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Differential diagnosis of a local form of granulomatosis with polyangiitis:
ocular and ear involvement (part 2)
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Granulomatosis with polyangiitis (GPA) is a primary vasculitis associated with antineutrophil cytoplasmic antibodies, characterized by necrotizing
vasculitis with predominant involvement of small vessels of various localization and necrotizing granulomatous inflammation with multiple clinical
manifestations. GPA remains one of the most severe and prognostically unfavorable systemic vasculitis. The second part of the article presents
data on the differential diagnosis of the onset of the disease with the ocular and ear involvement, which requires an interdisciplinary approach
and interaction between doctors of different specialties. In the refractory course of the local form of GPA, immunosuppressive therapy, including
glucocorticoids and rituximab or cyclophosphamide, is advisable.
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CucrteMHbIE BACKYJIMThI, aCCOLMMPOBAHHbIE C aHTUHEM-
TPODWIbHBIMU 1TUTOTIa3MaTUYeCKMMU aHTUTenamu (AHLIA),
OTHOCSITCSI K HanboJiee TSTKEIBbIM KU3HEYTPOXKAIOIIM ayTo-
VMMYHHBIM 3a00JIEBaHUSIM W COXPAHSIOT CBOE 3HAUEHME Kak
OJIHAa M3 BaXXHEWIIMX MPOOJieM MPaKTUYECKON PEeBMATOJIOTHU.
Dra rpymma 3a00JeBaHMil BKJIIOYAET M TPaHyJIeMATO3 C I10JIU-
anruutoM (I'TIA). ManudectHbiit nepuon I'TIA BbI3bIBaeT au-
arHOCTMYECKHE 3aTPYIHEHUS Y IIMPOKOI0 Kpyra MPpaKTHKYIOIIX
Bpayeid, YTO HepeaKO NMPWBOIUT K TMO3IHEMY HeaaeKBaTHOMY
JIEYEHUIO U YXYILIEHUIO POTHO3A.
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Jnddepennmanbaas JTMATHOCTHKA MOPAKEHU I71a3

Ocoboro BHUMaHUs 3aciayxuBaeT auddepeHiMaibHas au-
arHOCTHMKa TIOpaXeHWs TJla3, KOTOpoe MpU JOKaIbHOU (hopme
TTIA perucrpupyercs B 50—60% coyyaes [1, 2]. Jlokanusauust
BOCITAJIUTEJIEHOTO MPOIIECCa MOXKET OBbITh PA3IMIHOI: OT HE3HAYM -
TeJIbHBIX M3MEHEHU I ITOBEPXHOCTHBIX CTPYKTYP IJ1a3a 10 TSLKEIOTO
MOpaXKeHMsI BCeX OPOUTAIbHBIX U IJIa3HBIX CTPYKTYP C Pa3BUTHEM
JIBYCTOPOHHEH ciienoThl |3, 4]. OdrarbMonornyeckue nposiBIeHUs
pas3nesIsIIoT Ha YeThIpe TPYIIITBL: TIOPaskeHUe OPOUTHI M IIPUIATKOB,;
TopakeHe KOHBIOHKTUBBI U (DUOPO3HON OOOJIOYKHU TJIa3HOTO
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Puc. 1. boavnas K., 31 eoda: a — myavmucnupanvras KT. Onpedeasromes npusnaku 06s-
EMHbIX B0CHANUMEAbHBIX UHDUABIMPAMO08 00eUux opoum ¢ 8061e4eHUeM CAe3HOIL Jcenessl, ¢
AGACHUAMU OAKPUOAOCHUMA U MUO3UMA 4ACMU IKCMPAOKYASAPHBIX MbIULL, C BIDANCEHHBIM
08YCMOPOHHUM SK30(DMANbMOM, 04A20801 decmpyKyueil CMeHOK opoum; 6 — 601e3HeHHbLL
9aK30hmanvm, ce0r08UOHAs OeopMaulss HOCA; 6 — 0epaHuYeHUe 08UNCEHUL 21a3008Uea-
meabHbiX Mbluiy. 30ech u Ha puc. 2, 3: pomo u3 KorreKyuu asmopos
Fig. 1. Patient K., 31 years old, involvement of the orbit and its structures: a — multislice CT.
Signs inflammatory infiltrates of both orbits are determined with the involvement of the lac-
rimal gland, with the phenomena of dacryadenitis and myositis of a part of the extraocular
muscles, with pronounced bilateral exophthalmos, focal destruction of the orbital walls;

6 — painful exophthalmos, saddle nose deformity; ¢ — restriction of movements of the oculo-
motor muscles. Here and in Fig. 2, 3: photo from the authors’' collection

sI0JT0Ka; TIOpaXkeHNe CeTYaTKH; MopaxkeHre 3pUTETHbHOTO HepBa
[4]. OpoOuromnarus passusaercs y 10—48% nanumentos ¢ I'TIA [1,
5, 6], u3 Hux y 14—30% mipoliecc HOCUT JBYyCTOPOHHUI XapaKTep
U SIBJISIETCS] BTOPBIM 10 YaCTOTe MOCJIE CKIepUTa U dIUCKIIepUTa
[3, 5, 6]. [TopaxkeHre OpOUTHI 1 €€ CTPYKTYP Yallle XapaKTepU3yeTCst
pa3BUTHEM IPaHyJIeMaTO3HOTO BOCITAJIEHUST, KOTOPOE MOXKET PO~
TEKaTh B BUIIE N30JIMPOBAHHOTO 00Pa30BaHMsI, JIOKAIM3YIOIIETOCS
B IVIA3HULIE, COTTPOBOXKIAIOIIETOCST BOCTIAIUTEILHON MHWITBTpaIeit
TJIA30[IBUTATEIbHBIX MBI U TJIA3HUYHOUM KJIETYATKH, pexe —
B BUJIE MHOIO0YaroBOro opouTajibHOro Muo3ura |7, 8]. OgHako B
OOJIBILIMHCTBE CIIy4aeB MOpaXeHWe OPOUTHI MMEeT BTOPUYHBIN
XapakTep ¥ OOYCJIOBJIEHO PaclpOCTpaHEHUEM IaTOJOTUYECKOTO
npoiiecca U3 OKOJOHOCOBBIX Ma3yX WM HOCOIJIOTKH [3, 6].
VY TpeTu ManueHTOB TpaHyJIeMaTO3HbIE Pa3pacTaHMsI COUETAIOTCS
¢ AecTpyKLMeit momiexarteii koctu [ 7] (puc. 1, a). MHorma BcTpe-
YaeTcsl BOBJICUEHHE CIIE3HOTO arlrapaTa ¢ pa3BUTUEM TaKpUOaIeHUTa
/v gakpuonuctura [ 1, 9]. IopaxeHue hprdbpo3HOit 060710YKKU
[JIA3HOTO $SI0JIOKA TIPUBOIUT K Pa3BUTHIO HEKPOTU3UPYIOIETO
cKJIepuTa, ieprudepruueckoro sI3BeHHOTO UM CTPOMAJTBHOTO Ke-
patuTa, KOTOPBIE TAK¥Ke MOTYT COMTPOBOXKIATHCS KOHBIOHKTUBUTOM
[1, 5]. YBeuT peako paccMarprBaeTcs Kak HaualbHOE MPOsIBIIEHUE
T'TIA, ripy 3TOM BO3MOXKHO pa3BUTHE KaK MePeaHEro yBeuTa, Tak
U TSDKEJIOTO TTaHYBEeUTa co CHIKeHUeM 3peHusl. [lopaxeHue cet-
yaTtky (PETUHUT) BCTpevaeTcs: Heyacto [1, 6]. 3purebHbIiA HEPB
MOBPEX/IAETCS B OCHOBHOM U3-32 CIABJIMBAHUS TPAHYJIEMAaTO3HbIMUA
Maccamy (KOMITPECCMOHHAsI ONTUYecKasl HeBPOIIAaTHs), a TAKKe
(GrOPO3MPOBAHHON TMTA3HUYHOM KJIETYATKON M TUIEPTPODUpO-
BaHHBIMU KCTPAOKYISIpHBIMU Mbiiamu [10]. OobeMHoOe nopa-
>KeHUe OpOUTHI yallle HabIoaaeTcsl MPpH JIOKAIBHOM BapyaHTe 3a-
0oJIeBaHMS U, HATIPOTUB, IIOPaKeHME TIIA3HOTO sI0I0Ka (Harpumep,
CKJIEPUT/3MUCKIIEPUT) TIPEUMYIIIECTBEHHO BBISIBIISIETCS Y TIAIIMEHTOB
¢ cucteMHbiMu Tiiamu I'TIA [1, 3, 5].

