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Pesiome

[paHynemato3 ¢ nonmaHrumTom (IMA) npencrasnseT co6oi rpaHyneMaTO3HO-HEKPOTU3UPYHOLWMIA BACKYIUT, aCCOLUMPYHOLLMIACS
C AaHTUHEUTPOPUNBHBIMKU LUTOMNA3MATUYECKMMUM aHTUTeNaMu. KnnHudeckas kaptuHa [TIA xapakTtepu3syeTcs WKMPOKMUM CMEeKTPOM
NposIBNEHWI, BKNOYAs HecneunduUyeckme CUMMNTOMBI, MOPAKEHUS BEPXHUX, HUKHUX ObIXATeNbHbIX MyTEN U rNoMepynoHedpuT.
B cTaTtbe npeactaBneHo HabntoaeHMe 3a NaUMEHTOM B TedeHue 12,5 neT, y KOTOporo B Havane 3aboneaHus, Hapsay ¢ xkanobamum
Ha HefL,OMOraHue, cnaboCTb, CHUXKEHME anneTuTa U NoTepto Macchbl Tena, 0TMEYANMUCH CbiNb FEMOPPArMyeckoro xapakrepa, npoTeu-
HYpPUS, IPUTPOLLUTYPUS, CHUXKEHME CKOPOCTU KNYHOUKOBOM GUANLTPALMM U MOBbLILIEHWE YPOBHEW KPeaTUHWHA U MOYeBUHbI. [ocne
MONIOXUTENBHOIO pe3ynbTaTa Ha onpefeneHue aHTUHENTPODUIBHbBIX LMTONNA3MaTUYECKMX aHTUTEN U pe3ynbTaToB Hedpobuoncum
C KapTMHOW rnoMepynoHedpuTa C pa3BUTUEM [NOMEpPYNIOCKNepo3a U Grbposa nonynyHWUin (ONUrOMMMYHHbIM BapUaHT) NaLUeHTy
BbICTaBNeH AnarHo3 «IMA» 1 HayaTa MMMyHocynpeccnBHas Tepanums. CnycTta noutu 8 net nocne MaHudectaumm IMTA Ha doHe
MOCTOSIHHOM MaTOreHeTUYeCKoW Tepanumn y 601bHOTO NOSBUAMCH XKanobbl HA NMPUMYXN0CTb NEBOMO [1a3a, yBeNMYEeHME ero B 06b-
eMe U ABOeHue B rnasax. [1pu KoMnboTepHOM ToMorpadum ronoBbl AMarHOCTMPOBaHO 0b6beMHoe 06pa3oBaHMe NeBoi opoUTHI.
Mpyu MOpdONOrMyeckoM UCCIefoBaHUM MCCEYEHHOTO 06Pa30BaHUS YCTAHOBIEHO, YTO OHO UMEET BOCMANMUTENbHYH NPUPOAY Ha
toHe BackynuTa. OCO6EHHOCTb NPeACTaBAEHHOrO Cy4as COCTOMT B TOM, YTO /1a3Hble NPOSIBAEHWS Pa3BUIMCH Y NALMEHTA CNYCTS
8 neT OT MOMeHTa MaHudecTaummn 3aboneBaHms Ha GoHe MOCTOSHHO MPOBOAMMOMN MMMYHOCYNPECCUBHOM TepanMu B YCIOBUSIX
nabopatopHoit pemuccum IMIA.

KntoueBbie cnosa: AHLLA-accouMMpoBaHHbI BaCKyIUT, AMArHOCTUKA, HOBOOOPpa3oBaHWe opbuTbl, KOMNbIOTEPHas ToMorpadus,
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Abstract

Granulomatosis with polyangiitis (GPA) is a granulomatous necrotizing vasculitis associated with antineutrophil cytoplasmic
antibodies. The clinical picture of GPA is characterized by a wide range of manifestations, including nonspecific symptoms, signs
of damage to the upper and lower respiratory tract and glomerulonephritis. The article presents the observation of a patient
for 12.5 years, who at the beginning of the disease, along with complaints of malaise, weakness, decreased appetite and weight
loss, had a hemorrhagic rash, proteinuria, erythrocyturia, decreased glomerular filtration rate and increased creatinine and
urea levels. After a positive result for antineutrophil cytoplasmic antibodies and the results of nephrobiopsy with evidences
of glomerulonephritis with the development of glomerulosclerosis and fibrosis of the crescents (pauci-immune variant) with
a moderately pronounced tubulointerstitial component, the patient was diagnosed with GPA and immunosuppressive therapy
was initiated. Almost 8 years after the manifestation of GPA during continuous pathogenetic therapy, the patient complained
of swelling of the left eye and its increase in volume, diplopia. Computed tomography of the head revealed a mass of the left
orbit. Morphological examination of the excised mass revealed its inflammatory origin as consequence of vasculitis. The special
aspect of the presented case is that ocular and orbital pathologies of GPA developed in the patient 8 years after the initial
manifestation of the disease against the background of ongoing immunosuppressive therapy in conditions of laboratory remis-
sion of GPA.
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BBEAEHUE

lpaHynemaTo3 ¢ nonanaHrumtoMm (IMIA), paHee 0603Ha-
YaeMblit TEpMUHOM «rpaHyneMaTto3 BereHepa», - peakoe
XpOHMYeckoe BocnanuTenbHoe 3aboneBaHune, KOTOpoe Xa-
pakTepu3yeTCs COCYLWUCTbIM BOCMANEHUEM ayTOMMMYHHOW
npupognbl [1-5]. TTIA accounmnpyeTtcs ¢ aHTUHERTPODUIb-
HbIMW LMTOMNNa3MaTuyecknumu aHtutenamm (AHLLA) npotus
cneunduyeckux LUToNNasMaTUYeCcKnx KOMMOHEHTOB Hellt-
TpodMNoB — CEPMHOBOM MPOTEMHA3LI 3 U pexe Muenone-
pokcuaassl [2, 6-9]. [Matomopdonornyeckn BaCKyauT xa-
paKTepu3yeTcs HEeKPOTU3IUPYHLWMM FPaHyNeMaTo3HbIM
BOCMaNeHMEM NPEUMYLLECTBEHHO COCYA0B MENKOro U Cpef-
Hero kanubpa [6].

