpaHyneMaTo3HsiM BocmaneHueM [3]. ['panynema-
T03 Berenepa cnemyer momo3peBath Npu COYCTAHUU
CIICIYIONIMX TPHU3HAKOB: 1) HEKPOTUYECKHIA IpaHy-
JIEMATO3HBIM  BaCKYJUT JIBIXaTCNBHBIX  ITyTeH;
2) cerMeHTapHbBIN TJIOMEpPYIIOHePPUT;
3) reHepan30BaHHbI BACKYJIUT MEJKHX COCYIOB.
Jlnaruo3 moaTBepKIaeTCS MpHU OMOIICHHM BEPXHUX
JIBIXaTeNbHBIX MyTel, Jerkux unu no4yek (B 3aBU-
CHMOCTH OT KJIMHUYIECKON KapTHUHBI).

2. buoncus nezkux u noyex:

a) IMopaxeHnue JerKUX HAOMIOJACTCSA MOUYTH Y
BCeX OOJBHBIX KaK C TCHEPAIM30BaHHOW, TaK U C
orpanndcHHONW (QopMmoil TpaHyseMaro3a Berenepa.
OOBIYHO TPOBOJAT TOPAKOCKOMHUYECKYIO, WM OT-
KPBITYO0, OUOTICHIO JIETKOTO.

6) XOTs cerMeHTapHbIH TIIOMEPYIOHEQPHUT HE
MAaTOTHOMOHHYEH JUIsl TpaHyjemaro3a Berenepa, B
COUYCTAaHHH C TMOPAKCHUEM OPTaHOB JBIXaHUS U I10-
BBIINICHUEM TUTpa aHTHTEN K IUTOIUIa3Me HEHTpo-
(DUITOB OH CITY’KUT BaXKHBIM JTHATHOCTHICCKHM IPHU-
3HAKOM, YTO SBIISICTCS OCHOBAHUEM JUISl B3SITHA
omorncuu.
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ITaTomopdosorusa. Yaie Bcero BCTpeyaeTcs
reHepain3oBaHHas Qopma rpaHyjieMaro3a Berene-
pa, Ipy KOTOPOU MOPaKATCS BEPXHHUE JIIXATEIhb-
HBIC ITyTH, JIeTKUE U Nouku. OrpanuyeHHas Gopma
3a0osieBanus HaOmromaercss MeHee uyem y 20%
OOJBHBIX W TPOSIBIAETCS MPEUMYIIECTBEHHBIM I10-
paXXCHHEM BEPXHUX JBIXATEIbHBIX ITyTECH U JIETKUX.

Jns rpamynemarto3a BereHnepa crenuuaHBIM
SBIISIETCSI 00pa3oBaHWE TpaHyJIEeM C OOJBIITUM KO-
JIUYECTBOM THUTAHTCKUX MHOTOSJIEPHBIX KIIETOK.
I'panynemaTo3 Berenepa rucToIOTHYECKH XapakTe-
pHU3yeTcss HEeKPOTUYECKUM BACKYJIUTOM MEJKHX ap-
TepWii U BEH W OOpa30BaHWEM TpaHyJIeM, KaK B
CTCHKE COCYy/ia, TaK M B OKPYXKalOIIMX TKaHAX. B
JIETKUX OWOTICHSI TTOYTH BCETa BBISBIISIET HEKPOTH-
YeCKHH BACKYJHUT W TpaHyneMsl. [lopaxenue OpoH-
x0B (BocmasieHue, (puOpPoO3 M pyOlieBaHKUE) MPUBO-
IUT K UX OOCTPYKIHMH M aTeneKkTa3aM. B BepxHUX
JIBIXaTENBHBIX MYTIX, B YaCTHOCTH B MPUIATOYHBIX
nma3zyxax HOCa M HOCOTJIOTKE, HaOIIOMar0TCs TpaHy-
JIEMaTO3HOE BOCIAJICHUE W HEKPO3, C BaCKYJIUTOM
nim 6e3 Hero.