KinHnueckre cMMITOMBI TTOpaskeHUST
opraHa 3peHus pu ['TIA HecrielMpUUHbBI:
MOTI'YT HabJoAaThesl pacnupatoiias 601b
B Ila3aX, 0OJe3HEHHBI 3K30(hTalbM,
OrpaHUYeHUE IBIKESHUIA TJIa30/[BUTATEIb-
HBIX MBI (puc. 1, 6, 8), TUILJIOTHUS,
TTO3, TOKPaCHEHUE 1 OTEK BEK, CHIKCHUE
3penus [2, 3, 7, 11]. [IpusHakamu nopa-
JKEHUsI CJIE3HOM KeJie3bl SIBJISIIOTCS CUH-
IIPOM «CYXOTO TJla3a», OTeK, ITO3 JlaTe-
paJbHOUM TPEeTH BEpPXHEro BeKa, 9K30-
drambm [3].

CnoxHocTb nuddepeHIInanbHON T1-
arHOCTMKM 3aKJII04aeTcsl B TOM, UTO, KaK
Y TIPU U30JIMPOBAHHOM MOPaXKeHUU MPU-
NATOYHBIX Ta3yX W IOJIOCTU HOCa, CH-
CTeMHBIE TUATHOCTUUYECKHUE KPUTEPUU Y
naHHoi Kateropuu OosibHBIX ['TIA He-
npuMeHuMbl. Pannsis quarnoctuka I'TIA,
OrPaHMYEHHOIO0 OPraHOM 3pEeHUs, He-
CMOTpSI Ha OTCYTCTBME CUCTEMHBIX MPO-
SIBJIEHW, YpEe3BbIYATHO BaxKHA, TIOCKOJIBKY
3200JIeBaHNE MOXET COMTPOBOKIATHCS JIO-
KaJIbHOW NeCTpyKLUuel ¢ HeoOpaTuMoit
notepeit 3penus [10, 12]. Jdnsa obcaeno-
BaHUs TAallMEHTOB C MOPaXXeHUEM TJIa3-
HUIBI TPUMEHSIOT KoMITbioTepHyto (KT)
1 MarHuTHO-pe3oHaHcHyto (MPT) Tomo-
rpaduio, 0MTHAKO TATOTHOMOHUYIHBIE JJTST
nopaxkeHus rasHuilsl ipu ['TIA mHCTpyMeHTaIbHBIE PU3HAKKA
B HACTOsIIIIee BpeMsl HE OIMMCaHBI, YTO TakKKe YCIOXHSET aud-
(bepeHLMATBbHYIO TMATHOCTUKY C APYTUMHU OITyXOJIENOA00HbIMU
3abosneBaHussMu. [Toatomy mist moarBepxkaeHus nuarHosa I'TIA
HeoOXoarMa OMOTICHsI ITOPakeHHOTO OpraHa.

Kitaccnueckas rucroiornueckast IMarHOCTUIeCKast Tpraia
(yyacTKu HEKpo3a, 00pa3oBaHUe TpaHyJIeM 1 BACKYJIUT MEITKUX
COCYIOB) MPU OMOTICUY OpraHa 3peHUs OTIPENEIIeTCS He y BCEX
oonbHbIX I'TIA [13, 14]. JlokanbHas ¢popMa NpOsIBIISIETCS] B OC-
HOBHOM B BMJI€ I'PaHYJ€MaTO3HOIO BOCIaJIeHUs, U TOJbKO B
TPETH CJTydaeB BBISBIISIETCS BACKYJIUT MeJKUX cocynoB. Como-
CTaBJICHUS Pe3yJIbTaTOB OMOTICUY OPOUTHI C KIIMHUYECKOM Kap-
TUHOU W J1a0OpaTOPHBIMU JAHHBIMU 3a4acTyi0 OKa3bIBaeTCS
JIOCTATOYHO IIJIT YCTAHOBJICHUST IMarHo3a Jaxe Mpu HaJIUduu
NIBYX M3 TpeX T'MCTOJornmyeckux kpurepues [14, 15]. BaxHoit
Mopdosiornyeckoit ocooeHHocThio ['TIA B cpaBHEHUU ¢ IpYrUMU
BOCTTAJIUTETbHBIMU 3a00JIEBAHUSIMYU TJIA3HUIIBI SIBJISIETCST WH-
bwnsTparua HeliTpoduIaMu M HaIUIue BacKyiauTa (y TPeTH
060JIbHBIX) [11]. DTH TPpU3HAKY TTO3BOJISIOT MPEAITOIOXKUTD TH-
arHo3 npu JokajabHoM TedyeHuu ['TIA, ocoOeHHO B OTCYyTCTBUE
AHIIA B xkpoBu [11].

IIpu ne6Grore I'TIA ¢ mopaxkeHust opraHa 3peHMsT ClIeayeT
paccMaTpuBaTh TUPOKUH CITIEKTP HO30JIOTHI: CAPKOMIO3, ayTO-
VMMYHHBIe 3a00JieBaHUs (IHAOKPUHHAS OPTaTbMOTIATUS TIPU
oonesnu IpeiiBca, IgG4-cBs3anHoe 3a6oneBanne — IgG4-C3, —
opOuTasbHas KCcaHTOrpaHyjJeMma), WH(MEKIIMOHHBIN Tpolece
(bakTepuasbHas UJAM TPUOKOBasT MH(EKIIMUSI, 0OCOOEHHO
Aspergillus witn Mucor spp.), HoBooOpa3oBaHus [16], a Takxke
Hecnenuduueckoe (MAMONATUYECKOE) BOCMaieHUE OPOUTHI
[17]. duarHo3 moATBep>XIaeTcsi Ha OCHOBAHUM BBISIBICHUS
XapaKTePHBIX MHCTPYMEHTAIbHBIX, JTa0OPATOPHBIX W TMCTO-
JIOTUYECKUX MPU3HAKOB (Tadi. 1).