Mpwu TTIA MoxeT HabnNtoaaTbC MOPAXEHWE NPaKTUYECKM
NobOro opraHa A CUCTEMbI B BUAE BAaCKYIUTUYECKOTO WK
rpaHynemartosHoro npouecca [10]. Hanbonee yacto 3abone-
BaHWe NPOSIBNAETCH MOPAXKEHUEM BEPXHUX AblXaTeNbHbIX My-
Tel (pUHOpes, CUHYCUTbI, 3a10XKEHHOCTb HOCA) U HUXKHUX Abl-
XaTe/bHbIX NyTen (Kallenb, 0AbllKa, KpoBOXapkaHbe) [10, 11].
Y 6onblunHCTBA NauuneHToB C [TIA pa3suBaeTcs nopaxexue
noyek, Hepeako MposBNAKOLLEECS B BUAe HedDpPUTUYECKO-
ro CMHAPOMA C NpOoTeMHYpHen He HedpPOTUYECKOro YPOBHS,
MWHUMANIbHOM 3pUTPOLMTYPUEN 1 unanHapypuen [6, 8, 10].
Pexxe pa3BMBaETCS NopaeHWe LEeHTPasbHOW HEPBHOM CU-
CTEMbI, OpPraHa cayxa, KOXu, CepaeyYHo-CoCyancTon cucre-
Mbl, Xenyao4YHo-kuweyHoro Tpakta [10-12]. YacroTa rnas-
Hoin natonorum npwu ITIA coctaBnget 40-50%, npu 3ToM
B 8-16% cnyyaeB odTanbMoNaTus BbICTyNaeT B KaYecTBe
nepBMYHOro NposiBneHuns 3abonesanmns [13-15].

Mbl npencTaBnsem onutensHoe HabnoaeHWe 3a NaumeH-
ToM ¢ [TIA, y KOTOPOro nNopaxeHus rnasa M opouTbl NPOsSBU-
N1Cb cnycTa 8 neT nocne Havana 3abonesaHus.

KJIMHUYECKUIA CNTYYAHA

MauneHT X. 48 net noctynun B Hedponornyeckoe ot-
penexne LleHTpanbHOM ropoaCKOW KIMHUYECKON BONbHU-
ubl N21 r. JoHeuka 25.03.2024 r. c )xanobamu Ha obuLyto cna-
60CTb, CHUXEHME 3peHMs Ha NeBbIi a3, rofNoBHy 60sb,
rO/I0BOKpPYXKeHMUe.

CumtaeT ceba 6onbHbIM C deBpang 2009 r., koraa
BMepBble MOBLICMNOCH apTepuanbHoe nasnexue (AL) oo
150/100 MM prT. cT., 0TMeyYanocb Hebonblloe HOCOBOE Kpo-
BoTeyeHune. 06cnenoBancs n neumncs aMbynatopHo, B 06LLmMX
aHanM3ax KpoBM M MOYM — H6e3 NaTonorMyeckmx U3MeHeHuM.
B anBape 2011 r. (B8 Bo3pacTe 35 net) neunncs y oTOpuHO-
napuHronora no nosoay ranmopwmta. B asrycre 2011 r. ve-
pe3 2 HeA. Noc/ie MHCONAUMKU OTMETUN HeloMOoraHue, obLLyo
cnabocCTb, NOBbLIWEHHYIO YTOMASEMOCTb, CHUXKEHME anneTu-
Ta M Maccel Tena (noxygen Ha 17 kr 3a 4 mec.), bnegHocTb

KOXHbIX nokposoB. 07.09.11 r. nogBmnacb remopparunye-
CKas CbiMb Ha KOXE rofieHei, No NoBoLy Yero naumeHT o0b-
paTMACa K y4acTKOBOMY TepaneBTy. Ha3HayeH npeaHM30/0H
(30 Mr/cyT), u B TeYeHWe 3 fHEW CbiMb YaCTUYHO perpeccmpo-
Bana. Yepes HeCKONbKO AHEN OTMETUN NOSBNEHME FONOBO-
KPY>KEHMS, MENIbKAHUS «MYLLIEK» Nepe[, ra3amu, OfblLLKK Npy
He3HaYMTENbHOM PU3MYECKONM Harpy3ke, y4allleHHoe cepaLe-
6ueHmne, 601b M OTEYHOCTb NPABOro roNEHOCTONHOTO, OKTE-
BOrO, /IEBOTO Jy4€e3ansicTHOro, MexdanaHroBbIX CYyCTaBOB Ku-
CTW, peunamMBMpOBana CbiMb reMOpparMyeckoro xapakrepa
Ha KOXe roneHen, KoTopas pacnpocTpaHsanach Takxke Ha be-
npa.ns obcnenoBaHms v yTouHeHus amardosa 13.09.2011 .
60NbHOM rOCNUTANUM3NPOBaH B HedponornMyeckoe otaene-
Hue LleHTpanbHOM ropofackon KnnHuyeckon 6onbHmLbl N1
r. DoHeuka. Mpu noctynneHunn B obLWweM aHanM3e KpoBM:
HOPMOXPOMHasa aHemusa (remornobuH 55 r/n, aputpoum-
bl 2,41 x 10%2), TpomboumTos (585 x 10°), yckopeHHas CO3
(61 Mm/4), B 06wem aHanuze mouu: npotenHypus (0,35 r/n),
M3MEHEHHbIe 3puTpounTsl (00 15 B N/3p) u umnnHapypus. Pe-
3yNbTaTbl UCCIELOBAHWM, BbINMOMHEHHbBIX B MOMEHT NOCTyMN/e-
HWS U B TeYyeHue BCero nepuopa HabnoneHus, npeacraene-
Hbl B mabsuue v Ha puc. 1.

