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Pesrome.

I'panynemMaro3 ¢ MoOJMaHTUUTOM — IIEPBUYHBIN CUCTEMHBIN HEKPOTU3HPYIOLIUM BACKYIUT COCYA0B MEJIKOTO U CPEIHETO
KaJIMOPOB, XapaKTepHU3yIOLUIUHCS pa3BUTHEM OYaroB rpaHyJIeMaTro3HOro BocraieHus. CUMIITOMBI ITaTOJIOTHH HACTOJIBKO
MHOTOI'PaHHBI, YTO CUMYJIMPYIOT OOJIBIIOE KOJMYECTBO 3a00JI€BaHMH, a 3TO, B CBOIO OY€PE/b, 3HAUMTEIILHO 3aTPYIHSET
JUarHOCTUKY U paHHEE BBISBICHHUE I'PaHyIeMaT0o3a C TOJTUAHTHUTOM.

B npencraBieHHOM KITMHHYECKOM ciydae *eHIuHe 1985 rp. muarHos reHepaiu3oBaHHON (OPMBI TPaHyIeMaTo3a C Io-
JIMarvuUTOM OBLI BBHICTABJICH HA ()OHE aTUIIMYHO NMPOTEKAIOIIEH IBYCTOPOHHEH /101€BOM ITHEBMOHHH U ITpeABapsIBIICH ee
THOMHOW aHTMHBI. B Xoz1e IMarHoCTUKY MOI03peBacs CapKoU103, KOMIIbIOTEpHast ToMorpadus He Jaja OJXHO3HAYHOTO
OTBETAa, a OCJIe OMOIICHH JIETKHX JIMarHO3 CapKoW103a He MOATBEPMIICS, B 3TO K€ BpeMsl AMarHOCTHUPOBAH KPaeBOH Ke-
PaTOKOHBIOHKTHBUT 00ouX 11a3. B Teyenue crenyromniero roga Ha (hoOHE CUCTEMHOM TepaIriy COCTOSIHUE MAlUEHTKU CTa-
OoumsupoBanock. B mae 2015 roxa BrepBble HOSBHIICS OJHOCTOPOHHHN K30()TalIbM CrIpaBa, Ha KOMIBIOTEPHOI TOMO-
rpaduu BBISBICHBI IPaHyJIEMBbI IPaBoi opOouThl. CUCTEMHOE JieueHne U napalyiap0apHoe BBeleHHE KOPTUKOCTEPOHUIOB
NPUBOJIMIIN K MEPUOINYECKOI PEro3UIIMK TI1a3Horo sioyioka B opouty. B 2016 rony nepeHecia rHOMHBINA MPaBOCTOPOH-
HUH JaKpHOaJeHUT. YXYIILIEHUE COCTOSIHUSI OpraHa 3peHust Mpou3omuio B ceHtsiope 2017 roxa Ha (oHe nepuoguyeckon
CHCTEMHOH Tepanuy MeTpe30oHoM. [ociie BKIFoYeHUsI B CXeMy JICUeHHUs! pUTYKCcHuMa0a ynanoch CTabMIn3npoBaTh oomiee
COCTOSIHUE U 3pUTEIIbHbIC (PYHKIINH.

Knouegvie cnosa: epanynemamos ¢ noMUAHSUUMOM, 8ACKYIUM, AHMUHEUMPODUIbHbIE YUMONIAIMAMUYecKue anmume-
J1d, OOHOCMOPOHHUL IK30DMATbM, Kepamum, 364 po208ulybl, OGKPUOAOEHU.

Abstract.

Granulomatosis with polyangiitis is primary systemic necrotizing vasculitis of small and medium vessels, characterized
by the development of granulomatous inflammation foci. Symptoms of this pathology are so multifaceted that they
simulate a large number of diseases, and this, in its turn, greatly complicates the diagnosis process and early detection of
granulomatosis with polyangiitis.

In the presented clinical case, a woman (33 years old) with concomitant atypical bilateral lobar pneumonia and purulent
angina was given the diagnosis of the generalized form of granulomatosis with polyangiitis. During the course of work-
up, sarcoidosis was suspected, but CT scan did not confirm this diagnosis, and thereafter biopsy of the lungs concluded
the absence of sarcoidosis, at the same time, marginal keratoconjunctivitis of both eyes was revealed. With systemic
therapy, the patient’s condition was stabilized during the next year. In May 2015, unilateral exophthalmos appeared
on the right eye for the first time, and CT showed granulomas in the right orbit. Systemic treatment and parabulbar
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injection of corticosteroids led to periodical reposition of the eyeball back into the orbit. In 2016 she suffered from a right-
sided purulent dacryoadenitis. She received periodically systemic treatment with metpreson, but the condition of the eye
worsened in September 2017. After the addition of rituximab to the treatment regimen, her general condition and visual

functions were stabilized.