Cospemennas peemamonoeus. 2023;17(2):7—15
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ITopaxeHue opraHa 3peHust HabJIO-
JIaeTCsl TIPU capkoudose, IPECTABISIONIEM
c000i1 MyJIBTUCUCTEMHOE I'PaHyJ1eMaTO3-
HOe BocHaJUTeJbHOE 3a00sieBaHue, TTPU
KOTOPOM BOBJIEKAIOTCS JIbIXaTeJIbHbIE ITyTH,
nuMbaTuiecKre y3ibl, KoxXa, OMOPHO-
JIBUTATEJIbHBIN armapar u miaza. B 50%
CJIy4aeB MPY CapKOMI03€ BbISIBIISIETCS IBY-
CTOPOHHEE MOpaXeHUe IJ1a3, KOTOPOoe Xa-
paKTepU3yeTCs HEKa3eo3upPyOLIMMU Tpa-
HyJIeMaM¥ KOHBIOHKTUBBI, YBEUTOM, OIT-
TUYECKOU HEBPOTIATHEN WU TTOpaXKEHUEM
OpOUTHI U €€ CTPYKTYP (CIIE3HBIX XKeJe3 C
MPOTOKAMM, TJIA30IBUTATEIbHBIX MBIIIILI, PETPOOYIb0apHOIi KIIeT-
YaTKHu, r1a3HuIHoro Hepsa) [18]. I3 Bcex ria3HbIX MPOSIBJICHUI,
HabJIo1aeMbIX ITPU CapKOMI03€e, HauboJ1ee BEIPAKEHHBIM SIBJISIETCS
MepeHUl U 3aJHUI YBEUT, YACTO Pa3BUBAIOTCS TSKEask KCepo-
CTOMMSI U CYXOl KepaTOKOHBIOHKTUBUT [ 18—20], Torma xak mo-
paxeHue opOUTHI BcTpeuyaeTcs y 25% mauneHTos [16].

KnnHunueckasi KapTiHa 3a00J1eBaHUSI HEPEAKO XapaKTepu-
3yeTCsl y370BaTOil 9pUTEMOIi, CUMIITOMaMU CO CTOPOHBI OIOP-
HO-JIBUTATeJIbHOTO aIiapaTa (apTpajiruy, MUAJITHH ), TeHepaI-
30BaHHOI JIuMbaneHonaTuel, HeBpOJOrnueckon IucdyHKIuein
(TTapanuy TUIEeBOTO HepBa, TOJOBHAsSI OOJb BITIOTH 10 dHIIeda-
nornatun) [21]. IloBeiieHne ypoBHS chiBOpoTOYHOTrOo AID 1
BHYTpUTpydHasl JuMdaneHonaTusi U/uim nopaxeHue Jerkux
npucyTcTBYIOT ¥ 90—95% mamnueHToB ¢ capkoumo3oM [22—24].
Tucrosnoruyeckast KapTrHa 3a00JI€eBaHUS BKITIOYAET HEKa3e03HbIe
rpaHyJieMbl, KOTOPBIE MPEACTABISIOT COO0M KOMMAKTHbIE CKOTI-
JIEHUSI MOHOHYKJIeapHBIX (harouToB (Makpodaros 1 SMUTENO-
WIHBIX KJIETOK) [18], 4yTo sIBNIIeTCS] 3HAYMMBIM TTPU3HAKOM JIJIST
BepuduUKaluu J1arHosa.

CxopHast KTMHAYecKast KapTUHA MOPaXKeHMs OpraHa 3peHUs
BcTpevaetcs U npu IgG4-C3 — CUCTEMHOM BOCHAJIUTEbHOM
npotecce ¢ GOpMUPOBAHUEM OMYXOJIETOJOOHBIX CKIIEPO3UPYIO-
IIHX 09aroB [25]. MoryT GbITh BOBJICUEHBI OpOWTA U €€ TIPUIATKH,
BKJTIOUAST CJIE3HBIE JKeJe3bl, [IA3HUYHbIE MBILIIIbI, TOATTa3HIYHbIE
U Ipyrue opouTtaabHbie HepBbl [26]. [TopaxeHue BHYTPUTIIa3HBIX
TKaHell (KOHBbIOHKTHBA, CKJIepa, CeTYaTKa) OMMUCAHO TOJIbKO B
cepuu ciydaes [26]. BocnaauTeibHbINA IPOLIECC B MATKMX TKAHAX
OpOUTHI NIPU TAHHOM 3200JIEBAHUU BCTPEUYAETCS PEXe, YeM B
cne3HbIX XKenesax [27, 28]. T. Kubota u coaBt. [29] moka3sanu,
4yro nopaxenue opoutsl rnpu IgG4-C3 B 62% ciydaeB ObIBacT
JIBYCTOPOHHUM. [1pu 5TOM BOBJIeueHrE B BOCTIATUTEIbHBIN MPO-
1LIeCC CJIe3HBIX XKese3 oTMeuaeTcsi B 69% citydaes, u3 HuX B 48%
ObIBaeT ABYCTOPOHHUM [28—30] M HepeaKo CONMpPOBOXIAETCS
«CyxuM» cuHapomoM [27, 28]. Tlpu BoBie4eHUU OPOUTHI B MO-
JaBIsiiolEeM OOJIBIIMHCTBE cydaeB HaOJiomaroTcs: 6e300J1e3-
HEHHBII OTEK BEK, ITPONTO3 ¢ TUILIONHNEH (1 6e3 Hee), MHoTaa
HE3HAYNTEJIbHOE HapyIleHKe MOABXKHOCTH 1a3 [26]. Jluxopanka
HexapaKTepHa, B TO BpeMsl Kak ajjlepruueckue 3abosieBaHusl,
Takve Kak OpOHXMabHAsl acTMa VI aJUIePTUYECKU OPOHXUT,
BCTPEYAIOTCS HEPEAKO, OCOOEHHO Y MAIMEHTOB C MOpPaXeHUeM
CclIe3HbIX U CIoHHBIX Xene3 [20, 31]. 1gG4-C3 mpencraBiusieT
c000i1 JIOKaTM30BaHHBII UM MYJIBTUOPTAaHHBII TTPOIIECC C BbI-
paxkeHHO# TMMdOTIa3MOLIMTAPHON UHGPUIBTPALIMEH, «<Myapo-
BbIM» (GPMOPO30M C MOCTEAYIOLIUM Pa3BUTHEM OOJIMTEPUPYIOLIETO
(1eduTa, NOBBILIEHHBIM TKaHEBbIM conepxaHuem IgG4-no3u-
THUBHBIX TU1a3MOLUTOB (>40%) 1 4acTO MOBBILIEHHOW CHIBOPO-
TouHoOU cekpermeii IgG4 (>135 mr/mn), IgE, akTuBaimeii Kackama
TMPOBOCTIATUTENbHBIX U MPOGOUOPOTUUECKUX LHUTOKUHOB [29,

10

Puc. 2. boavnas A., 27 aem, O
Fig. 2. Patient A., 27 years old, Graves'
orbitopathy

32]. «30/10TBIM» CTAaHIAPTOM BepUbUKALIN
nuarHosa IgG4-C3 cuuralorcst BbisiBJIeHUE
MPU UMMYHOTUCTOXUMUYECKOM HCCIIEI0-
BaHuM cooTHoleHUs1gG4+/IgG+ mnas-
MaTU4IecKuX KieTok >40% ¥ To3uTuB-
Hoctb 110 CD138 [32]. KinmHuyeckast Kap-
TUHA U TUCTOJIOTUYECKOE MCCIEeIOBaHNE
SIBJISIIOTCSI BaXKHBIM 3TaroM auddepeH-
uuanabHoit nuarnoctuku I'TIA n IgG4-C3
(cMm. Tab. 1).