Bo Bpems npebbiBaHMs B CTaumoHape 60/1bHOMY BbINon-
HeHbl UMMyHONornyeckue nccnenoBanmns (16.09.2011 r): ob-
HapyxeHbl AHLLA, TN cBeYyeHUs — uMTOMNNa3MaTUYECKUH,
aHTuTena K HatueHom [IHK - B npegenax pedepeHcHbIX 3Ha-
YyeHui. Ha 0CHOBaHWM KIMHUYECKOW KapTUHbI, aHaMHe3a, pe-
3yNbTATOB NabOPATOPHbIX UCCIEN0BAHUI BbICTABNEH AMArHO3
«AHLLA-accouMMpoBaHHbIA CUCTEMHBIMA BACKYNUT C Nopaxe-
HWEM MOoYeK, aHEMUS CPEAHEN CTeneHu TAXeCTU, apTepuarnb-
Has rMnepTeH3nsy.

YunTbiBas BbICOKYK KAMHWKO-NabopaTOpHY aKTMB-
HOCTb 3aboneBanus (¢ 14.09.2011 r.) Ha3HayeHa coyeTaH-
Hag Nynbc-Tepanua MetTunnpeaHmsonoHoM (MM1) 1000 mr Ne3
n unknodochamuoom (LLA) 400 mr N21. Takxke naumeHT no-
Nyyan gekcameTasoH 24 Mr/cyT, npenapartbl Xenesa, aHTU-
rMnepTeH3MBHblIE NpenapaTbl (3HaNanpua, aMAOLUMUH), UH-
rmbuTopsbl NpoToHHOM nomnbl (omenpason). C 17.09.2011 .
[LLOMONHUTENBHO K NeYeHuto HasHaveH MI1 32 Mmr/cyT per os.
€ 19.09.2011 r. U®d - 400 mr B/M 1 pa3 B Hegento N22, ye-
pe3 2 Hep, (c 04.10.2011 r.) LL® - 200 mr /M 1 pa3 B Hegento.
B oTneneHMu naumeHT ocMaTpuBancs OTOPUHONAPUHIONOTOM:
BMAMMOW NATONOMMM CO CTOPOHbI TOP-OPraHOB BbISIBNIEHO HE
6b1n10. Boinncan 14.10.2011 r.

CHosa6psa 2011 r.no anpenb 2012 r. 66110 NpoBeaeHo elle
4 ceaHca nynbc-Tepanuu MM u LL®. Mexay ceaHcaMu naum-
eHT nonyyan LL® 200 mr e/M 1 pa3 B 7 aHeit. [lo3a MI1 B Te-
YyeHue 6 MeC. CHMXeHa € 32 oo 8 Mr.

Ha ¢oHe npoBoaumoit Tepanuu Yyepes 9 mec. Habnto-
[lanacb CyLWeCcTBEHHAsN MONOXMUTENbHAN AMHAMMKA: YMEHb-
wunack obuwas cnaboctb, cTabunusmnpoBanacb Macca Tena,
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Ta6nuya. lnHamrka nabopaTopHbIX MOKA3aTeNen U pe3ynbTaToB CNUPaNbHOM KOMNbIOTEPHOM TOMOrpadum ronosbl Ha GoHe neve-
HMS Yy NaumeHTa B nepuopg HabnwoaeHns ¢ 2011 no 2024 .
Table. Changes in laboratory test results and head spiral computed tomography findings during treatment in a patient during

the follow-up period from 2011 to 2024

06wui aHanus KpoBu:

UMetoT BOCMANK-
TeNbHbIi XapakTep

CM3NCTOl NEBOW BepX-
HeYeslCTHOI Nasyxu

* 3puTpOLMTHI, x10'%/n 2,41 5,03 456 5,42 5,28 5,73
* 1|BETOBOJ NOKa3aTeNb 1,0 1,0 0,9 0,9 1,0 1,0
* [eMOrN00OUH, I/n 55 154 151 155 176 170
* TpoMboumThl, x10%/n 585 255 290 226 153 260
* [eMaToKpuT, % 224 45,6 H/n H/I /0 47
+ C03, MM/ 61 2 7 3 7 2
o neiikoumTbl, x10%/n 8,0 9,3 79 147 78 9,4
* 303MHOGUNLI, % 2 1 1 1 1 1
* ManoyKoALepHbIe, % 6 5 1 2 1 1
* CErMEHTOALEpHbIE, % 63 62 59 60 56 60
o MMQoLUTI, % 21 25 26 27 31 30
* MOHOLMTbI, % 8 7 13 10 11 8
06wwit aHanu3 Mouu: 1016
* OTHOCHTENbHAA NNOTHOCTb 1007 0.83 1018 1015 1018 1025
* Genok, r/n 0,35 H . 0,08 0,00 0,00 0,22
* [I0K033, /N HeT -3 HeT HeT HeT HeT
* NIEAKOLMTI, /3P 105 /am. 23 0-3 0-3 no5 0-1
* IPUTPOLWTBI, 1/3p u3m. ao 15 I'MaJ'IM.HOBbIe u3m. go 10 HeT 0-1 0-1
* UMAMHAPbI, N/3p TMANMHOBbIE ’ 0-1 HeT 0-1 HeT
10-12 3epHUCTbIE 10
10
CyTOuHbII aHanu3 Moum:
* CYTOYHbII Anypes3, N 14 0,740 1,365 1,2 11 1,5
* T1I0KO34, I/N HeT HeT HeT HeT HeT HeT
* 6enok, r/n 0,3 0,9 0,07 HeT HeT 0,2
* CyTOYHbIE NoTepu benka, r/cyT 0,42 1,67 0,096 0,00 0,00 0,3
Mpo6a 3umHuuKOrO:
* CYTOuHbIA fuypes3, M 1,4 0,740 1,365 1,2 1,1 1,5
* konebanua otHocuTenbHoi | 1005-1012 1010-1016 |1002-1018 1010-1016 1011-1018 1012-1025
MOTHOCTH
buoxummuueckuin aHanus
KpoBY:
o C-peakTuBHbIit 6enoK, Mr/n 138,6 6,2 24 1,6 1,9 3,3
* [71I0K03a, MMO/Ib/N 6,1 5,3 5,8 47 44 42
* 00K benok, r/n 66 63 78 74 66 69
* MOYEBMHA, MMOJIb/N 18,31 479 3,74 5,58 5,68 7,28
* KpeaTuHWH, MKMONb/N 207 140 115 122,39 151 107
o CK®, mn/muH (CKD-EPI) 49 55 68,2 61,9 477 70,3
* 06WWuii GyUMpY6UH, 11,8 5,6 14,9 13,6 171 121
MKMOJb/N
« NT,Ep/n 1,75 0,7 0,38 0,42 0,50 0,36
* ACT, En/n 0,48 0,32 0,18 0,22 0,15 0,54
CocrosHue nocne one- | KT-npu3HaKoB MweMUYecKoro
30;?::;4:2: 0(;'62;%3'_ PaTMBHONO JIEYEHUS — | HApYLUEHMS MO3rOBOTO KPOBOO-
Tol C pacnpocTpate- ynaneHus 06pa30BaHus | GpalLieHms, reMopparuyeckoro
HUEM B MSTKHE nesoii opbuTbl. UHay- cofiepuMoro u 06bemHbIX 0bpa-
paTuBHbIE M3MEHEHUS | 30BaHMIA BELLECTBA MO3ra He
;';i: ;ami:ggﬁew petpobyn b6apH917| BbIABIEHO. ﬂeBOCTOpOHHI/IIZvBchy-
K 1680 FaiMOpO- KNETYaTKu N1eBOIA OpoU- | AATUBHBIM CUHYCHT, CPEAHMNA oTwT.
BOi nazyxi, k300~ Tbl C y4eTOM Hannuns | CTpYKTypHble U3MEHeHMs NEBOH
KT ronosbl, TaNlbM C1eBa. Mame- | VHECTKOB HaKOMeHUs OpOUTbI C HaNIMUMEM YTONLLEHMS!
3aK/oueHne HeHIS KneT O.K KOHTPACTHOrO Belle- | HepBa, YTOMLLEHHS MbILLEYHbIX
TMpAMIIKHA CTBa, HE/Mb3A UCKTKOMTH | CTPYKTYP, MOBbILLIEHMEM MNOTHOCTH
M COCLLEBUIHON prolongatio morbi. peTpobynbbapHOi XXMPOBOH KieT-
OTPOCTKa Nesoii CHukeHue nHeBMaTH- | vatku. B neBoit BepxHeuentocTHol
BUCONHOI KOCTH 3aLMM SiueeK BUCOUHBIX | MasyXe HebOMbLLON YpOBEHb Xu-
’ Kocreli cnesa. [lonmno- | KOCTW Ha GOHE YTONLEHUS Cu3m-
BEpOATHEe BCero, .
BU[IHOE YTONLLEHHE CTOMA, TOTa/IbHOE CHUKEHME MHEB-

MaTH3aLM NIeBOTO COCLIEBUAHOTO
0TpoCTKa ¥ HapabaHHoit monocTu
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Ta6nuua (okoH4aHue). LlnHaMmka nabopaTopHbIX MOKA3aTeNen U pe3ynbTaToB CNMPabHOM KOMMNbIOTEPHOM TOMOrpaduu ronosbl
Ha doHe neveHns y naumeHTa B nepuon Habnwpermsa ¢ 2011 no 2024 r.
Table (ending). Changes in laboratory test results and head spiral computed tomography findings during treatment in a patient

during the follow-up period from 2011 to 2024

€14.09.2011r.
&{1"‘1’868%”@ €16.07.2012r.| M
LI 400 mr N91)" M 4-8 mr/cyt; | 8-4 mr/cyT;
Jleyenune €17.09.2011 r’ L 200 vr | Lid 200 mr
MIT 32 mr/cyr, 21 §a3 21 [3)33
LD 400 Mr B2-3Hen. | B2-3Hen.
1 p/Hen,

25.12.2019.
panchmranal | c16.03.2020r € 25.03.2024r.
MM X—s ‘:,Ir/c | M8 mr/oy MM 8 mr/cyT;
Lid 200 mr 1 EJ:B LI® 25 mr yepes fieHb Li® 50 Mr yepes feHb
B 2-3 Hep,.

lpumeyarue. CO3 - ckopocTb ocefanuns 3putpoumnToB; CKD - ckopocTb knyb6oykoBoi dunbTpaumnmn; AJIT - anaHnHaMuHoTpaHcdepasa; ACT - acnaptatamuHoTpaHcdepasa; CKD-EPI - oueHka CKD
no Chronic Kidney Desease Epidemiology Collaboration; KT - koMnbtoTepHas Tomorpadus, MIM - metunnpeaHusonoH; LI - umknodochamua; n/3p - none 3peHns; H/A — HET faHHbIX.

