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PE3IOME

IpaHynemamosc nonuaneuumom (ITIA) npoaenaemcsa aznazHoli namosoaued noymu
y mpemu nayueHmMos, KOmopas MoXXxem KakK 8bifAe/1amscA 8 0ebrome 3a6os1esa-
HUS, MaK u NpucoedUHAMbCA Ha NO30HUX cmaodusx. B namonoeuyeckuli npoyecc
gosJsiekaromcsa opbuma, cksepd, 3nucksiepd, po208uyd, KOHBIOHKMUBA, 8eKU,
HOCOCNE3HAs cucmemd, 3pumeribHelll HEp8, cemuyamka u cocyoucmas o60/104Kka
2nasa. lopaxxeHue 271a3a u OKpyxarujux e2zo cmpykmyp onpedesigem msxecmeo
meuyeHus NAMOoJI02UYECKO20 NPOYeccd, Ka4ecmao XU3HU nayueHma u npo2Ho3.
B cmamee npedcmasneHo KuHu4Yeckoe HabrooeHue MyX4uHsl 38 iem ¢ Hebna-
20npusmHeiMm meydeHuem [TIA, nopaxeHuem 8epxHUX U HUXHUX ObIXameJslbHbiX
nymed, noyek, a Makxe onopHo-08u2amesibHO20 annapama. [i1asHeie nposere-
HUA paccmampusaromcs asmopamu 8 KOHmekcme cucmemHo20 3a60/1e8aHUA.
Mpu ogpmanemonozudeckom 06¢1€008aHUU y nayUeHMa 0bHApPyXeHbl U3MeHeHUs
CKJIepbl, a makxe cocyoucmoUl 060/104KU 2/1a3d, paHee NOOPOOHO He ONUCAHHbIe
8 lumepamype. [layueHmy nposedeHa akoImMyabcupukayus kKamapakmel
npasoeo 21a3a ¢ umnaaHmayuel 3a0HeKaMmepHoU UHMPAOKYAPHOU JIUH3bI.
JuHamuka KnuHuYeckux nposgieHUll NOPaxxeHUs op2aHa 3peHus 8 bauxatiwee
8peMs NOJIoXUMesIbHAs, HO 8 0MOAIEHHOM hepuode 0CMaémcsa COMHUMebHoOU
88UOY 8bIpAXeHHbIX U3MeHeHUl opbumel U NPUOAMOYHO20 annapama 2/a3a
Ha hoHe npodosIKaroue2ocsa 8acKyiuma MesiKux cocyoos. PaHHee KOHCYibmupo-
8aHUe 0(hMasibMosI020M U NposedeHUe onmuueckol KozepeHmMHoU momozpdduu
nayueHmam c [TIA a81a10mcsa Heobxo0uMbIMU HA /1l060M 3mane 3ab0/1e8aHUS.
KnuHuveckul cnyyal HanucaH ¢ yuémom pekomeHoayuti CARE 2021.

Knioyeesoie cnosa: 2paHynemamos c nonuaHeuumom, AHLJA-accoyuupogaHHsit
84CKy/lUM, CMepoudHAs Kamapakmad, cocyoucmesle UsMeHeHUs CK/iepbl, COCYObl
cnosd lannepa

Onauntuposanua: Tonctos 1.B., )Kykosa C.W., KanaruH A.H., AnekcaHgposa t0.B., Mak-
cukoBa T.M., PbixxkoBa O.B., CnHbkoB A.B. [paHynemaTos C NoIMaHrMMTOM, OCIOXKHEHHbIN
rnopaeHrveM NpuaaToyHOro annapata rfasa U CoCyaucTbIMU N3MEHEHUAMMN CETYATKU
1 xopuovigeun (0630p nuTepaTypbl C KNMHUYECKUM ciiyyaem). Acta biomedica scientifica.
2024; 9(2): 172-182. doi: 10.29413/ABS.2024-9.2.17

172



Tolstov P.V. 12,
Zhukova S.l1. 7,
Kalyagin A.N. 2,
Aleksandrova Ju.V.?,
Maksikova T.M. 2,
Ryzhkova O.V.?,
Sinkov A.V. 2

T Irkutsk Branch of the S. Fyodorov Eye
Microsurgery Federal State Institution
(Lermontova str. 337, Irkutsk 664033,
Russian Federation)

2 Irkutsk State Medical University
(Krasnogo Vosstaniya str. 1, Irkutsk 664003,
Russian Federation)

Corresponding author:
Petr V. Tolstov,
e-mail: petr.tolstov.1996@mail.ru

Received: 07.11.2023
Accepted: 19.04.2024
Published: 31.05.2024

ABSTRACT

Granulomatosis with polyangiitis (GPA) is manifested as ocular pathology in almost
a third of patients, which can either be detected at the onset of the disease or occur
inthe late stages. The pathological process involves the orbit, sclera, episclera, cornea,
conjunctiva, eyelids, nasolacrimal system, optic nerve, retina and choroid. Lesion
of eye and its surrounding structures determines the severity of the pathological
process, the patient’s quality of life and prognosis. The article presents a clinical case
of a 38-year-old man with an unfavorable course of GPA, lesion to upper and lower
respiratory tract, kidneys, and musculoskeletal system. The authors consider ocular
manifestations in the context of a systemic disease. An ophthalmological examina-
tion of the patient revealed changes in sclera and choroid, which had not previously
been described in detail in the literature. The patient underwent cataract phacoemul-
sification in the right eye with implantation of a posterior chamber intraocular lens.
The dynamics of clinical manifestations of eye lesion in the near future is positive,
but in the long term it remains doubtful due to pronounced changes in the orbit
and adnexa of the eye against the background of ongoing small vessels vasculitis.
Early consultation with an ophthalmologist and optical coherence tomography
in patients with GPA are necessary at any stage of the disease. The clinical case
is presented with consideration to the CARE 2021 recommendation:s.