Key words: granulomatosis with polyangiitis, vasculitis, antineutrophil cytoplasmic antibodies, unilateral exophthalmos,

keratitis, corneal ulcer, dacryoadenitis.

I'panynemaros ¢ nonunanruutom (I'TIA), panee
HU3BECTHBIN Kak IpaHyliemMaro3 Berenepa, — nepBuy-
HBII CHCTEMHBI HEKPOTU3HUPYIOIIHMIA BAaCKYJIUT CO-
CYIIOB MEIIKOTO M CPEIHEro KalnOpOB, XapaKTepH-
3YIOIIUICA Pa3BUTUEM O0YaroB TIPaHyJIeMaTO3HOTO
Bocranenus [1]. I'TIA — oguH U3 cambIX TSKENO MPo-
TEKAIOIUX M TPOTHOCTHYECKH HEOIaronmpHsITHBIX
BacKyJIUTOB. 3aboieBaeMoCTh coctaBisieT 4,9-11,3
Ha 1 000 000 HaceneHus B roa, My>KUUHbBI U KCHILH-
HBI OOJICIOT OJTMHAKOBO YacTO, MUK 3a00JIeBaeMOCTH
npuxonutcs Ha 50-75 ner [1].

BriepBrie xnmHHYeckas kapTUHa 3a00JeBaHUs
6buta onucana goktopom Kmunrepom B 1931 r, a B
1939 1. ®punpux Berenep oxapakrtepmuszonan ['TIA
KaK CHCTeMHOe 3a0olieBaHUe, TPOSBIIIONIEECS 00-
paszoBaHMEM TpaHyieM [2, 3]. DTHomorus u3ydyeHa
HEIOCTAaTOYHO, 4acTo HaOmomaeTcss CBA3b C BOC-
MANTUTENBHBIMA  3a00JIEBaHUSIMA  BEPXHUX JIbIXa-
TENbHBIX MyTeH, B YACTHOCTH CO CTa(UIOKOKKOBOM
U CTPENTOKOKKOBOHM wmHGekmueit [3, 4]. Bexymuryro
pOTb B TMATOT€HE3€e WUTPArOT aHTHHEHTPO(WIBHEIE
nuromiazmaruueckue anturena (ANCA), pearupy-
foume ¢ GepMeHTaMH LUTOIIa3Mbl HEHTpo(duIiIoB,
KOTOpbIC OOHAPYKHUBAOTCS B KpoBH O0JIbHBIX ['TIA.
ANCA cBSI3BIBAIOTCS C COCYIUCTON CTEHKOU U Gop-
MHPYIOT UMMYHHBIE KOMIUIEKCHI in Situ WJIH HETOo-
CPEICTBEHHO B3aWMOJEHCTBYIOT ¢ HeHUTpodmIaMu,
KOTOpBIE 3aTeM TMOBPEXKAAIOT KIETKH SHAOTENHS [3,
4]. CUMOTOMBI ATOJOTUU HACTOJIHLKO MHOTOTPAaHHBI,
YTO CHUMYIUPYIOT OONBIIOE KOJIWYECTBO 3a0oseBa-
HUH, a 3T0, B CBOIO OYepeNb, 3HAYUTENBHO 3aTPya-
HSIET JUAarHOCTUKY W paHHee BblsiBeHue [ TIA naxe
B HACTOSIIEe BPEMs, HECMOTPSI Ha IIMPOKUI BEIOOD
COBpPEMEHHBIX JTA0OPATOPHBIX H MHCTPYMEHTAITBHBIX
METOZIOB 00CIIEIOBaHUSI.

Paznuuaror cnenmyromme KIMHUYeCKHe Qop-
MmeI I TIA:

1) nokanbHas — mopaxarorcs JIOP-opransr u /
WJIM OPTaH 3pEHMs], a TaKKe BO3MOYKHBI ITOBBIIICHHE
TEMIEepPaTypbl, MBIIIIEYHBIE 00JIH, OOJIH B CyCTaBax;

2) orpanuuyeHHas — BosiekatoTcs JIOP-
OpTaHbl 1 JIETKHE;

3) rerepanuzoBaHHas — mopaxatorcs JIOP-
OpTaHbl, JETKHE U MTOYKH.