PucyHok 1. [luHaMMKa OCHOBHbIX KNWMHUKO-NAB0paTOPHbIX NOKa3aTenei 3a nepuos HabnoaeHus
Figure 1. Changes in major clinical and laboratory test results during the follow-up period
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KYMUPOBaH CYCTaBHOW CMHAPOM, CbiMb MOMHOCTbIO Perpeccu-
poBana. Ynyylmancb reMatonormyeckme nokasatenu (nosbl-
CUANCH YPOBHWU 3pUTPOLMTOB, reMornoburHa, cHnsunace CO3).
OnHaKO COXpaHSINCb U3MEHEHMS B @aHANM3axX MOYM (MUKPO-
remMaTypus, ULMANHAPYPUS, CHUKEHWNE OTHOCUTENbHOM NNOT-
HOCTK Moum B npobe 3umHuukoro 1010-1016). Mpu 3tom
Hapocna NpPoTEUHYPUS C MUHMMANBbHOW LO YMEPEHHOM
(c 0,42 po 1,67 r/cyt). CoxpaHsanoch NOBbIWEHME NoKa3aTe-
nel a30TUCToro obMeHa (mabi.) U CHUXKEHHAA CKOPOCTb Kiy-
604koBon GunbTpaunm (55 MA/MUH).

B utone 2012 r. 6onbHOMY OblNa BbINONHEHA MUHWU-MHBA-
3MBHas YpecKoxHas Hedpoburoncmsa NeBoi NOYKM Nof, KOH-
TponeM coHorpaduu. 3akntoverme: AHLUA-accoummnpoBaHHbIN
BACKY/NUT C pa3BUTMEM ObICTPONPOrPeCcCUMpYIOLLErO FoMe-
pynoHedpuTa C pasBuTMEM rnoMepynockneposa u ¢ubpo-
33 NONYAYHUI (OIMFTOMMMYHHbINA BapmMaHT, pauci-immune)
C YMEPEHHO BbIPaXXeHHbIM TYOYNOMHTEPCTULMANBHBIM KOM-
NMOHEHTOM (C nMpeobnagaHnem atpoduu KaHanbLEeB M Haya-
JIOM MHTEpCTULManbHOro Gubpo3a).

TakuMm 06pa3oMm, Ha OCHOBAHUM KAMHUYECKOW KapTUHDI,
aHaMHe3a 3ab0neBaHus, pe3yNbTaToB MHCTPYMEHTANbHbIX, a-
60paTOPHbIX U TMCTONOMMYECKUX UCCNEA0BAHUIM BbICTaBNEH
amarHos «[MA, AHLLA-accoumMmnpoBaHHbIM, XpOHUYeCKoe Teye-
HME, MMHUMANbHas CTeNeHb aKTUBHOCTU C MOPaXXEHUEM MOYEK:
BTOPUYHbIV [IOMepPYNOHedPHT, U30/IMPOBAHHbBIN MOYEBOW CHH-
LpOM (ONIMFOMMMYHHBIV BapWUaHT), C YMEPEHHO BbIPaXKEHHbIM
TyOYNOMHTEPCTULIMANBHBIM KOMMOHEHTOM, C NpeobnagaHueM
aTpoduM KaHanbLEB M Ha4yanoM MHTEpPCTULMANbHOMO Grbpo-
3a (Hedpobuoncusa ot 09.07.12 ), xpoHuyeckas 6onesHb no-
yek, ctagms C3a; C apTepuanbHON TMNepTEH3MEN, MOPAKEHN-
€M CYCTaBOB, aHeMuel U aCTEHOBEreTaTMBHbIM CUHAPOMOMY.,

MauneHT npofoKan noayvyaT UMMYHOCYNPECCUBHYHO
Tepanuto: MIM 4-8 mr/cyr, LI 200 mr 8/M 1 pa3 B 2-3 He-
Llenun, aHTUrMnNepTeH3MBHbIE Mpenaparthbl, BbINOAHAN amby-
NaTOPHO aHanu3bl Mouu, KpoBu, namepsan A CamovyBCTBUE
0CTaBanoChb yAOBNETBOPUTENBHBIM, UMdpbl ALl B npeaenax
140/95-130/80 mm prt. cT. Ha doHe NpoBOAMMOW Tepanum Co-
CTOSIHME 0CTaBaNoCh CTabUAbHBIM C KIMHMKO-N1abopaToOpHOW
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PucyHok 2. ponTos, 0TeK U rMnepemMus BeK NeBoro rnasa
21.03.2019 .

Figure 2.Proptosis, oedema and hyperaemia of the left
eyelids, 21 March 2019

®otorpacmposaHme, COXpaHeHUe 1 nepeaada CHUMKa 415 Ny6AUKaLMW B HAYYHOM XypHane
NpOM3BeaEeHb! C MMCbMEHHOTO COTNAcKs NauMeHTa (MMeeTcs B peAakLmm)

Pucynok 3. CKT ronoBbl, akcManbHas npoekums. MarkotkaHoe
o6pa3oBaHue NeBoi opbUTbl, pacnpoCcTpaHatoLLeecs Ha nate-
panbHY0 NPSMYIO MbILWLY FNa3HOro S6510Ka. Jk30dTanbm

Figure 3. Axial head SCT scan. Soft tissue mass in the left

orbit, extending along the lateral rectus muscle of the eyeball.