Opb6umonamus Ipeiieca (OI) — cu-
CTEMHOE ayTOMMMYyHHOe 3abojeBaHmUe,
pa3BUBAlOIIEeCsT BCIEACTBUE BIPAOOTKU
anTuten K peuentopy TTT, KIMHUYECKU MPOSIBIISIIOLIEECS TTopa-
JKEHUEM LIUTOBUIHOM KeJie3bl C Pa3BUTMEM CUHAPOMA TUPEO-
TOKCHMKO3a B COYETAHUM C SKCTPATUPEOUTHOM TaTOIOTHe (3H-
MOKPUHHAS opTaibMOTIaThsI, TIpeTUONaTbHAsT MUKCeNeMa, ak-
ponatus; cM. Tab. 1) [33]. CyiiecTByeT O4eHb HeOOIbIIast TOJIsT
nateHToB ¢ O (mpuMepHO 1—2%), Y KOTOPBIX HET KIIMHUYECKU
BBIPAKEHHON NTUCHYHKIUU IIUTOBUAHON XKee3bl, HO MPUCYT-
CTBYIOT CyOKJIMHUYECKKE MPU3HAKKU €€ ayTOMMMYHHOTO Topa-
KEHUS B BUJIE IMPKYJIMPYIOIINX aHTUTUPEOUTHBIX ayTOAHTUTE,
ocobeHHo K peteritopy TTT, uiu cHuxkenue ypoBHst TTT B cbI-
BOpOTKe KpoBH [34, 35]. B HEKOTOPHIX CITydasx 3yTUPEOUIHAS
opburomnarus (puc. 2) ABISIETCS paHHUM TMPU3HAKOM 0OJIe3HU
IpeiiBca, a TMIIEPTUPEO3 BO3HUKAET T03XKe, OOBIYHO B TEUECHUE
1 rona mociie mosieaeHust OI [36]. B apyrux ciydasix opoOuTaabHOE
3a00JIeBaHUE MOXET OCTaBaTbCs W30JUPOBaHHBIM [34, 35] u
penko 6b1BaeT omHocTopoHHNM. KimmHmaecku O xapakTepu3syeTcst
TIPOTITO30M, BOCTIAJIEHUEM, 3aTPAruBaIOIINM BEKU U KOHBIOHKTHBY,
runepTpodueil SKCTPaAOKyISIPHBIX MBIIIIIL C TTOCTAEIYIOIUM CHU-
JKEHUEeM TOIBUXKHOCTU TJa3a W AMUIJIONUei, a B Haubojee
TSDKEJBIX CAy4yasix — CIABJIEHUEM 3PUTEIbHBIX HEPBOB CO CHU-
JKEHHEM OCTPOTHI 3peHus [34].

Opbumaavnas Kcanmozpamnyaema, Kak paBuiio, COMpPsTKeHa
C TeMaTOJIOTMYECKOM MaToJoTHel. DTO PeKO BCTPeUaroascs
HeJlaHTepraHcoBasi ¢opMa TMCTUOLNUTO3a, KOTOpas MoJIydusa
Ha3BaHue 6os1e3um Dpareitma—Yectepa (BOY; cm. Taba. 1) [16,
37]. Ona yailie Bcero pa3BuBaeTCsl y My>KUMH CpeIHEro Bo3pacra
[37]. OKoJ10 MOJIOBUHBI MALIUEHTOB UMEIOT BHECKEJIETHbIE MTPO-
SIBJICHUSI, BKJIIOYasi OpOUTATbHYI0 MHQPUIBTPAINIO, KOTOpast
BcTpeuaetcst mpuMmepHo B 30% cayuaes [37, 38]. B kiinHu4eckoii
KapTUHE HaOMIONAIOTCS ABYCTOPOHHUI 9K30(TaIbM, KCAHTEIa3Mbl
U o(pTaTbMOIIIETHS], COMTPOBOXAAIOLIMECS CAABJIEHUEM 3PUTENb-
HOTO HepBa, MPUBOISAIIMM K motepe 3peHust [37, 39]. Pentre-
HOJIOTMYECKUeE MCCIIeI0BaHUsI TTOKA3bIBAIOT yBEJIMUCHUE TJIa3-
HUYHBIX MBI U CJIE3HBIX XeJie3 W MH(DWIBTPAINIO peTpo-
opOUTaNIbHOM XMpoBoii Kimetyatku [37]. Amarno3d BOY mox-
TBEPXKIAETCs Pe3yJbTaTaMU THCTOJIOTUYECKOTO MCCAeIOBAHUS
MPU BBISIBIEHUM KCAHTOMATO3HOM IpaHyJIeMbl, COCTOSILIENH U3
MEHUCTBIX TUCTUOLIMTOB, C MPU3HAKaMU BOCIAJIEHUSI, TMTAHTCKUX
ki1eToK TytoHa u puodpo3sa [40]. [Tpy UMMYHOTMCTOXUMUYECKOM
HCCIeIoBaHUK 00bIUHO OOHapykuBatotcst CD68+ kieTku. JlaH-
HbIE OCTEOCHMHTUTPAbUN SIBIISTIOTCS IIOYTH TTATOTHOMOHUYHBIMH,
TMOCKOJIBKY 00JIe3Hb MPEUMYIIECTBEHHO TMOpaXaeT IIMHHbIE
TpyOuaThle KOCTU HUKHUX U BEPXHUX KOHEUHOCTel (0koo 90%
BCEX OMUCAHHbIX HaOmoneHuit) [41]. CUMMETpUYHOE HAKOIUIEHUE
panuodapMIIperiapata B TOPaXXeHHBIX KOCTSIX SIBIISIETCS] BAXKHBIM
TPU3HAKOM HapyIIeHUSI MUHEPAIIBHOTO KOCTHOTO oOMeHa [41—
43]. Ipu penTreHorpacdnn ”3BMEHEHHbIE KOCTU BBITIISIIAT YIIIOT-
HEHHBIMU B Pe3yJIbTaTe BHIPAXKEHHOTO CUMMETPUYHOTO IBYCTO-

Cospemennas peemamonoeus. 2023;17(2):7—15



COBPEMEHHAA PEBMATONOIHNA N2'23

NERUUA/LECTURE

POHHEr0 OCTEOCKJIepO3a HaIKOCTHUIIBI
|37, 44]. Takxe xapakTepHbl TaAKUE TIPU-
3HaKM, KaK «BoJjiocaTtas Moyka», «00yo-
XKeHHasi» aoprta, BbaBisieMbie mpu KT
[45, 46].