W3menenus oprana 3penus npu I'TIA ormeua-
fotcst B 29-60% ciydaes, B 8% ciydaeB 3a0oeBaHme
HPUBOIUT K HEOOPATUMOM NOTEpE 3pUTENBHBIX (PyHK-
uuit [5]. [lopaxkeHue 1aza U ero NpUAATOYHOTO arl-
napara MokeT ObITh HadaoM 3aboneBanust (8-30%),
a TaKKe J0Jroe BpeMs OCTaBaThCs €IMHCTBEHHON
0o0NacThi0 TPOSIBICHHS, a MOXET HPHCOCIHHSITE-
Csl BIIOCJICIICTBUH, YTSDKEJSAA TEUEHHE 3a00JICBaHUS
[2]. Hanbonee wacto BCTpedyaroTCs MaTONIOTHYECKUE
M3MEHEHUsI B OpOMTe, PEeXe BOBICKAIOTCS CKIEPa,
KOHBIOHKTHBA, POTOBHIIA U CIIE3HBIE OPTaHBbI, a TAKKE
MOT'YT OBITh HApYIIEHHUS KPOBOOOpALICHUS B COCYAaX
CEeTYaTK{ ¥ 3pUTENBHOTO HEPBA.

Jleuenne mammenTtoB ¢ I'TIA Bcerma mpoBo-
IUTCS PEBMATOJIOTOM COBMECTHO C IPYTHMMH CIIe-
UaJUCTaMH B 3aBUCHMOCTH OT JIOKaJHM3alUU IO-
pakennsi. CxeMbl MMMYHOCYIPECCHBHOW Tepanuu
pa3IMuUHBIe M 3aBHCAT OT TSKECTHU U JIOKaJIU3aINH
npoiiecca, a TakKe OT CTETIeHH aKTHBHOCTHU 3a0ore-
BaHUA. I JedeHHs] MpUMEHSIOTCs IuKiIodocda-
MU 1 O0JIBIINE 03I NIIOKOKOPTUKOCTEPOHUIOB, 3(-
(hextuBHA mynbc-Tepanus [3]. Takxke UCTONB3yOTCS
a3aTHONPUH U MeToTpekcaTr. B Hacrosimee Bpems
NOATBEpXkKAeHa PPEKTUBHOCTh PUTyKcHMaba TMpH
I'TIA peuuauBUpYOMETro TeYeHUsT U HEIPPEKTUB-
HOCTH CTaHJApTHOM Tepamnnu, a TakkKe B KauecTBe
npenapara MepBOro psiia B 0COOBIX KIMHHUYECKUX
cutyarusix [1]. Putykcumab — mpermapar Ha OCHOBe
MOHOKIIOHAJIBHBIX aHTHTEN, KOTOPBIH BBOAUTCS IO
onpeneneunoi cxeme (1 pas B 2 megenu 1000 mr B/B
KaresbHO, ABYXKPaTHO, ITOBTOPHBIN Kypc IPOBOIMT-
cs gepe3 6-12 Mecsren).

[Ipencrasnsem BamieMy BHUMaHUIO KIMHUYE-
CKHM clTy4aid, KOTOpBI JEMOHCTPUPYET MHOTOTPaH-
HOCTh KJIMHUYECKUX TPOSBICHHH W pa3sHOOOpasue
odrarpmonoruueckux n3menenuii npu ['TIA.

ITarmmentka M., 1985 r.p., moctynmia B oTmae-
JIEHUE MUKPOXHPYPTrUH 11a3a BureOckoi 00macTHOH
kmHrIecko 00apHUIEI («BOKBY») 16.10.2017 1. ¢
*Kano0aMM Ha CJIETIOTY, TOKPACHEHHUE, BBIPAKEHHBIC
0oJin B IpaBOM IJIA3HOM S0JIOKE U 3a HUM pacrupa-
IOIIETo XapakTepa, CHIKEHHE 3pEHHs JIEBOTO Ia3a.
Oo6wexTuBHO: 3K30(pTamsMomerpus OD  (mpaBwiit
ma3) 26 mM, OS (neBswrii a3) 21 mm; Vis (ocTpora
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3penusi) OD=0, sx30¢Tanbem, nTo3, NonHas o(hTaib-
MOIIJIETHsI, IJ1a3Hasl MIeTb MOJIHOCTHI0 HE CMBIKAeT-
Csl, CMEIIaHHasl COCYAWCTas WHBEKIHS, B HIDKHEM
CEerMEHTE POTOBWIIBI OIpenensieTcs WHOUIBTpaT
cepo-0eoro 1BeTa, pOrOBUIIA B 3TOW 30HE OTEYHAs,
MMOBEPXHOCTh HEPOBHAS, MMEETCS IOBEPXHOCTHAS
BaCKyJIsIpU3allus, XPyCTAIUK MYTHBIH, pediekc Ty-
CKJIBIi, IETaJIM TTIa3HOTO JJHA HEe 0(TaIbMOCKOIHPY-
forcs. Vis OS=0,03 (He KOppUTHPYET), CTIOKOWHBIH,
poroBuIia Tpo3pavHas, B XpyCTaMKe 3aJHEKall-
CYIIIpHOE TIOMYTHEHHE, IUCK 3PUTEIBHOTO HepBa
ONeHO-PO30BKIA, TPAHUIIBI YETKUE, apTCPUU CET-
YaTKH CY>KCHBI, BEHbI CETYaTKUA U3BUTHI.