Key words: granulomatosis with polyangiitis, ANCA associated vasculitis, steroid
cataract, vascular changes in the sclera, Haller’s layer vessels

For citation: Tolstov PV., Zhukova S.I., Kalyagin A.N., Aleksandrova Ju.V., Maksikova T.M.,
Ryzhkova O.V., Sinkov A.V. Granulomatosis with polyangiitis, complicated by ocular adnexa
lesion and vascular changes in retina and choroid (literature review with a clinical case).
Acta biomedica scientifica. 2024; 9(2): 172-182. doi: 10.29413/ABS.2024-9.2.17
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lpaHynemaTo3 c nonuaHrumTom (ITIA; paHee ncnonb-
30BaBLUMINCA TEPMUH — FpaHynemaTos BereHepa) AaBnaeTca
CMCTEMHbIM HEKPOTU3NPYIOLWMM BaCKYIMTOM, aCCOLUNPO-
BAHHbIM C aHTUHENTPOGUIIbHBIMY LIUTOMNAa3MaTUUYECKNMU
aHTutenamu (AHLUA), KOoTopbii MopakaeT COCyAbl Masnoro
N CpefHero amameTpa 1 XxapakTepusyeTca HebnaronpuaT-
HbIM TUMOM TEeYEeHHA.

[aHHble No 3a60neBaemMoCT U PacnpOCTPaHEHHOCTU
JaHHOW NaTONOrMM HECKOJIbKO OTAINYAKOTCA B Pa3HbIX UC-
TOYHUMKaX. [epBuYHas 3aboneBaemocTb [TIA MOXeT 1oCTU-
raTb Ha oTAenbHbIX TeppuToprax fo 20 cnyyaes Ha 1 MiH
yenoBekK, a pacnpoCcTpaHéHHOCTb cocTasnaeT go 100 cny-
yaeB Ha 1 MnH yenoBsek. [1py 3TOM OTMeYaeTca Npenmy-
LeCTBEHHOE MOpa)keHne eBponeonaoB 6e3 reHaepHo-
ro 1 Bo3pacTtHoro anmopodusma [1]. PaHHMe nposABneHus
3aboneBaHuA HecneumdUUHbI U YacTo Bbi3biBalOT Andde-
peHLManbHO-ANarHoCTMYeCcKne TPYAHOCTM, YTO OBYC/IOB-
NeHO BOB/IEYEHMEM B NATONIOrMYECKUI NPOoLecC BEPXHUX
N H/PKHUX ObIXaTeNbHbIX MyTeN, a TakXKe MoYeBblaeNnTeNb-
HoW cuctembl [2—-4]. o 3To NpUYnHe BbICTaBNAKOTCA Nep-
BOHauasibHble AMarHo3bl 6akTepuanbHbIX 1 BUPYCHbIX 3a-
60/1€BaHUNI — CUHYCUTOB, OTUTOB, MHEBMOHWY (B TOM Umncse
LeCTPyKTUBHOW), MHOEKLUMM MOYEBbIX NYTEN U T. 4., U NNLLb

TABNUUA 1

YACTOTA PA3BUTUA OOTAJIbMOJTIOTMYECKUX
OCJIOKHEHUI NMPU FPAHYJIEMATO3E
CMOJIMAHTUUTOM [11]

MNposaBneHusa

MNeprdepnuecknini A3BEHHbIN KepaTUT
onuckneput

y3€enKOBbIN

anddysHbI
Ckneput

HeYTOUYHEHHbIN

andody3sHbI nepenHuii

HeKpOTU3MPYIOLLNIA

HeKpOTU3MPYIOLNIA MPOLIECC C pacniaBneHnem cknepbl
BbinageHune yBeanbHoro TpakTa
OrpaHunyeHHas cknepomanauua
Onyxosb opoUTHI
PeTpoop6uTanbHas nceBLoonyxosb
KomnpeccroHHasa HeBponatusa
Backynut cetuatku
JlaTepanbHoe nopaxeHue rnasa (cknepur)

OLHOCTOPOHHUN

[BYCTOPOHHUI

3aTeM BCTaéT BONPOC 06 ayTOMMMYHHOW Nprpope naToso-
rMyeckoro npouecca.

Ha cerogHAwHMN aeHb neyeHne MA coctouT U3 NocTo-
AHHOrO MPUEMA MNIKOKOPTUKOCTEPOMAHBIX NpenapaTos,
UHBEKLUUI PUTYKCUMA0a, a TakKe Tepanum a3aTuonpuHom
1 metoTpekcaToM. 06 3dDEKTUBHOCTY PUTYKCUMaba B fe-
yeHun [T1A roBOpAT MHOrOUYNCIIEHHbIE NCCNIe[OBaHA; KPO-
Me TOro, ero AencTare BbICOKO3GDEKTMBHO 1 Npu odTasb-
MOJOrnyeckux ocnoxHeHusax MA. B MHoroueHTpoBoOMm nc-
CrefloBaHMM KypC pUTyKcMmaba nokasan Takyto e dddek-
TUBHOCTb, KaK 1 NMPOAOIMKMTENbHbIN NPUEM Unknodpocda-
MUZa B KOMOMHALMK C a3aTMOMNPUHOM ANs MOoALepX aHuA
18 mecsues pemuccuu [5]. B gpyrom nccnegosaHum spdek-
TUBHOCTb PUTYKCMaba B NleYeHnr CKeprTa y nauneHToB
¢ MA He yctynana Tepanuu yuknodocdamumaom. bezonac-
HOCTb laHHOV Tepanum Oblna Tak»Ke Ha BbICOKOM YpPOBHe [6,
7]. B neueHun pedpakTepHOro HEKPOTU3UPYIOLLErO CKIepu-
Ta PUTYKCMMaboM YA,aioCb OCTMYb PEMUCCUAN U YITYULLIEHUA
cumnTomoB noutny 90 % 6onbHbIX. [Jaxe peunausupytoLiee
TeueHue Nocsie PeMMCCUM OPTasIbMOSIOTMUECKNX OCTIOKHE-
Hun ITIA nogBepranocb 3gpdpeKTNBHOMN Koppekuun [8, 9].