ITopaxxeHune modek mpu rpanyiemaTo3e Bere-
HEpa HAYMHACTCSI C OYaroBOTO TIIOMEpYJIoHe(hpHUTA.
IIpu ouoncun nmouku y 80% 60/16HBIX 0OHAPYIKUBA-
€TCsl CETMEHTApHBIN TIIOMepyTOHEe(PPUT U HEKPOTH-
YECKUH BacKynuT. [ paHyneMbl OBIBAIOT PEAKO.

TlopaxkeHre BEpXHMX JbIXaTEJIbHBIX MYTEH,
JETKUX M TIOYeK 00pa3zyeT KIACCHYECKYI0 TpHaIy
MPU3HAKOB TpaHyjlemaro3a BereHepa, oJHaKO BO3-
MOJKHO MOpaXKeHHUE JTFO0T0 OpraHa.

Pe3yabTarel uccaenoBanus. J[lonroe Bpems
CUHMTABIINICS Ka3yHCTUYECKH PEIKUM 3a00JIeBaHM-
eM TpaHynemaro3 BereHepa B Haleil mpakTuke
BCTPETWJICS TOJILKO B OJHOM Ciry4ae. B HameMm Ha-
OJITO/IEeHUH TIPUBEACHBI PE3YNbTAThl MAaTOIOAHATO-
MUYECKOTO HCCIICIOBAHUS MOJIOAON KeHITUHBI 18
JIET, CKOHYaBILIEHCs OT rpaHyinemaTo3a Berenepa. B
MOJIOJIOM BO3pacTe PeaKo BCTpedaeTcs 3To 3abole-
BaHue. KiimHnka qanHoTo 3a00/1€BaHNs Pa3BUIIach B
TEYCHHE MECAIa, BO BpeMsi OEPEMEHHOCTH PaHHUX
CPOKOB, C TMPOSIBICHUSIMH PHHHTA, OBICTPO TPO-
TPECCUPYIONINMH aCTE€HOBET€TATUBHBIM U HHTOKCH-
KaIIMOHHBIM CHHJPOMaMH, TPOTPECCUPYIONIEH JIbI-
XaTeNbHOW HENOCTATOYHOCThIO. KiMHHMUYECKH Ipo-
BowIIach JauddepeHIranbias JUarHoCTUKa C CHC-
TEMHOHN KpacHON BOYAHKOU, TUCCEMUHUPOBAHHBIM
Tybepkynesom [2]. Ha 1le cyrku mpeObIBaHUS B
CTaIFiOHape Yy JKEHIIMHBI MPOU30IIeT CaMOIPOU3-
BOJIBHBIA BBIKUJIBII, B JaTbHEHIIIEM MPOrPECCHPO-
Baja IMOJIMOPraHHass HEJOCTATOYHOCTh, SIBUBIIASCS
NPUYUHONW CMEPTH JKEHINWHBI Ha 16-€ cyTKu rocmu-
TaJU3aIfH B CTAI[OHAP.
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COJEPXAHUE CEJIEHA B OPTAHU3ME YEJIOBEKA ITPU PA3JIMYHBIX ITATOJIOT' UAX

Yemanoesnena xoppensyuonnas céazv pacnpeoenenus ceiena 6 Opeanax i mKaHax 4eno8exa ¢ noKa3amenimu oo-
MeHa npu pasnuyHblx namonocudeckux cocmoanusnx. Ilpu eéocnanenuu, manueHuzayuu nPoUCXooum ycuienue Ouoxumu-
YecKUx npoyeccos, npusoodsauee K YeeiudeHuio HaKonaenus ceiena. Ilpu nekpobuomuueckux npoyeccax Habaoo0aemcs
CHUDICEHUE UHMEHCUBHOCTU DUOXUMULECKUX NPOYECCO8 U COOMBENCMEEHHO CHUIICEHUE YPOBHSL CelleHd.

Knroueswie cnosa: 3abaiikanve, ceieH, 6HYMpPeHHUE OPSaAHb.
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