B nuddepeHImanbHy0 IMarHOCTUKY
MopakeHUsI OpOUTHI C BOCIAJIECHUEM M
HEKPO30M HEOOXOIMMO BKJIIOYATD UH(EK-
yuu (cM. Ta01. 1), KOTOpbIe BEpUDULIUPYIOT
C IIOMOIIBIO THCTOXUMUYECKOTO OKPAIIIH -
BaHus (o umo—Hwunbceny Ha KYM,
peaktuBoM L1Indda Ha TprOKOBBIC TUMHI),
MOCEBOB M MOJIEKYJISIDHBIX TECTOB (Ha-
npumMep, MoJIMMepa3Hoii LIEMTHO peakiuu,
T1LLP) [47]. Cpenu BHeneroyHnix ¢opm
TyOepKyJie3a nopaxeHue rja3 1 opouThl 3aHUMaeT 2—3-e MecTo
M yanie HaboaaeTcs y mauueHToB 25—59 et [48]. 3a0oneBaHue
XapaKTePU3YETCsI XPOHNICCKUM PELIMINBUPYIOIINM TEUCHUEM C
npeobiagaHueM CMEIIaHHOTO U 9KCCYIaTUBHOTO TUIIOB BOCTIA-
JIEHUs TIepeHero OoTpe3ka ria3a (KOHBIOHKTHBA, CKiepa) W
OpOUTHI (TYOEPKYJIOMbI OPOUTHI U TEPUOCTUT) C Pa3BUTUEM
PaHHUX U TTO3JHUX OCJOXHeHUit [48, 49]. [lnarHocTrka Tyoep-
KyJie3a opraHa 3peHUsl BbI3bIBAET OOJIBIITNE 3aTPYTHEHUS B CBSI3U
¢ pa3HOOOpa3ueM ero KIMHnIeckux hopm. Kpome toro, rmpu re-
Hepaau3aluy Tpoliecca CrnennpuIecKoe JeUeHUe MOXET ObITh
He10CTaTOYHO 3 (HEKTUBHBIM.

MuKo3 opOUTHI Yallle BCEro pa3BUBaETCs BCICACTBUE UH-
dexmu, BEI3BAaHHOM TMpeAcTaBUTeNsIMU oTpsina Mucorales, —
9TO TJYOOKUIA MUKO3 (MYKOPMHKO3), OOYCIOBJIEHHbBIN 3UT0-
MUILIETaMU, Pa3BUBAIOIINIICS TTPEUMYIIICCTBEHHO Y TTAIIMEHTOB
C caxapHbIM JMA0ETOM U Y JIUII C OCJIa0JI€HHBIM UMMYHHUTETOM
[50]. Ins Hero xapakTepHa ObICTpast aHTMOMHBA3UsT BO3OYIUTEJIS,
YTO CIOCOOCTBYET (DOPMUPOBAHUIO COCYAMCTOrO TpombO3a C
o0pa3oBaHMEeM HEKPO30B TKaHel, a Takke TeMaTOTeHHOU U
JUM@OTEeHHOI TMCCeMUHAIIMU UH(PEKIIMOHHOTO areHTa. [pud-
KoBast TH(MEKIIMS ITOATBEPKIACTCS TP MOCEBE, CEPOJTOTUICCKOM
¥ TUCTOJIOTUYECKOM nccienoBanusx [47]. [logo3peHne Ha pu-
cyrctBue Mucorales TpeOyeT CpOUYHOIrO BMeEIIATeIbCTBA U3-3a
OBICTPOIPOTPECCUPYIOLIETO U NECTPYKTUBHOIO XapakTepa 60-
ne3nu [51]. OTcpoyeHHOE Havyalo Teparnuu CBSI3aHO ¢ BBICOKOM
CMEPTHOCTBIO.

UzBecTtHO, uyTo Y BUY-MHGUIIMPOBaHHBIX GOJBHBIX YaCTO
BBISIBJISIETCST Cpa3y HECKOJIBKO MHMEKIINIA, B TOM YKCIIE OIIOP-
TYHUCTUYECKUX, NTPU 3TOM MOXET HaOJI0AaThCsl U MOpaKeHUe
opraHa 3peHus [52, 53]. U3MeHeHuUst co CTOPOHBI I1a3, OOHapy-
kuBaemble y 75% WHOUIIMPOBAHHBIX, KaK MPaBWIO, HE UMEIOT
crienuUIecKoi KapTUHBI U TTPOSIBIISIIOTCST Ha CTaIK BTOPUIHBIX
3a00s1eBaHMii. B psine cirydaeB opTaaTbMOIOrMIeCKIE CUMITTOMBI
SIBJISTFOTCS TIEPBBIMU MPU3HAKAMU caMoil UH(MEKIIMH, a TaKXKe ee
TSKEJIbIX Oca0XKHeHui [54]. OnHako Ha ctaguu CITM1a rna3Hbie
3a00s1eBaHus (YBEUT, KEPATUT, KOHBIOHKTUBAIbHBIE TeMOpPPAruu,
COCYIMCThIe HapyIIEeHUs] CEeTYaTKM) IMPOTEKAIOT IUTEBLHO, C
YacTHIMU peluanBaMu |53, 54].

Ot 5 1o 10% opGuTonaTuii BCTpeyaeTcs pu H0800Gpa306a-
HusX, TIOJIOBUHA U3 HUX — JIMMMOMBI [55], KOTOpble HEOOXOIUMO
HWCKJIIOYaTh Y MOXUJIBIX MAlMEHTOB ¢ CUCTEMHBIMU TIPOSIBJIE-
HusiMi. Ha MoMeHT ycraHOBJIeHUs1 auarHo3a B 60% ciydyaeB
BBISIBJISIETCSI JIOKATM30BaHHasT (hopma, KOTopast OOBIYHO TpaHC-
(dopMupyeTcs B CUCTeMHYIO TuMpomy B TeueHue 5 yet [55]. B
YETBEPTH CIydaeB opOUTaIbHas TuM@oMa ObIBacT IBYCTOPOHHEH
[55]. TMMIYHBIMU CUMIITOMAMU SIBJISTIOTCS IIPOTITO3, AUTLIONMS,
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Puc. 3. boavnas H, 42 nem, uduonamuue-
CKUL MUO3UM KPY2080Ul MbLUILbI 21a3a
Fig. 3. Patient N., 42 years old, idiopathic
myositis of the orbicular muscle of the eye

WHOTAA ¢ 0s1echapornTO30M U TICEBIOTY-
MOPOM OpOUTHI. buoricust opoUTH MMeeT
MEePBOCTENEHHOE 3HAUECHUE [IJIs1 TPABUJIb-
HOI IMarHocTuku [55].

JloGpoxavecmeennvte onyxoau uau Ku-
cmbl, HaTIpUMep MYKOIIeTie, TepaToMa, Kak
MpaBuUIo0, TIPEACTABISIOT cO00i 6e300-
JIE3HEHHBIE MacChl, KOTOPbIE PaCTyT 10-
BOJIbHO MeieHHo [56]. Ha ¢one BTO-
PUYHBIX BOCTTAJIUTETLHBIX PEaKIUii MOXKET
BO3HUKATh MECTHASI TPAHy/IEMaTO3HO-TKa-
HeBas peakilvsi, MPUBOASIIAS K BbIpa-
JKEHHBIM PEaKTUBHBIM U3MEHEHUSIM U OC-
TEOJIU3Y B 00JIACTH KOCTHBIX CTPYKTYP Op-
OuTHI [56].