Tepanusa putykcMmabom nmena ofviHakoByto 3ddek-
TUBHOCTb B OTHOLLEHUW KaK reHepann3oBaHHbIX, Tak U f10-

TABLE 1

THE FREQUENCY OF OPHTHALMIC COMPLICATIONS
IN GRANULOMATOSIS WITH POLYANGIITIS [11]

KonuuecTtBo nauneHToB, n (%)
29,1
3(13,6)

1(4,5)
1(4,5)
2(9,1)
3(13,6)
2(9,1)

1(4,5)

15 (68,2)
7(31,8)
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KaJibHbIX F1a3HbIX MPOABNEHUIA, YTO AeNlaeT AaHHYI0 Tepanumio
yHuBepcanbHoi [10]. Takum obpa3om, putykcumab senseT-
CA [OCTYMHbIM, 6e30nacHbIM 1 3PPEeKTUBHBIM NpPenapaTomMm,
KOTOpbIV CnegyeT cumTaTb CTaHZapToM nedeHus ITIA [11].
[pyrrm nepcneKkTBHbIM NpenapaTom, KOTOPbIA MPUMEHs-
eTcA B MOHOTepanuu, ABnsaeTca aHTU-C5a-areHTa (ABakonaH),
OfiHaKO OJHO3HAYHOr0 MHEHNA YNpaBieHUA MO KOHTPOJO
3a npogyktamu n nekapcrteamum CLUA (FDA, Food and Drug
Administration) no noBogy gaHHOro npenapara eLlé HeT.

MNporHo3 BbikmBaemoctn npu MA 3aBUCUT OT MHOTMMUX
$aKTOpOB, TaKVX KaK BO3PACT MaLMEHTa, CTeNeHb MNOPaXXeHNs
OpraHoB, HanMuKie COMYTCTBYIOLLX 3a601eBaHUIA, a TakKe 3¢-
beKTUBHOCTb NeveHnsa. OgHako bnarofapsa paHHen ouarHo-
CTUKE 1 CBOEBPEMEHHOMY JIeUeHMI0 GOBbLIMHCTBO NaLMEHTOB
¢ [TIA nmetoT xopowwnin NPorHos. 10-NeTHAA BbKNMBAEMOCTb
coctaBnsaet okono 80 % [12]. CnegyeT OTMETUTb, UTO NOparke-
Hrie noyek npu MA yxyalwaeT NporHo3, 0CO6eHHO ecnv na-
LIVEHTbI He MOJTyYaloT CBOEBPEMEHHOE 1 3 dEKTMBHOE Neve-
Hue. B gpyrom nccnegosaHnm, NpoBeaéHHOM B ANOHWN, Tak-
e ObIfIo BbIABMEHO, YTO BbIXKMBAEMOCTb MALMEHTOB Yepe3
5 neT nocsie Havasna neyeHnsa coctasnseT bonee 90 %. Taknm
06pa3oM, MPOrHo3 BblXKBaemMocTy npw IMIA 3aBUCKT OT MHO-
rnx GpakTopoB, HO B LIeSIOM OONbLUNHCTBO NALMEHTOB UMEIOT
XOpOLUMI NporHo3 6narofaps addeKkTmBHOMy neveHuto [13].

Hepenko cpean nauyeHTOB BCTPEYATCA HETUMNYHbIE
nposBneHra 3a6oneBaHUA, Takme Kak MopakeHue rnas (oko-
no 50 %), koxu (8o 60 %), HepBHON cnctembl (8o 40 %), onop-
HO-ABUraTenbHOro annapata (okono 70 %), a Takxke cepa-
ua [2]. BTabnuue 1 npefacTaBneHbl AaHHbIE MO YacToTe pas-
JINYHBIX 0DTaANIbMOJIOrMUYECKUX OCNIOXKHeHUI TTIA no pgaH-
HbIM R. Dammacco v coaBT. [11].

B MHOroueHTpoBOM nccnegoBaHUM, NPOBEAEHHOM
M.K. Yang u coasr. (2023), odpTanbmonormyeckas natono-
rua npu TIA Bctpeyanack y 41 % nauneHToB [14]. B gpyrom
KPYNHOM MCCNefoBaHNM TakKe MOATBEPXKAAETCA pacnpo-
CTPaHEHHOCTb rnasHbix npossneHnn y 30-40 % nayneHToB
[15]. MopaeHwe rnasa 1 ero NPMAATOYHOro annapara Mo-
KeT Kak ObITb AeboToM naTosornyeckoro npouecca (8-30 %)
1 ONTOe BPeMs OCTaBaTbCA eIMHCTBEHHOW 061acTbio Mopa-
MKeHUA, Tak U NPUCOEANHATLCA BNOCNEACTBUN, YTAXKENAA Te-
YeHune cucteMHoro 3abonesaHuisA [16-20]. [Mpur 3Tom nopaxe-
HIIO MOTYT MoZBepraTbcA 0pourTa, CKNepa, SN1cKiepa, poro-
BU1LA, KOHBIOHKTNBA, BEKW, HOCOCIE3HAA CUCTEMA, 3pUTETb-
HbII HEPB, CeTUaTKa 1 cocyancTas obonouka rnasa[21,22]. Ta-
K1um obpa3zom, npossneHns [MA JocTaTouHO pa3HOO6pasHbI
1 B HaUasIbHbIX CTaAUAX HecrneLMPUUHbI; B CBA3M C STUM paH-
HAA AMArHOCTVIKa 3aboneBaHsA 3aTpyAHEHa 1 TpebyeT onpe-
[leNEHHOM HACTOPOXEHHOCTUN CpeaV Bpayeit-odpTasibMOOros.
BoBneueHue B npouecc prbpo3HOI 06010UKM IT1a3a MOXKET
ABNATLCA NEPBbIM NMPY3HAKOM 3TOr0 TAXKENOro 3aboneBaHus.

KITMHWYECKOE HABJTIOAEHUE

MaumeHT A., MyunHa 38 neT, ¢ paHee AMarHOCTUPO-
BaHHbIM [TIA BbICOKOIN KNMHUKO-NabopPaTOPHON aKTUBHO-
CTV C NOPaXKeHMEeM NTErKMX, ONOPHO-ABMraTeIbHOro annapa-
Ta, MOYEK, NeperopoaKy 1 Nasyx HOCa, HapyLLeHVeM clyxa
06paTWICA NO HamnpaB/IeHNIO Bpaya PEBMATONIOrMYECKOro
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LleHTpa B 1e4ebHO-KOHCYNbTaLMOHHOE oTAeneHne VpKyT-
ckoro ¢punuana OrAY «HMUL «MHTK «Mukpoxumpyprus rna-
3a» UMeHn akagemmka C.H. ®époposa» Munsgpasa Poccum
Ckanobamu Ha nporpeccupytoLlee, 0CO6eHHO B NOCTIEAHNE
6 MecALEeB, CHVXXeHVe 3peHnsa 060KX rnas, cie3oTeyeHme.
PaHee c guarHo3om «katapakta obowvx rnas» Habnwopgan-
cA'y opTanbmonora no MecTy XuTesbCTBa B TeUeHue roga.