W3 amamne3a wm3BecTHO: B nekabpe 2013t
MepeHeca THOWHYIO aHTHUHY, IPU peHTreHorpadun
OpPraHOB TPYOHOW KIETKH OblLIa BBISBICHA ABYX-
CTOPOHHSISI JToNieBasi ITHEBMOHUS, KOTOpas HE CO-
MIPOBOXK/ANIACh TIOBBIIICHUEM TEMIICPAaTyphl Telia
W KamuieM, ObUla TOCITUTAIN3UpPOBaHA B OOJBHUILY
CKOpOH MemuIMHCKOM oMoy . Burebceka. [Tocme
MIPOBENCHHON KOMITHIOTEPHOM ToMOTpaduH, ¢ I0H0-
3peHHeM Ha CapKOWI03, IepeBe/ieHa B TOpaKalbHOe
otnenenue «BOKby, rne 24 suBaps 2014 r. npous-
BeJicHa OMOICHs JIETKUX, JAMArHO3 CapKOMI03a HE
nonteepamics (puc. 1).

KoHcynerupoBana oQTanbMoIOTOM, JHArHO-
CTHPOBaH KpaeBOW KEPATOKOHBIOHKTHUBUT O0OMX
I71a3, Ha3HA4YEHO JiedeHne. Brimrcana u3 cranuoHa-
pa. Uepes Henmenro H3MEHUJICS IIBET CTYJa, CHU3UIICS
anIeTuT, HauajloCh KPOBOXapKaHbE, MOSBHIACH OT-

Vitebsk Regional Hospital

Acq Tm: 09:53:54.392998

LinDEMYHAADL | | | | | | | || ™
1W:1292 L-52 P

Pucynok 1 — I'panynemaro3Hble U3MEHEHUS B JIETKHX.

€4HOCTb, MOBBICHJIACH TeMIeparypa Tena 1o 38,6°C.
[NaneHTKa B TSDKENIOM COCTOSHMM ObLa JIOCTaB-
neHa B peanmmarmonnoe otaenenue «BOKby, rme
12 deBpans 2014 1. BrepBbIe BBHICTABICH THATHO3:
«I'panynemaro3 ¢ TOJMAHTHUTOM, T€HEPaTU30BaH-
Hast ¢popmay. [locne mpoBeeHHOTO CUCTEMHOTO Jie-
yeHusi Oblia JOCTHrHYTa pemuccus. B mae 2015 .
BIIEPBbIC TIOSIBUIICS IPABOCTOPOHHUH SK30(TAIbM, &
B utojie 2015 1. manueHTka IepeHeciia AByXCTOPOH-
HUM TraiMopuT. Ilpu mpoBeAeHUHM MarHUTHO-PE30-
HAHCHOHM ToMoTrpaduu ObUTH OOHAPYKEHBI TpaHyIIe-
MBI [IPaBOi OpOHTHI, HA ()OHE CHCTEMHOH Tepanmuu
oTMeYasach MEPUOAMYECKAs PEMO3HULUS TIa3HOTO
si010Ka B opbury (puc. 2).

B 2016 . eunnack B 0(TaaIbMOIOTHIECKOM
craioHape Y3 «BOKby» no noBoay ruoiiHoro mpa-
BOCTOPOHHETO JaKpHOaJeHuTa. B mioHe u ceHTsaOpe
2016 r. HEOAHOKPATHO TOCHUTAIM3UPOBAIACH B PEB-
Maronorudeckoe oraenenue Y3 «BOKby. [1pu ocmo-
tpe odransmonorom Vis OD=0,4 ¢ xoppekiueii 0,6;
Vis OS=0,5 ¢ xoppeknueii 0,7. Ik30(TaTBMOMETPHS:
OD - 24 mm, OS — 18 mm. Ha KT op6ut oOHapyxeH
OTeK peTpoOyIbOapHOH KileTyaTky crpasa. [locie pe-
TpoOyap0apHOTo BBEACHHS JUIIPOCIIaHa 3K30(TanbsM
crpaBa yMeHbIICs ¢ 24 MM 110 21,5 Mm.