Ilcesdomymop opbumul, uau uduonamuyeckoe gocnaieHue op-
oumvt (MBO), — nobpokayecTBeHHOE 3a00JIeBaHNE, BO3HUKAIOIIEE
6e3 BumuMoil mpuuuHbL [57, 58]. 3a0071eBaeMOCTh TOCTUTACT
MUKa MEXIy YETBEPTHIM M TISITHIM JCCSITUICTUSIMU XKW3HU, B
10% cnyyaeB MBO HabGmomaercs y AeTeit, yacToTa ero oarMHakoBa
y MYXXUMH U XeHuuH [57, 59]. B Tpetu ciyyaeB auarHos MBO
He yJIaeTcst MOATBEepanTh. 3aboJieBaHNe Yallle ObIBaeT OHOCTO-
poHHUM, x0T 10—20% ciiydyaeB COCTaBJISIIOT ABYCTOPOHHUE
dopmer [52, 57, 59]. HabmonaeTcst iporpeccupyloliiee yBenuieHue
pa3MepoB 3KCTPAOKYJISIPHBIX MbIIIIL, OpOUTATBbHON XUPOBOK
KJIETYATKM U CJIE3HBIX XKese3. BoipaxkeHHbI (hrdpo3 MOKET BO3-
HUKHYTb Ha OoJjiee MO3AHEW CTaauu, YTO MPUBOAUT K HEIMO-
JIBUDKHOCTU OpOUTAIbHBIX CTPYKTYP [57]. [1pu iuTosiornyeckom
VICCIIeIOBAHNM BOCTIAJTUTEILHAST TICEBIOOTTYXO0JIb UMEET TIPU3HAKI
XPOHMUYECKOTO BOCTIAJIUTEIBHOTO MH(UIbTPaTa, COCTOSIIETO B
OCHOBHOM M3 MaJIbIX 3pEJIbIX JUM(MOLUMTOB (MPEUMYIIECTBEHHO
T-kyerok), mi1a3MaTUYECKUX KJIETOK, HEUTPO(UIOB, 03MHO-
(unoB, MHOIrAAa U3 TMCTUOLUTOB U Makpodaros [57—59].
B otnuuue ot I'TIA, npu MBO xoctHble nectpykimu 1 AHLIA
He BoIBIsSItoTes [59] (eM. Tabm. 1).

Houonamuueckuii muozum 2aaza (opoumot, HMI) sBnsietTcs
JIMaTHO30M HCKJIIOYEHMSI, KOTOPbIi MOXET OBbITh YCTaHOBJICH
MpU OTCYTCTBUU CUCTEMHBIX M JIOKAJIbHBIX 3a00J€BaHMIA, CIIO-
COOHBIX BBI3BaTh BOCHAIUTEILHBIN TIpoliecc B opoute [60, 61].
MMT 0GbIYHO HOCHUT OZHOCTOPOHHUI XapakTep, HO B 26%
CJTyJaeB MOXET OBITh U IBYCTOPOHHUM. 3a00JIeBaHUE TTPOSIBIISIETCSI
nepropouTaibHbIM otekoM (75%), nmokpacHeHueM ria3 (48%),
ak3odTanbMoM (32—79%), ntozom (25%), xemo3zom (18—42%),
OrpaHUYEHUEM TTOABMXKHOCTU SKCTPAOKYJSIPHBIX MbIl (31—
61%) n ontuuyeckoir HeBpomarueir (7%) [60, 61]. ITauueHTHI
MOTYT MPEABIBIIATH XajloObl Ha 60J1b (24—69%), acUMMETPUIO
suua, nro3 (puc. 3), nBoeHue (31%) v npyrie HapyluieHus 3pu-
TeabHBIX (yHKIMA. [McTomornueckast kapruHa UMI xapakre-
pu3yeTcsl KIETOYHBIM MH(UIBTPATOM, COCTOSIIIIUM TTPeUMYIIe-
CTBEHHO 13 3peJIbIX IUM(OLUTOB, UBMEHEHUSIMU COETMHUTETbHOM
TKaHU 110 TUITY 0TeKa, (hrbpo3a Wi CKJIepo3a, IepUBACKYTUTOM
W JIPYTUMHM U3MEHEHUSIMU CTPYKTYP OPOWTHI, BOBJICYEHHBIX B
BOCTIAJIUTENbHBI Mpotece [61].

JnddepennmanbHas JTMArHOCTHKA MOPAKEHUS OPraHa ciyxa
ITopaxkeHue opraHa ciiyXxa MOXET ObITb MEPBBIM U €IUH-
cTBeHHBbIM npu3HakoM ['TIA. ¥V 15% nauneHTOB paHHSIS auar-
HOCTHKA 3TOM MaTOJIOTMH 3aTpydHEHA M3-3a MHOXKECTBA CHMIT-
TOMOB, OTCyTCcTBUSI AHLIA U HEsICHBIX TMCTOJIOTUYECKUX TIPO-
sBieHuni [62]. CortacHO HOBBIM KJIACCHU(UKALIMOHHBIM KPUTEPUSIM
I'TIA ACR (American College of Rheumatology) / EULAR (Eu-

1"
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Taommua 2. Indpdepennuaibias JUATHOCTHKA MOPAKEHHIT OPraHa ciayxa
Table 2. Differential diagnosis of ear involvement

IToka3arenb JlokanbHas Ty0epky:es
¢opma I'TIA

CucrtemHbIe TosibKo 1pu nepexoae Ha

MPOSIBIICHUSI B TeHEPaIN30BaHHYIO (hopMy

AHLIA +/- +/-

JlnacKuHTECT, - =F

KBaHTU(HEPOHOBBII

TecT

Tucronornyeckas Hekaseupyroias rpanyiema, Ipanynema

XapaKTepUCTUKA vHGWIBTPaLMs HEUTPoDUIaMHU, € Ka3eO03HBIM
B TPETH CJIy4aeB BACKYJIUT HEKPO30M

OtBet Ha ABT Her Hert

IIpumeuanue. ABT — aHTUOMOTHKOTEpaTTUS.