N3 aHamHe3a ycTaHoBneHo (tabn. 2), uto B 2017 .
Ha ¢oHe nonHoro 6narononyums ctan ouwyulatb pe3koe
MOBbILLIEHNE TeMMNepaTypbl, OAbILLKY, MOABUANCH MPU3HAKN
ranmopuTa. Kpome camoro nauueHTa, B KOJIJIEKTUBE, B KO-
TOPOM OH paboTaJ, ocTpo 3abonenu ewweé 8 Yenosek, ABoe
N3 KOTOPbIX Ha CErOAHALLIHUI fieHb TaKXKe CTPagaloT CUCTEM-
HOW KpacHo BonyaHkow 1 [TIA. I3HauanbHO nauyeHTy 6bin
BbICTaB/NEH AMarHo3 «BepXHeYentoCTHON CUHYCUT, MTHEBMO-
HWA», MO NMOBOAY KOTOPOrO OH Jleunnca ambynatopHo. [a-
nee, Ha poHe ouepeHOro yXyALeH)s, MaLuneHT Obii rocnu-
TanM3npoBaH B CTaLoOHap C ANarHo30M «nHeBMOHMA». [1o-
e Kypca NpoTUBOBOCNANIUTENBHON 1 aHTUOAKTepUanbHom
Tepanun 0TMeYEHO CHIPKEeHMe TeMnepaTypbl, yMeHbLUeHne
BblaeneHni n3 Hoca. OfHAaKoO HeTPYAOCNOCOOHOCTb NaLu-
€HTa coxpaHsanacb B TeueHue Bcero 2018 .

MNepuroabl HE3HAUNTENBHOTO YNYULLEHWNA B BUAE CHUXKe-
HMA TemnepaTypbl N YMEHbLUEHNA KONNYeCTBa BblAeNeHN
13 HOCa CMEHSANINCH CUNTbHBIMU FOJIOBHbIMY 60ONAMY, Kynu-
pyemMbiMun 6onblUMMK fo3amuy KeTonpodeHa, nbynpodeHa.
3anepuop 605e3HN NauneHT NoTepsis B Macce okosno 30 Kr,
N LW B Havasne 2020 r. npu npoBeaeHnn 6ruoncum cnmnsu-
CTOW HOCa 6bI0 BbIAIBIIEHO rpaHyfieMaTo3HOe BOCMaseHue,
a TakkKe OOHapy»KeH nonoxutenbHbli TUTP AHLIA B Kpo-
BU. MaumeHTy 6bIn BbicTaBneH anarHo3 MA 1 Ha3HauyeHa
cneyudumueckan Tepanus (tabn. 2). Mpu nposeneHnn Mynb-
TUCNNPANbHON KOMMbIOTEPHOW TOMOrpadumn OKOOHOCO-
BbIX Ma3yX 1 OPraHOB rPyAHON KNeTKU (puc. 1) Obinm BbisB-
NeHbl BblpaXkeHHble n3MeHeHus. bblnn obHapy»XeHbl NioT-
Hble CKOM/IEHNA B OKONTIOHOCOBbIX NMa3yxax (B IeBOV ranmo-
POBOI 1 KNeTKax peLleTyaTon nasyx); gedeKktol Meananb-
HOW CTEHKN U NepefHen CTeHKM CripaBa BEpPXHEUEeNoCTHOM
nasyxu; gedekt MmegnanbHON CTEHKM BEPXHEUeSIIoCTHOM
nasyxu cneBa; gedeKkT xpALeBor YacT HOCOBOW nepero-
POAKM; AeCTPYKUNA CPefHMNX HOCOBbIX PAKOBUH, YaCTUYHO
— BEPXHUX U HKHUX. BbiABNEHbI ABYCTOPOHHUI 3KCCyAa-
TUBHbIA SNUTUMNAHUT, MacTonamnT. [1o pesynbTatam mysb-
TUCNUPANbHOW KOMMbIOTEPHOW TOMOTpadUmn OpraHoB rpya-
HOW KNeTK/ 06Hapy»eHbl MHOXKeCTBEHHbIe oYaru JecTpyK-
L1 1 MeguacTuHanbHaa numdageHonaTus.

B cBA3M orpaHnyeHnAMU, CBA3aHHbIMK C MaHAeMUeNn
COVID-19, naumeHT He ABNANCA Ha KOHCYNbTaUMIo K Bpa-
Yy-peBMaToJIOry U B TeYeHMe roga npomosixKan npuHu-
MaTb Ha3HaYeHHbIN paHee MeTUANPEeAHU30NO0H B f03e
48 Mr/cyT., 4TO NOCNYKWSO NPUYMHON PA3BUTUA MHOXeE-
CTBEHHbIX CTEePOMA-3aBUCUMbIX OCcnoXKHeHN. C 2022 r. na-
LIMeHTy Ha3HauyeHa cTepougcbeperatoLian Tepanusa aHTuTe-
namu K B-numdouutam (putykcrmab) nocne BBefeHUsA cnewl-
NPUYECKNX aHTUTEN K KOPOHABUPYCY (TUKCcareBumab + uen-
rMBrMact), UTo NMO3BOJINIIO CHU3UTb O3y NPEfHWN30J/I0Ha
[0 7,5 Mr/cyT. C3TOro BpemeHn 0TMeYeHo yyJlleHrie obLue-
ro COCTOsIHMA, 0COBEHHO ABMraTeNbHOM aKTUBHOCTY, OfHAKO
npoLecc ycyrybuncsa nporpeccMpyoLmm CHUMKEHNEM CyXa.