Exophthalmos

PucyHok 5. CKT, akcuanbHas npoekums. MarkotkaHoe obpa-
30BaHMWe N1eBOM OpOUTbI, PACNPOCTPAHAIOLLEECS HA MMA3HUYHYIO
4aCTb IEBOrO 3pUTENBHOIO HepBa

Figure 5. Axial SCT scan. Soft tissue mass in the left orbit
extending along the orbital part of the left optic nerve
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pemuccuei. [epeHOCHMMOCTb NPOBOAMMON Tepanuu 6bina
YAOBNETBOPUTENbHAS, NALMEHT BEPHYCS K TPYAOBOM Aes-
TeNbHOCTU.

C auBaps 2019 r. nauMeHT OTMETUN NPUMYXIOCTb IEBOTO
rnasa, ysenunyeHue ero B obbeme, NosBMAOCH ABOEHME B MNa-
3ax (puc. 2). Mepuoanyeckn oTMeYan rofioBOKPYXeHUe, CHU-
XeHue cnyxa Ha nesoe yxo. B mapTe 2019 r. BbINoAHEHA KOM-
nbtotepHas Tomorpadus (KT) ronossl (puc. 3-6). 3akaoueHne:
0bbeMHoe 06pa3oBaHue NeBo OpbUTHI C pacnpoCTPaHEHU-
€M B MArKuMe TKaHM No XO4Y naTepanbHON CTEHKW NEBOWM ran-
MOpPOBOM Na3yxu. Ik30dTansm cnesa. MI3MeHeHUs KNeTok nu-
paMUIOKM U COCLEBUAHOIO OTPOCTKA I€BOM BUCOYHOWM KOCTMH,
BEPOSTHEE BCEro, UMEIOT BOCMANUTENbHbIA XapakTep.

Ha puc. 3-6 npenctaBneHbl CHUMKM CMMPANbHOM KOM-
nbtotepHoi Tomorpadum (CKT) ronosbl, BbINOAHEHHOW B Map-
Te 2019 r.

PucyHok 4. CKT ronoBbl, akcuanbHas npoekums. MarkotkaHoe
06pa3oBaHue neBoit opbuTbI, paCNpoCTpPaHAtoLLEeCs Ha BepX-
HIOKO MPSIMYHO MbILULY Fa3HOro S610Ka

Figure 4. Axial head SCT scan. Soft tissue mass in the left
orbit, extending along the superior rectus muscle of the eyeball

PucyHok 6. CKT ronoBbl ¢ BHyTPMBEHHbIM KOHTPACTUPOBaHUEM,
aKcuanbHas npoekuus. B nesoi opbute BU3yanusmpyeTcs MArko-
TKaHoe 06pa3oBaHue, HepaBHOMEPHO HAKaNIMBAKLLEe KOH-
TpacTHOE BeLLEeCTBO

Figure 6. Axial |.V. contrast-enhanced head CT scan. A soft
tissue mass is seen in the left orbit, it unevenly accumulates
the contrast media




31.07.2019 r. npoBeneHa onepauus — MUKPOXUPYPIru-
yeckoe ypaneHue HoBoobpa3oBaHWMA NeBOM OpbUThI Cyb-
KOHBIOHKTMBANbHLIM AOCTYNOM C nocneayllwmm mopdo-
NOTUYECKMM MCCnefoBaHMEM yaaneHHoro obpasoBaHus.
[MCTONOrMYECKNA OTBET: BOCNANUTENbHASA MCEBAOOMYXOb
0opbUTbI Ha (POHEe 3KCCYAATUBHO-NPOLYKTUBHOIO BaCKyMTa.

KT ronosbl B anHamuke (12.08.2019 r.,, 14.10.2019 r.):
M3MeHeHuI B opbuTe cnesa He BbifBNEHO. /I3MeHeHns BO
BHYTPEHHEM C/lyXOBOM MPOXOAE, CPEHEM YyXe, a TaKxke
B COCLLEBUAHOM OTPOCTKE BMCOYHOM KOCTMU CiEBA HESACHO-
ro reHesa, BO3MOXHO, BOCNANUTENbHOro. JJaHHbIX 33 00b-
€MHYI0 ¥ 04aroBYl0 NaTOAOrMI0 FOSIOBHOMO MO3ra He BbIsIB-
neHo. MauneHT npofomkan NpUHMMaTb NOALEPKMBAIOLLYHO
natoreHeTnyeckyt Tepanuio LU 1 MM, B nekabpe 2019 r.
HaxoAMNCA Ha CTaLMOHAPHOM fIeYEHUM B OTOPUHONAPUH-
ronorMyeckoM otaeneHuun. [inarHos «J/1eBOCTOPOHHUIA 3KC-
CYLATUBHbIV CPeaHUI OTUT, NPeANONOXUTENBHO B pe3yib-
TaTe pacnpoCTpaHeHUs HOBOOOPA30BaHMS B MArkMe TKaHU
no XOA4y NaTepasibHOM CTEHKWM NEBOM raMMOpPOBOW Nasy-
Xu». 25.12.19 r. BbINONHEHA ONepauus: TpaHCTMMMNaHaNbHoe
WYHTMPOBaHWe C APeHMPOBaHMWEM 3Kccyaata M3 HapabaH-
HOWM MOMOCTU B HApYXHbIA C1yxoBow npoxoa. [locne neve-
HWS B OTOPUHONAPMHIONOMMYECKOM OTAENEeHWUM NepecTano
6ecnoKonTb rONOBOKPYXXEHME, OHAKO COXPaHANOCh CHUXeE-
Hue cnyxa Ha neBoe yxo.