HNudexuuoHHbie D03UHODUIBHBII HoBoo0Opa3oBanus
3a00J1eBaHus CpeIHuii OTUT

Ja Her Ja

+/- - +/-
Wndunprpanms Nubunsrpamms DJIeMEHTBI
HeuTpobuIamMu 203MHOGWIAMEI OITyXO0JIEBOTO pocTa
Jla Her Her

ropean Alliance of Associations for Rheumatology) 2022 r. [63],
MopaXeHue YITHBIX PAKOBUH M KOHIYKTUBHASI WM HEHPOCEH-
COpHasl TYTOYXOCTbh MMEIOT AMArHOCTUYECKYIO 3HAYMMOCTh, KO-
TOpasi OLICHUBAETCSI COOTBETCTBEHHO 2 U 1 GajlslaMU, U BHICOKYIO
crnenuduaHocTh (95% noseputenbHbIi nHTepBai, AW 89—97%)
M 9yBCTBUTEIHHOCTEIO (95% AU 89—97%). OtcpodyeHHast nuar-
HOCTHKA U HECBOEBPEMEHHOE JIeYeHe MOTYT CTaTh NMIPUIMHOMK
MpOrpeccupoBaHUsT 3a00JIeBaHNUSI Y TAKMUX TSKEJIBIX €TO TTOCTe I -
CTBMIA, KaK Mapajuy JUIEBOro HepBa, runepTpodruyecKuii ma-
XMMEHMHTIUT, TOJTHAs TyXoTa U cybapaxHOUIaIbHOE KPOBOU3-
JIUSTHUE, TIpUBOAsIIee K cMepTH [62]. CunTaeTcs, 4To pa3BUTHE
CpeIHEero OTHUTA CBSI3aHO JINOO C TIEPBUYHBIM IMOpakKeHUEM
MOJIOCTY U MPUIATOYHBIX TTa3yX HOCA ¢ AMCHYHKIIMEH eBCTaXUEBOM
TPYyOBI, TMOO C MPSIMBIM TTOPaKEHUEM CPETHETO yXa HEKPOTU3H -
pyloleii rpanyiaemoit [64, 65]. Bropas rpyrina cCMiMITOMOB 00-
yCJIOBJIEHA BOBJIEUEHUEM BHYTPEHHETO yXa U MpeACcTaBlIeHa Heli-
POCEHCOPHOI TYrOyXOCThbl0, KOTOpasi 4acTO COTIPOBOXKIAETCS
IIYMOM B YIIIaX WM TOJOBOKpYxXeHueM [65]. T. Mur u coaBT.
[66] coolrmin o cirydasix Hapy>KHOIO OTUTA C ATUITMYHBIM Te4Ye-
HueM. [lapanny nuieBoro HepBa, OOBIYHO BBI3BAHHBIN BOCTIA-
JICHUEM B ITOJIOCTH CPEIHEro yXa, BCcTpedaeTcs peako (y 8—10%
nanyeHToB) [65, 67]. CKpBIThIiI MACTOMIUT SBJISIETCS HEYACTBIM
CYOKJIMHUYECKUM OCJIO)KHEHUEM OCTPOTO MJIM XPOHUYECKOTO
cpenHero oTuTa. CUMITTOMBI, BBI3BAHHBIC TTIOCTOSTHHBIM BOCTIA-
JICHUEM B BO3AYLIHBIX KJIETKAX COCLIEBUIHOTO OTPOCTKA, BKITIOYAIOT
00J1b, TJTYOOKO JIOKAJTM30BaHHYIO B CPETHEM YXE U PETPOaypUKY-
JISIPHOM 00J1aCTU, KOHAYKTUBHYIO MTOTEPIO CIyXa Y MOBTOPSIIOIIUECS
3MU30/IbI IUXOPAAKU. Y OOJbILIMHCTBA MALMEHTOB OTOCKOMUYECKIE
WM3MEHEHUSI He BBISIBJISIIOTCS WJIA HaGJTFOaeTCsT TOTBKO YTOJIIIEHYE
b6apabaHHOU MepernoHKU. Takoil MaJOCHMMIITOMHBINA XapaKTep
3a00JIeBaHUSI YaCTO 3a[CPKMBACT IMPABWIbHYIO ITMATHOCTHKY.
OTCcyTCTBUE Tepaluu MacTOMAUTA MOXKET MPUBECTU K APYTUM
OCJIOKHEHMSIM, B TOM YHUCJE K Mapajaudy JULEBOro Hepsa [68].
JuddepeHimanbHasi IMarHOCTUKA CJIOXHA W 4acTo TpeOyeT
MHOTOYMCIIEHHBIX KOHCYJIBTALIUiA M 00CIIeOBaHUI, IPEXIE YeM
Oy/IeT YCTAHOBJICH COOTBETCTBYIOIINI TUAarHO3.

ITpu ocTphIX MHMPEKIINSIX ITEPBBIM IIIATOM SIBJISIETCSI MUPUH-
TOTOMUSI, 32 KOTOPOIA, IPY OTCYTCTBUM KJIMHUUYECKOTO YITyqIlIeHUS,
clieyeT aHTPOMACTOMIRKTOMUSI. BOIBIIMHCTBO aBTOPOB Mpe/-
MoJIaraloT, 4YTo OMOIICHS, KOTOpasl, COMIaCHO PeKOMEHIALIUsIM
[63], siBIsIETCSL OCHOBOIA IS YCTAHOBJIEHUS JUATHO3a, MOXET HE
JIaTh OJHO3HAYHOTO OTBETA B CJIydasX JIOKAIIM30BAHHOTO 3a00-
neBanus [62, 69]. IMonocTh cpenHero yxa v COCLIEBUAHBIN
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OTPOCTOK, MO JAaHHBIM OWOIICHM, Y OOJBIIMHCTBA IMAIlMEHTOB
00JUTEpUpPOBaHbI TpaHyJeMaTo3Hoil TKaHbo. K.O. Devaney u
coaBT. [69] HaGmomxaau Tunu4Hyto KaptuHy ['TIA Tonbko B 25—
33% o6pa31oB, B3SITHIX U3 CpeaHero yxa. Kak mpaBuiio, pu ru-
CTOJIOTMYECKOM MCCIICIOBAaHUY OTIPENEIISTIOTCS HeCcTieIMpruIecKre
BOCITAJIUTETbHBIC KJIETOUHBbIC MHMUIBTPAThl 1 HEKPOTHUECKHUE
TKaHU 0e3 BacKyiura [62], BbISBIEHME IIPU3HAKOB BACKYJIUTA
3aTPyIHEHO BBUIY OOIIIMPHOTO HEKPO3a U BHIPaskeHHOTO BOCTIa-
nieHus TkaHeit [70]. BmecTe ¢ TeM cnm3ucTast 000J104Ka CpeIHETO
yXa U COCLIEBUIHBIM OTPOCTOK UMEIOT HEOGOJIbIIIOE KOJIUISCTBO
KPOBEHOCHBIX COCYIIOB, UTO MOXKET OOBSICHITH OTCYTCTBUE ITPO-
SIBJICHUI BAacKyJIMTa B OMOMTATE CPEIHETO yXa U COCLIEBUIHOTO
oTpocTKa. Hanmune rpaHyieMaTo3HOro BOCaleHUS TpeOyeT Mc-
KJIIOUEHUS TyOepKyJie3a ¢ MCIoIb30BaHueM JlnackuHTecTa, KBaH-
tudepoHoBoro tecra u KT opraHoB rpyaHoii kietku. bonee
BBICOKAsT YaCTOTa UCTUHHO TTOJIOXKHUTETbHBIX PE3YJIbTaTOB OTMe-
YJaeTcst IpY OMOTICHY TTOJIOCTH HOCA U TIPUAATOYHBIX ITa3yX Hoca
[71]. Bcem nauueHTam ¢ KJIMHUYECKOW KAPTUHOM CKPBITOTO Ma-
CTOM/IWTA U ITapaJIMuOM JIMIIEBOTO HEPBa ITOKa3aHbI OTIpee/ICHIE
ypoBHst AHILIA, a takke KT wiu MPT rojiossl u 1eu [62].