TABJNINLUA 2

ANHAMUWKA KNTMHUYECKUX, NTABOPATOPHbDIX,
MHCTPYMEHTAJIbHbIX JAHHbIX U TEPANUN

MapameTpbl

AHamHecTnyeckune
OaHHble

[unarHosbl

JleueHune

2017-2019

Mpr3Hakn ocTporo
pecnpaTopHOro
3aboneBaHuA

C nepexonom

B BEPXHEUEoCTHOM
CUHYCWT 1 MTHEBMOHMIO

XpOoHUYeCKnii ranMopuT
MMHeBMOHUA

B pa3Hoe Bpema
nonyyan MeponeHem,
BaHKOMMLUH,
LedTPUaKCOH,
neodnokcaunH

TABLE 2

Fogbl HabnogeHuA

2020

CHVXKeHune cnyxa;
605111 B 06n1acTn
Ta3obeApeHHOro cycTaBa

rmA

[1ByCTOPOHHMI ranmopuT
STMoOMaNT cnpasa
THOMHbBIN Me30TUMNAHNUT
ATpodurUecKnin puHnT
[JecTpyKumna meamnanbHbIX
CTEHOK raliMopOBbIX Ma3yx
OcTeoHeKpO3 BepxHei
YyeniocTm

Mwokapant

Hedpwut c moueBbiM
CUHOPOMOM

OuaroBas MHGUAbTPaLUA
NErkmx

C MHOXEeCTBEHHbIMU
nonocTaAmun

OecTpyKumum

f13BeHHan 6onesHb
xKenyaka

BTopuuHbIn cTepongHbiin
0CTeonopos
OcCTeoHEeKpOo3 roloBokK
06eunx 6efpeHHbIX KOCTel,
BTOPUWYHbIN OCTE0APTPUT
Ta306epeHHbIX CyCTaBOB
3-1 cTagun

MeTtunnpegHu3onoH

48 mr/cyT. B TeyeHne roga
MeTtunnpegHu3onoH

250 mr + yuknodochamng
1000 mr 1 pas3

2021

3ageprkKka Mmouu;
CHUKEHVE CyXa
1 3peHua

CrpukTypa
6ynb60-membpaHO3HOro
oTAena ypeTpbl
BTopuuHbin
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OueHKa odpTanbmMonornyeckoro cratyca

Mpwn nepsrnyHom ocmoTpe 20.03.2023 BbIABNEHO 3Ha-
UnTeNbHOE CHWXKeHne 3peHna oboux rnas. Makcumanb-
HaA KOpPUrMpoBaHHas ocTpoTa 3peHna (MKO3) npaBoro
rnasa - 0,08, nesoro - 0,01. [Noka3aTtenu BHYTpUriasHo-
ro pasneHus (Br') B npegenax Hopmbl. [BUKeHWA rnas-
HbIX A6JIOK He orpaHnYeHbl. ACUMMETPMSA rNa3HOoN LWenu
(WnprHa rnasHom Wenw NpaBoro rnasa — 8 Mm, NeBoro —
10 Mmm). BepxHee BeKo cnieBa yToONLWEHO, BHYTPEHHAA Cnai-
Ka BeK CMeLleHa KHU13Y, CNé3HOoe MACL0 YTAHYTO BOBHYTPb
opO6UTbI, NPU ABUXKEHWN FNa3a BBEPX U KHAPYKU BO BHY-

TpeHHeM yrny Bulyanusnpyetca gedekT opbutanbHom
Knetyatku (puc. 2).

Co CTOPOHbI POrOBULIbI 1 PAaAYXKKN N3MEHEHUI He Bbl-
ABNEHO. 3pavyoK CUMMETPUYHbIN, KPYrAbid, 3,5 MM, peak-
LKA Ha CBeT XMBad. [IByCTOPOHHME MOMYTHEHMA XPYyCTa-
NYKa B 3aAHNX KOPTUKANbHbIX CoAX (puc. 3) 3HaUNTENIbHO
3aTPyQHANN BU3Yyanum3aLuuio rnasHoro gHa.

[MaTonornyecknx M3MeHeHuU 3agHero nosnwca rna-
3a Npu ynbTPa3ByKOBOM MCCNENOBaHNN He BbIABMEHO.
Mpy npombiBaHMM CNE3HbBIX NyTen NPaBoOro rnasa yepes
HKHIOK CJTE3HYIO TOUKY NMPOMbIBHAA XKNAKOCTb C THOMHbIM
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a
PUC. 1.
poseneHue 2paHyemMamosa ¢ NoUAH2UUMOM: a — 0eCmpykK-
Yus MeduanbHbIX CMEeHOK cnpdesd u nepedHeli CMeHKU 8epxHeyde-
JntocmHol nasyxu, 0eghekm xpsAujesoli Yacmu Hocogoli nepe2opoo-
KU, 0ecmpyKyus cpeOHUX HOCOBbIX PAKOBUH; B, 8 — MHOXXeCmeeH-
Hble NOTIOCMHble 04azu 060uX IE2KUX

8
PUC. 2.
MonoxeHue 21a3Ho20 A6;710ka 8 opbuMe U COCMOsAHUE 8eK NPABo-
20 (a) u negoeo (6) 2nas; BHyMpeHHsaA cnatika 8ek npagoezo (8) u sie-
8020 (2) 2nas. [lonoxeHue 21a3H020 A6/10KA U 8eK NPABO20 2/143d —
6e3 ocobeHHocmell. Y negoeo 21a3a 2/1a3Has wesb Wwupe, 8epx-
Hee 8eKO ymosiujeHO, BHYMpeHHAA cnalika 8ek cMeweHd, Habo-
0aemcsa 0ehekm opbumanbHoU Kiemyamku 8HympeHHez0 yana
Npu MakcumasabHOM omeedeHUU 271a3H020 A6/10Ka
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FIG. 1.
Manifestation of granulomatosis with polyangiitis: a — destruction
of the medial walls on the right and of anterior walls of makxillary si-
nus cavity, defect of the cartilaginous part of nasal septum, destruc-
tion of the middle nasal concha; 6, 8 - multiple cavity foci of both
lungs

FIG. 2.