B mapte 2020 r. BbinonHeH koHTponb KT opbuT, npuaatoy-
HbIX Ma3yx Hoca. Ha cepun KOMNbIOTEPHBIX TOMOTPaMM, Bbl-
MOMHEHHbIX B aKCMaNbHOM MIOCKOCTH, 04aroBbIX U3MEHEHWH,
[LOMONTHUTENbHBIX 06Pa30BaHWiA, CKOMNEHUS KPOBU B BUAM-
MOM MapeHXxMMe rosI0BHOIO MO3ra He BbisSBaeHO. uddepeH-
LuMpoBka 6enoro u ceporo BellecTsa coxpaHeHa. CkonneHus
KPOBM B BMAMMbIX TMKBOPHbIX NPOCTPAHCTBAX He BbisBE-
Ho. OTMeYatoTCs KanbLMHATbl B COCYAUCTbIX CMIETEHUAX Xe-
NYO0YKOB M LUMILKOBUAHOM Tene. COXpaHAeTcs NnonmnoBua-
HOE YTOJLLEHNE C/IN3MCTON NIEBON BEPXHEYE/IOCTHOM Ma3yXxu
No 33aHEHMXKHEeN CTeHke A0 4 MM, MO CPaBHEHMUIO C uccne-
nosaHvem ot 23.01.2020 r. uMeeT MeCTo yMeHblueHue ToN-
WMHBI U3MEHEHHbIX CTEHOK. OTMeYaeTcs CHUXEHUE MHeB-
MaTM3almmn g4yeek BUCOYHbIX KOCTel cnesa. [THeBMaTU3aums
APYrUX NpUAaTOYHbIX Na3yx HOCA, A4eeK BMCOYHbIX KocTen
CnpaBa He HapylleHa. BOpoHkM BepXHeYentCTHbIX nasyx,
MONMYNyHHbIE KaHaNbl CBO6OAHbI. HOCOBbIE paKOBWHbLI He 13-
MeHeHbl. Cn3nctas 06onovka HOCOBbIX PAKOBMH C 06enx
CTOPOH He YTOALLEeHa, HOCOBblE XOAbl C 06EUX CTOPOH He Cy-
eHbl, npoxoanmbl. OnpenenseTcs NeBOCTOPOHHUI 3K30(-
TanbM. PeTpobynbbapHoe NpoCTpaHCTBO TOTaNbHO BbIMON-
HEHO YMNOTHEHHOW K/IeTYaTKOM, B KOTOPOWM ONpenenstoTcs
YYaCTKM HAKOMJEHUS KOHTPACTHOro BelecTBa 6e3 yeTkmnx
KOHTYPOB, B HWXHEOOKOBbIX OTAenax neBoi opbuTbl CO-
XPaHAETCA y4aCTOK Yyn/JIOTHEHUA COI'II/I,ELHOI‘/II NNAOTHOCTKU, TecC-
HO MPWUNEXaLLMi K HMKHEW NPAMONM MbILWLE r1a3a U K 3pu-
TeNbHOMY HepBY, C YCI0BHbIMU pa3Mepamu 22 x 19 x 23 mm.
Msrkue TKaHW 3ajHei CTeHKM HOCOMNOTKM He yTonLieHbl. Ho-
CoBas Neperoponka He nckpmeneHa. CyxoBble KOCTOUKM CO-
XpaHeHbl ¢ 0benx ctopoH. KaHan cnyxoBoro Hepsa ¢ 0beunx
CTOPOH He paclimpeH. TpaBMaTUUYeCKMX U LeCTPYKTUBHbIX U3-
MEHEHWI B KOCTSAX Yepena He BbisBneHo. 3akntoyeHne KT ro-
NOBbI MpeAcTaBneHo B mabauye.

C mapta 2020 r. Habnoaancs Hedponorom No MecTy u-
TenbCTBa, NPOAOMKAN nNpuHumaTh LI 25 mr yepes peHb,
M1 4 Mr/cyT, aHTUrMNEepTEH3MBHbIE NpenapaTbl (paMunpus,
AMNOLMMUH).

O6bekTnBHO (25.03.2024 r.): obuiee coCTosHME yaOBNET-
BOPUTENbHOE, KOXHbIE MOKPOBbI TENECHOTO LLBETA, 0ObIYHOW
BIAXKHOCTM, 63 MaTONOrMYeCKUX BbiCbINaHUMA, OTEKOB HET, BU-
[MMble CNM3KUCTble po30Bble, 63 NaTONOrMYeckmx BbiCbina-
HWI, Nnepudepnyeckne AMMdbaTUHECKMUE Y3/bl HE NaNbnupy-
l0TCS, CYCTaBbl BHELIHE He M3MeHeHbl, ABUXKEeHNE B NMOTHOM
obbeMe. Hap nerkumu apixaHue Be3UKyNSpHOE, XpUMOB HeT.
AyCKyNbTaTUBHO TOHbI CepALA SCHble, PUTMUYHbIE, MATOM0-
rMYyeckunx WyMoB He onpepensgetcs. [anbnauus xuneota bes-
H6onesHeHHa, NeyeHb NO Kpato pebepHOM Ayru, ceneseHka
He nanbnupyetcs. Temnepatypa 36,6 °C, YCC 80 muH?, ALl
140/85 MM pT. CT., 4acToTa [biXaTeNbHbIX ABUKEHUR 17 MUH,
HacbllLleHe KpoBM KMcnopoaom 98%.

[aHHble nabopatopHoro obcnenosaHus, KT ronossl npea-
CTaBneHbl B mabuuye.

JnekTpokapanorpamma (25.03.2024 r.) - puTM cuHyco-
BbIii PEryNsPHbIiA, YacToTa 66 MUH L. HopManbHoe nosioxkeHue
3neKTpuyeckon ocu (yron a: +45°), anekTpokapanorpapuye-
CKas KapT1Ha 6e3 ocobeHHOCTEN.