JuddepeHumnanbHas AMarHOCTHKA BKJIIOYAET 32001 BaHus,
BBI3bIBaIOIIME pedpaKTePHBI CPEIHUN OTHUT: XOJEeCTeaTOMY
CPEIHETo yXa, XOJIEeCTEPUHOBYIO TPaHyJeMy, 203MHOMUILHBIN
CPEIHUI OTUT, TYOEPKYie3, HOBOOOPa30BaHUS (3I0KaYeCTBEHHAST
OITyXO0JTb, BOCITAJIUTEIbHASA MUODUOpOOIacTUIECKAs OITyXOJIb 1
T. .) ¥ ayTOUMMYHHBIE 3a00J1eBaHus1, oTanyHbie oT AHILIA-ac-
COLMMPOBAHHBIX BACKYJIMTOB (cuHaApoM KoraHa, y3eJKOBbIii 1o-
nuaprepuut, [gG4-C3; tada. 2).

Tepamus gokanabHoi hopmer TTTA

B nHacrosiee Bpemsa Tepamnusi JokaabHO dopmbl ['TIA
MpeNCTaBIsieT ONpeieeHHbIe TPYAHOCTH, TaK KaK OTCYTCTBYET
€IMHBII MPOTOKOJ BeACHUS MALIUEHTOB U JIeYeHUE TIPOBOAUTCS
0O0JIbILIeli YACThIO OMITUPUUYECKH, C YYETOM AKTUBHOCTH U TSIKECTH
niposiBiienuii 3aboneBanus. B 2021 . ACR coBmecTHO ¢ PoHIOM
BackynutoB (Vasculitis Foundation) mpencraBuiy oGHOBIEHHbBIE
pexoMeHaalMu 1o jedyeHuto namreHToB ¢ AHLIA-cBsI3aHHBIMU
BacKyJuTamMu [72], B KOTOPBIX BaXKHOE MECTO OTBOIUTCS MPH-
MEHEHMIO TeHHO-UHXEHEPHbIX OMOJOTUYECKUX IMPEernapaTos.
ITpu oTcyTCcTBUM Yrpo3bl ISl KU3HU U MOPaXEeHUs XKU3HEHHO
BaXKHBIX OpPraHoB JedyeHue riokokoptukouaamu (I'K) B coue-
TaHUU C METOTPEKCATOM B J103€ 25 MT/Hell peKOMEHIyeTCs TIPe-
MoYecTh Ha3HaYeHMIo LnKiIodochamuna (LID), mukodeHomara
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ModeTua, azaTuornpuHa 1 putykcumada (PTM) [72]. [TauuenTam
C BOCIMAJUTEIbHBIMU U3MEHEHMSIMU U/MJIM OObeMHBIMU 00Opa-
30BaHUSIMU B HOCOIJIOTKE, opraHax ciyxa u 3penus npu ['TIA B
MepBYIO OYepeib PEKOMEHIOBaHa MMMYHOCYTIPECCUBHAST TeparTvst
[73,74].J.U. Holle u coasr. [75] y 41% nauueHTOB C OpaXkeHUEM
OpOUTHI HAOIIONAIM TIPOTPECCUPOBAHUE TIPOIIECCa, HECMOTPS
Ha couetanHoe JieyeHre 'K u LI®, uro moTpedoBano mpuco-
enuHeHust PTM. IpanyineMaTo3Hble MU3MEHEHMsI, KOTOPBIE Mpe-
BaJIMPYIOT MPU JIOKAJIbHOU (popMe, accOMUPYIOTCs ¢ 60Jiee Bbl-
COKOIf 4YaCTOTOM MeCTPYKTUBHBIX TTOBPEXIeHWI (Tiepdopalinst
HOCOBO TeperopoiKku, CeIoBuaHas nedopmaiust Hoca, Ts-
JKEJIBI MMAaHCHMHYCUT C pacTpoCTpaHCHWEM TpaHyJIeMaTO3HOM
TKaHU B OpOUTY) U BO3MOXKHBIM Pa3BUTHEM IPOTHOCTUYCCKHU
HeOIaronpUsITHBIX OCIOXKHEHUI, TAKMX KaK OCTpast AbIXaTeJbHast
HEIOCTaTOYHOCTh M3-3a MOJACKIAI0YHOIO CTEHO3a WU MOTeps
3peHUs BCJEACTBUE OpOUTAIbHON rpaHyaemsl [75]. T1pu Takux
aKTUBHBIX BOCTIAJIUTEIbHBIX U3MEHEHUSIX 1/ WU pepakTepHOM
TEUECHUU JIOKATbHOU (POpMBI 1ieJecooOpa3Ha MMMYHOCYIIpEC-
cuBHas Tepanus, oobiyHO BKtovatomas 'K u PTM wim L.
ITo maHHBIM HaOJIOIATEIBHOTO KCCienoBaHus [76], MHIYK-
nroHHas Tepanus LI® Obl1a 2 GeKTUBHON y 4 13 6 TallMeHTOB

C 9HIOOPOHXMATBHBIM CTEHO30M U Y 1 M3 7 OOJIBHBIX C TTOACBSI-
304YHBIM CTEHO30M FOPTaHU; B CBOIO 0UYepe/ib, B pe3yJIbTarTe Jieue-
Hust PTM pemuccenu 1ocTuriy 3 u3 4 almreHTOB ¢ MOJACBSI30YHbIM
CTEHO30M roptaHu. HecoMHeHHa HEOOXOAMMOCTbD TaTbHEUILIErO
uzyvyeHus apdexkruBHoctu u nepeHocumoctu PTM y nanHoi
KaTeropuu 6OJIbHBIX.

3akmoueHue

Takum obpaszom, nokanbHas popma I'TIA xapakrepusyercst
BaprabeTbHOCTHIO KIIMHUIECKUX MPOsIBIIeHni. IHOTIa oHa mMeeT
OBICTPOIIPOTpECCUPYIOIee M MOJTHUEHOCHOE TeUeHUE, TI03TOMY
paHHSISI TMaTHOCTUKA MOXET YJIyUIIUTh IMTPOTHO3 Y TAKWX TaIly-
eHTOB. be3ycioBHO, maHHas MaTOJOTHS TIPEACTaBISIET COOOM
MYJBTUAMCHUTUIMHAPHYIO MPOOJEMY M MOXET BCTPETUTHCS B
MpaKkTUKe KJIWMHULIMCTOB Pa3IMUHbBIX CIELUMATbHOCTEH (MHTEP-
HHCTOB, OTOJIAPMHTOJIOTOB, OKY/IMCTOB, MH(MEKITMOHUCTOB M JI.).
JuddepeHiimanbHass 1MarHoCTUKa 3a0osieBaHuUsl TpeOyeT Mpo-
BEIEHMS TIIATELHOTO ONPOCa U BCECTOPOHHETO KIMHUKO-JIa-
0OpPaTOPHOTO U UHCTPYMEHTAJILHOTO 00CIe10BaHUST OOJILHOTO C
11110 BeprbUKaIMK [MarH03a U CBOEBPEMEHHOI0 Ha3HAYEHMST
aJieKBaTHOM Teparnuu.
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