The position of the eyeball in the orbit and the condition of the eye-
lids of the right (a) and left (6) eyes; medial canthus of the right ()
and left (2) eyes. The position of the eyeball and eyelids of the right
eye is within normal. In the left eye, the palpebral fissure is wid-

er, the upper eyelid is thickened, the medial canthus is displaced,
and there is a defect in the orbital tissue of the inner corner at maxi-
mum abduction of the eyeball



a
PUC. 3.
buomukpockonus nepedHe20 ompe3sKka: NOMYyMmHeHUe 8 3a0HUX
KOPMUKAbHBIX C/IOAX XPYCManuka npagoeo (a) u siesozo (6) 2nas

cofepKMMbIM pPeTporpagHo BbiTeKana yepes BEPXHIO
CNE3HYI0 TOYUKY; MPX NPOMbIBaHUM Yepe3 BEPXHIOK CNés-
HYI0 TOUKY NMPOMbIBHAA XNAKOCTb C THONHbIM COAEPXKNMbIM
peTporpagHo BbiTeKasna Yepes HUXKHIOKW CIE3HYI0 TOUKY.

MauneHTy BbicTaBneH amarHo3: OCIoXXHEHHAA KaTapak-
Ta o6oux rnas. CTeHO3 CNIE3HbIX MyTel NPaBoro rnasa. le-
dbopmaLua BHYTPeHHero yria rnasHow wenwv. Aucnokaumsa
CNé3HOro MAcLa NeBoro rnasa. l(paHynemaTos C NofnaHrn-
NUTOM, XPOHNYECKUN STMOUANT, OECTPYKLUMNA CTEHOK BepX-
HeuesIloCTHOW Nasyxu cneBsa.

MpuHATO peLueHne 0 NpoBeAeHNN XMPYPrnyecKoro ne-
yeHVA Ha GOHe pemmnccun. PeKoMeH0BaHa IKCTPaKLUSA Ka-
TapakKTbl MPaBOro rnasa ¢ npegonepaunoHHOn NoAroToB-
KOW, OLeHKa COCTOAHUA CeTYATKN 1 3pUTENIbHOro HepBa
B MocneonepaynoHHOM nepuoge.

C yUYETOM HM3KOW OCTPOTbI 3pEHUS, MaNIOMOOMIbHOCTH
naumeHTa, He06XOAMMOCTI MOCTOPOHHEN MOMOLLY NPeao-
nepawoHHas NOAroToBKa MPOBOAUIACH B YCNIOBUAX CTaLn-
oHapa (nesodnakcouuH 0,5 %, pTopmeToHon 0,1 %, Hena-
deHak 0,1 %; 6y>KmpoBaHVe 1 NPOMbIBaHME CNE3HOrO Ka-
Hana — NPoOXoAMMOCTb KaHana bbina BOCCTaHOBIIEHA). Bbl-
nonHeHa ¢pakosaMynbcndrKaL s KaTapakTbl NPaBOro rnasa
C UMMNNaHTaumen 3agHeKaMepHOW VHTPAOKYNAPHOWN JINH-
3bl (MOJ1). PaHHUI nocneonepauioHHbI Nepuog npoTe-
kan 6e3 ocobeHHocTen. MKO3 OD = 1,0, B/l = 14 Mmm pT. CT.
(puc. 4). YoaneHune KaTapakTbl NO3BONWO AETaNIbHO OLe-
HUTb M3MEHEHWA rNa3HOro AHa U NPOBECTY ONTUYECKYIO KO-
repeHTHyto ToMorpaduio ArcKa 3pUTENBHOMO HepBa 1 CeT-
yaTku. [pr BbINMCKe MPOTUBOBOCMANIUTENbHYIO TEPaNuio
PEeKOMEH0BaHO NPOJONIXKNTb. MaLMeHT Obl1 OCMOTPEH Ye-
pe3 10 gHell n uepes 2 mecsaua. IameHeHnin GyHKUNIA 1 0d-
TaSIbMOIONMYECKOro CTaTyca 3a neprog HabnoaeHus Bbl-
AIBJIEHO He 6blno.
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FIG. 3.
Biomicroscopy of the anterior segment: opacity in the posterior cor-
tical layers of the lens of the right (a) and left (6) eyes

PUC. 4.

[MepedHuli ompe3oK Npagoeo 2/1a3d 8 nepabie Cymku nocsie onepa-
yuu: e71a3 cnokolHeil, Habdaemcs MeouKkameHmMOo3HbIU MUOpU-
a3, UHMPAOKYNIAPHAA TUH3A UeHMPUPOBAHA

FIG. 4.

Anterior segment of the right eye on the first day after the surgery:
the eye is quiet; pharmacologically induced mydriasis is observed;
intraocular lens is centered

Mpu opTanbMOCKONUN BbIsIBSIEHA aHTMOMNATUSA CeT-
YaTKU — HEPaBHOMEPHbIV Kannbp MarnmcTpasbHbIX COCy-
foB 1-2-ro nopsfka; CUMNTOM apTEPUOBEHO3HOTO Me-
pekpécta | cteneHn (cumntom Cantoca — N'yHHa 1); wTo-
nopoobpasHasa N3BUTOCTb MeJIKMX BeHyN (cumntom [Bu-
cTa) (puc. 5).

OnTtryeckas KorepeHTHasa Tomorpadus (OKT) npaso-
ro rnasa (SOCT Copernicus REVO NX, Optopol Technology,
Monbuwa; 1560234/16, version 10.0.1) npoAeMOHCTPUPOBa-
na OTCYTCTBYE M3MEHEHU CO CTOPOHbI AVCKa 3pUTESIbHOTro



PUC. 5.

DyHOyc-u306paxeHue 3a0He20 NOJIICA NPABO20 2/1a3d: OUCK 3pu-
mesibHO20 Hepaa 671e0HO-p0308bil, 2paHUYbl YéMKUe; IKCKasayus
UeHMpasnbHas; CoomHoweHue duamempd 3KCKasayuu K ouame-
mpy ducka 0,3; hoseoaneHelli peghriekc coxpaHer; Habnooaromcsa
cumnmom Cantoca - yHHa |, cumnmom leucma

FIG. 5.