B centsa6pe 2017 r. ycuiaminuch ToJOBHBIE
Oonn, OoNM B TVIa3y, MaIlMEHTKa OTMedasa TOoCTe-
MIEHHOE CHIDKEHUE 3PEHHS MPaBOTO, a 3aTEM JIEBO-
ro riasa, HaOmromanace aMOymaTtopHo. 16 OKTAOpS
2017 1. mpu MOCTYIUICHHU B CTallMOHAP OBLI BBI-

Vitebsk Regional Hospital

1
140 mA

%%0.0:1 Tilt: 0.0
S

PucyHnok 2 — I'paHynemMaTo3HbIe M3MCHEHUS B OpOUTAX.

DFOV: 22.4 x22.4cm
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cTaBieH auarHo3: «KpaeBas si3Ba pOTOBHIIBI, HE-
MOJIHAsE OCJIOKHEHHAsI KaTapakTa, MoJHast aTpodus
3pUTEIBHOTO HEpBa, 3K30()TaIbM MPaBOTO TIJIa3a.
3aHsa HIIeMHUY€eCcKas ONTUKOHEHponaTHsl, 4aCTHY-
Has OCIIOKHEHHas 3a/JHEKAIlCylsIpHas KarapakrTa
JeBOTO Tiazay. 17 okTs0ps npousseneHa onedapo-
padus cripaBa, Ha3HAYEHO MECTHOE TPOTUBOBOCIIA-
JUTENbHOE U Tpoduueckoe yedeHue. [anpHeitas
Tepanusi OCHOBHOTO 3a00JeBaHMS HPOBOAMIIACH B
PEBMaTOJIOTHYECKOM OTAENEeHUU (IIyIbC-TeParus
METIIPE30HOM). 3 HOSIOpSI CHATHI MIBBI C KOXKH BEK
npasoro miaza. Vis OD=0, Beku crokoiiHble, jer-
Kasl MHBEKI[USl COCYIOB KOHBIOHKTHUBBI B HIDKHEM
CBOJIE, POTOBHIIA JMUTEIN3UPOBaHa, chopMupoBa-
JIOCh TIOMYTHEHHE YMEpPEHHOW HWHTEHCHBHOCTH B
HIKHEM cerMedTe. OTMeUeHO YIydIIeHne 3peHUS
neBoro 1iasa,Vis OS=0,3, npogomxana ie4eHne B
otnenenun pesmaroioruu. 10 HostOps: Vis OD=0,
CIIOKOCH, PK30()TaJIbM YMEHBIIUJICS ¢ 26 MM 110 23
MM, OOJaKOBHJIHOE IOMYTHCHHE POTOBHIBI. Vis
0S=0,5. Brimucana Ha aMOyiatopHoe JedeHue. 27
HOSIOpS AIIMeHTKa KOHCYTBTHPOBaHa 0 TaTbMOIIO-
TOM: TIPEAbSIBISIIA JKaloObl HA CHIDKEHUE 3PEHHUS,
TyMaH, IEPUOANYECKOS YYBCTBO «YBEIUUCHHUSD JIc-
BOTO I7a3a B pazMmepax. Vis OS=0,1. [IpaBsrii ria3
He Oecnokowt. ['ocnuTanu3upoBaHa B PeBMAaTONO-
TUYECKO€ OTAENIeHHWEe, Ha3HaueHa ITyJIbC-TepaIus
METIIPE30OHOM ¥, YYWTHIBas IPOTPECCHPOBAHUE
OPTaTHMOJIOTHYECKOW CHMIITOMATHKH, TIOTEPIO
3peHHUs IPABOrO IIla3a, K CXeMe JICUCHUs JT00aBJICH
putykcumad. 06 gexaOps Mociie MepBOi UHBEKIMH
puTyKcuMa0a MalMeHTKa OTMETWJa YIYYIICHHE
001IIIeT0 COCTOSIHHSI W 3pPEHUS JIEBOTO Tjasa, Vis
0S=0,6. [Tocne BTOpPO¥ MHBEKIHH — O3 OTpPHIIA-
TeJIbHOW JMHAMHKH, OCMOTpPEHa 0()TaIbMOJIOTOM B
sHBape, (espane, mapre 2018 r. [Ipogomkaem Ha-
OmtoneHmue. . .
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