Fundus image of the posterior pole of the right eye: the optic nerve
disc is pale pink, the border is clear; the excavation is central; the ra-
tio of the excavation diameter to the disc diameter is 0.3; the fove-
olar reflex is preserved; the Salus — Gunn symptom | and the Gwist
symptom are observed

a
PUC. 6.
Onmuyeckas KocepeHmHas momozpacgus: a — cmpykmypHeili
CKaH MakynapHoU obsacmu npasozo 2nasa 12 Mm — eusyasnu-
3Upyromca npepemuHasbHble 2uneppegiekmusHblie oKy Cbl
8 NpoeKyuu ¢hosed, Ha nogepxHoCcmMu 3aoHeli 2udasoudHol Mem-
6paHbl, BHympeHHel NoepaHu4Hol MeMOpaHsl U 80 8HyMpeH-
HUX C/105X Cemyamku napagoseasnbHo 8 HenocpedcmaeHHoU
671u30CMU OM peMUHaIbHO20 COCY0a (XEamele cmpesnku), na-
XuxopuouodanabHoe cmpoeHue cocyoucmoti 060/104KU (3es1eHble
cmpenku);
6 — cmpyKmypH®bIU CKaH nepusackynapHol cemyamku 3 Mm, Oe-
MOHCmMpupyrwuli ckonaeHue 2uneppegrieKmusHbiX hoKyco8
Ha nogepxHOCMu 8HympeHHel no2paHu4Hol membpaHsl (Xén-
mele cmpesiku); 8 — AHpAc-CKaH 3 X 3 MM HA 2paHuue Cmeksio-
8UOHO020 MeNIa U cemyameku, 8 NPOeKYUU NepusacKysiapHoO20
yyacmka napagoseanbHoli cem4amku, KpacHas CMpeska co-
omaemcmayem MecmonosIoXeHU CMPYKMYpPHO20 CKaHa 3 MM
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HepBa 1 NepynanuINAPHON ceTyaTKu. B makynspHoi obna-
CTV BbliB/IEHbI MPEePEeTMHaNbHbIE N MHTPapeTHanbHbIe M-
neppednektusHble dokychl (FPD), npeactasnaoLwme cobom
cKornyieHusi MaKpodaronofo6HbIX K/TETOK, KOTOPble COMNpPo-
BOXOAIOT XPOHMYECKNE BOCNANNTENbHbIE MPOLIeCChl U Me-
Tabonuueckme HapyLueHus. MHTpapeTuHanbHblie PO 6binn
NoKanun3oBaHbl NapadOBEONAPHO Ha rPaHKLLEe CTEKNOBUA-
HOro Tena N CeTyaTKM, Ha MOBEPXHOCTW BHYTPEHHEN Mo-
rPaHNYHON MeMOpaHbl, B CJI0€ HEPBHbIX BOJIOKOH 1 BO BHY-
TpeHHeM nieKcMGOpPMHOM cioe BONM3M TePMUHANIbHbBIX
pPeTUHaNbHbIX COCYAMCTbIX BETOUEK (purc. 66, B). OTMeye-
HO MaxyxopronaanbHoOe CTPOeHUe COCYANCTOM 060M0UKY
C BblpaKeHHbIM yBeNMUYeHneM AnameTpa cocygos cnos lan-
nepa, 3aHMMaLWNX NPaKTUYeCKM BeCb €€ 06bEM (puc. 6a).

Mpw BU3yanu3aumm CoCyamucTon ob60nouKm B pexxume
OKT-aHruorpadun BbiiIBNEHO CHUXKEHME MIOTHOCTU XO-
puokanunnapos (puc. 7B), yBennueHne Kannbpa n Hepas-
HOMEpPHOEe YTOJILeHNEe CTEHOK XOprOonAanbHbIX COCY1OB
(punc. 7a, 6).

OunarHo3s npu Bbinucke: Aptrdakus. CTeHO3 CIE3HbIX Ny-
Tel npaBoro rna3a. [ponTo3 nesoro rnasa. lepopmarus BHy-
TPEHHEero yrna, ANcioKauma cnésHoro MAcLa neBoro rnasa.
IMA c MYKpOoaHrmMToM. MaupreHT Obin BbiNMCaH B y10BETBO-
putenbHOM cocToAaHUK. OCTPOTa 3peHUA MPaBoro rnasa Boc-
cTaHoBneHa go 1,0. Yepes 2 mecAua nocne Xmpyprmyecko-
ro BMeLLaTeNbCTBA COXPAHAETCA BbICOKaA OCTPOTa 3peHus;
N3MeHeHU 0dTarIbMOSIOrMYeCKOro CTaTyca He BblsiBlIEHO.

6
FIG. 6.
Optical coherence tomography: a - structural scan of the mac-
ular area of the right eye 12 mm - preretinal hyperreflective
foci are visualized in the projection of the fovea, on the surface
of the posterior hyaloid, internal limiting membrane and para-
foveally in the inner layers of the retina close to the retinal ves-
sel (yellow arrows), pachychoroidal structure of choroid (green ar-
rows); 6 — structural scan of the perivascular retina 3 mm, dem-
onstrating the accumulation of hyperreflective foci on the surface
of the internal limiting membrane (yellow arrows); e - frontal
scan 3 x 3 mm at the border of the vitreous body and the reti-
na, in the projection of the parafoveal retina perivascular area,
the red arrow corresponds to the location of the 3 mm structur-
al scan



a
PUC. 7.
AHgpac-uzobpaxeHue 10 X 10 MM (MO3AuKa 4 CKaHa 6 X 6 Mm)
Ha ypogHe xopuoudeu 8 npedesiax cocyoucmsix dpkao, NOJyYeH-
Hoe npu ckaHuposaHuu 8 pexxume OKT-aHeuoepacpuu (a); ysenu-
YeHHoe U306paxKeHue 8bl0esIeHHO20 Ce2MeHma HA ypoB8He XOpuouU-
deu (6) u xopuokanusisapos (8)

OBCYXAEHUE

BocnanvTtenbHble 3a6oneBaHyA a3 ABAAIOTCA YacTbiM
npossneHvem AHL|A-accounmnpoBaHHbIx BackynmTos (AAB).
B naTonormyeckuii npoLecc MoryT ObiTb BOB/IEUYEHbBI BCE OT-
Zerbl Fa3Horo A6510Ka 1 op6buyTbl, BbI3biBas SMUCKNEPWT, -
KpuoafeHUT, opbuTasnbHbIA MMO3NT 1 NPONTO3. BMmecTe c Tem
ZaHHble 00 3nMAeMUONION N, KNMHUYECKOW KAPTUHE, B3aMOC-
BA3M CO CTAaTyCOM V1 ICXOAaMW BOCTI/INTENbHbBIX 336051eBaHNI
npv AAB orpaHunyeHbl [23]. BbifsBneHHble y naLyeHTa n3MeHe-
HIA CO CTOPOHbI OPOUTBI 1 CNE3HBIX NyTen cnegyeT paccMa-
TpUBaTb KaK ClieACcTBMUeE MNaTONOrMyYecKoro npoLecca OKosno-
HOCOBbIX NMa3yX M NONOCTN HOCA, KOTOPbIE 3aHNMAIOT BTOPOE
MEeCTO M0 YacToTe cper 0hTarIbMOSIOTMUYECKIX MPOABEHUI
3aboneBaHMsA Noce CKepuTa 1 anuckneputa [24-27]. Kata-
pakTa y nauueHToB c [TIA BcTpeuaeTca B 28 % cnyyaes [28].
MpryrHOW KaTapakTbl MOTYT ObITb YBEUT 1 MCMOSIb3OBAHUE
MECTHbIX WU CUCTEMHbIX cTeponaoB. OTCYTCTBME Y Halle-
ro nawmeHTa U3MEHEHUI CO CTOPOHbI PagyKHOM 060NI0UKY,
$opMbl 3payKka 1 ero 3KCKypCc1u, 3MEHEHWUIA B yriy nepeg-
Hell Kamepbl MOATBEPXKAAOT GAKT TOro, YTO MOMYTHEHMS XPY-
CTanvika obycnoBrneHbl MPUEMOM CTEPOUIHBIX MPernapaTos.

HepaBHOMepHbI Kannbp peTrHanbHbIX COCY0B, CUM-
NTOM apTEPUOBEHO3HOTO NepeKkpecta | ctenexHn (cumntom
Cantoc - l'yHHa l), wiTonopoobpasHasn N3BUTOCTb MESIKMX BE-
Hyn (cumnTom [BUCTA), BbIABNIEHHbIE Y MALMEHTa, CBUAETESb-
CTBYIOT O GYHKLMOHAMNbHbIX COCYANCTbIX HAPYLUEHUAX, Xa-
pPaKTepHbIX AN1A HaYaNbHOW CTaguUK apTepuanbHON runep-
TeH3um [29]. MNaxuxopronganbHoe CTPOeHne CoCyancTom
060/104YKM CBULETENbCTBYET O HAPYLLUEHV MEXAHN3MOB Ca-
Moperynauun, 3aTpyaHeH BEHO3HOIO OTTOKa, BTOPUYHON
Komnpeccum xopuokanunnapos [30]. HapyLieHne xoproka-
NUANAPHON Nepdy3unn CONPOBOXKAAETCA CHUXKEHNEM MeTa-
60n13Ma NUrMEHTHOrO aNuTeNnna 1 GoTopeLenTopos. Bbl-
COKas KOHLEeHTpaunsa MakpodparonogobHbIX KNeTok nepu-
BACKYJIAPHO Ha MOBEPXHOCTUN CETYATKN U MHTPapeTHab-
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FIG. 7.

Frontalimage 10 x 10 mm (mosaic of 4 scans 6 X 6 mm) at the cho-
roid level within the vascular arcades obtained by scanning in OCT
angiography mode (a); enlarged image of a selected segment

at the choroid (6) and choriocapillaris (8) levels

HO, HapyLLEeHMe CerMmeHTaL Xopronaen 1 KoHdurypauum
eé CoCyll0B, U3MeHeHVe COCYAMNCTON CTeHKM) NO3BONAIT
yTBEpPXJaTb O HaNM4MM NPegUKTOPOB BackynuTa [31-34].
Kak npaBuiio, TAKénoe HeKpOoTU3MpYloLLee nopaxeHve
CKJ1Iepbl 1 pOroByLbl He NO3BONAET AeTalIbHO OCMOTPETb CO-
CTOAIHME TNA3HOro AiHA NALNEHTOB U OLIEHUTb M3MEHEHNS,
conytcTytowme [TIA, HO B npeaCcTaBieHHOM KIIMHUYECKOM
HabsloAeHW B NaTONOrMYeCcKmii npouecc B 6onbluen cre-
neHy Obiny BOBNEYeHbI MPYAATOYHbIN annapar rfasa, a yaa-
NeHvie MyTHOTO XpyCTanuKa 1 BOCCTaHOB/EHME NPO3PaYHO-
CTW ONTUYECKMX Cpel cnocobcTBoBaso npoeegeHunto OKT
n OKT-aHruorpadumn c onncaHnem cneumpuryeckmx nme-
HeHWIA ceTyaTKy 1 xoprougeun. MonyyeHHble JaHHble He06-
XOAMUMO YYUTbIBaTb NPU NPOBEAEHNN NEPBUYHON 1 Andde-
pPeHLManbHON [MAarHOCTUKM BOCNanNTeNbHbIX 3aboneBa-
HWIA Fa3a MHPEKLMOHHOM UM ayTOMMMYHOW STUOMOTUN.

3AKNIOYEHUE

IMA npeacTaBnaeT cO60M BaCKyNnuT, Mopa<aloLmii co-
Cyabl Manoro 1 cpegHero Kanvmbpa, B TOM Umciie CETYaTKN
1 xopuoungen. OnTuyeckas KorepeHTHaa Tomorpadusa no-
3BONAET BbIABUTb KaK CTPYKTYPHbIE M3MEHEHNA CeTYaTKM,
TaK Y remoAnHaMnyecKne N3MeHeHNA PETUHANbHOTO U XO-
puonZanbHOro KPOBOTOKA M MOXKET ObITb pEKOMEH0BaHa
Kak HernHBa3UBHaA TEXHONOMMA A9 PaHHEro BbiABNEHMA
CYOKIIMHUYECKMX N3MEHEHUI CETUYATKU 1 COCYANCTbIX aHO-
Manuiny naymeHTos ¢ AAB.

NHdpopmupoBaHHoe cornacue
MauveHT nognucan NcbMeHHoe NHGOPMMPOBAHHOE
cornacvie Ha nyonmnkaumio KNMHUYeCKoro HabnogeHus.

KoHnuKT nHTepecos
ABTOpPbI AaHHOWM CTaTbX NOATBEPXKAAKT OTCYTCTBUE
KOH)NIMKTA UHTEPECOB.
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