MynbTucnupanoHaga KT opraHoB rpygHOM KNeTKu
(25.03.2024 r.): pononHuTenbHbIX 06pa3oBaHMi, MHDUNBTPa-
TOB B NIerkMx C 06enx CTOPOH He BbisiBNEHO. JIero4Hbli pu-
CYHOK C 06enx CTOpOH Heu3MeHeH. bpoHxn NpoxoauMmbl Ha
BCEM MPOTHKEHMUU. KOPHM NErKnx CTPYKTYPHbI, He paclumnpe-
Hbl. [TneBpanbHble NonocTm ¢ 0benx cTopoH cBoboaHbI. B cpe-
[LLOCTEHWUW AONONAHWUTENbHbIE 0OPA30BaHMUS U YBEIMYEHHbIE
nnMbaTUYeCKme y3nbl He onpeaensoTcs. [lecTpyKTUBHbIX 13-
MEHEeHWI B KOCTHbIX CTPYKTYpax Ha YPOBHE UCCIeL0BAHUS He
BbISIBIEHO. 3aK/H04YEHME: AaHHbIX 338 0ObEMHYIO 1 0YaroByto
MaToNOrMI0 B IETKUX HE BbISBIEHO.

Ocmotp okynucta (08.04.2024 r.): yactmyHas atpodumsa
3pUTENbHbIX HEPBOB, BbIPAXXEHHAs aHTMOMNATMS COCYAOB CeT-
yaTku. HauanbHag 3agHeKkancyngpHas KaTapakTa.

3a BpeMs npebbiBaHMS B CTaLLlMOHape CaMOYyBCTBME Ma-
LMEHTA YNYYLIMAOCh: FONOBOKPY>KEHWE U FONOBHbIE 60K He
6ecnokoT, yMeHbLIMNACh CNABOCTb, COXPAHSETCS CHUXEHME
3peHus Ha neBbli ras. PekoMeHL0BaHO HabnoaeHue y Hed-
ponora, OKynncTa, 0TOPMHONAPUHTONOra, HeMpoxmpypra. KoH-
TPOnb aHann3oB KpoBu U Mouu, ALl MpogomknTb npuem Mr1
8 mr/cyT, U® 50 Mr yepes oeHb, pamunpua 5 Mr/cyT, amnoau-
nuH 10 mr/cyT.

OBCYXXOEHUE

[TIA aBnseTca TAXeNnbiM ayTOMMMYHHbIM 33a60n1eBaHu-
€M HEeW3BeCTHOW MPMpOAbI, NOPAXaloLWMM COCYabl CpeaHero
M Manoro kanmbpa. HecMoTps Ha BCTpeyatowmecs TIMMUTUPO-
BaHHble Gopmbl, [TIA, Kak NpaBMNO, XapaKTepU3YeTCs MyJb-
TUCUCTEMHBIM NOPAXEHUEM U HEONATOMPUATHBIM MPOrHO30M.
pn OTCYTCTBMM CBOEBPEMEHHOM MMMYHOCYNPECCUBHOM Te-
panuu 0TMeYaeTcs BbICOKUIA YPOBEHb 1ETANIbHOCTH B TeYeHue
nepsoro roga 3abonesanus, gocturas 80% [9, 16].

YpoBHK 3abonesaemoctn [TIA HeECKONbKO pa3HAT-
€S B pa3HbIX CTpaHax, coctasnaa ot 2,1 no 14,4 cnyyas Ha
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1 MAH HaceneHwusa B rod, a pacnpocrpaHeHHocTs — 100-
137 cnyyaes Ha 1 mMaH [4, 17-19]. He oTMe4yeHO nonoBoM
NpeapacnonoXeHHOCTU K 3a601eBaHUI0, XOTS Y XEHLWMH
yawe Habn[aTcs AMMUTMPOBaHHble dopmbl [20]. AnarHos
«[TIA» ycTaHaBnnBaeTcsq 06bIYHO B CPeAHEM WM MOXMUIOM
Bo3pacte (40-70 neT) [19-25]. Topa3no pexe [TIA BcTpeva-
eTCca y MONoAbIX Ntofen v aeten ¢ yactoton 8-15% cnyya-
eB cpeny 6onbHbIX 19 net n mnagwe [26]. Hawemy naunen-
TY Ha MOMEHT MepPBbIX KNUHMYECKMX NposineHni [MIA 6bino
35 net, 4To B LENOM XapaKTepHO ANng cpoka aebtoTa 3toro
3aboneBaHums.

B matoreHese [TIA Beaywwas posb OTBOAMTCS HENTPODU-
naMm, NpoayuUMpPYIOLLIMM ayToaHTUreH npoTenHasbl-3 (MP3),
C HapyweHueM ux perynaumm [1]. Y 6onbHbix C [TIA BbISB-
NAKOTCH ayTOaHTUTENa, HanpaeneHHble NpoTuB NP3 HelTpo-
¢dwnnos. AytoaHturen NP3, skcnpeccupyemblin Ha Mmembpa-
He anonToTUMYEeCKUX HENTPODUNOB, HApYLLAET UX Y3HABaHUE
W 3AMMUHauUMo Makpodaramu. Jkcnpeccus NP3 Ha membpa-
He aKTMBMPOBAHHbIX HEMTPODUNOB NpefOTBpaLLaeT paspe-
LeHne BOCNANEHUS U SBNSETCS OCHOBHbBIM (AKTOPOM B Ma-
ToreHese [TIA. B To BpeMs Kak darounTo3 anontoTM4eckon
KNeTkn B QU3NONOrMYECKMX YCIOBMAX OKa3blBaeT NPOTUBO-
BOCNanuTennHoe aencreme, NP3 BocnpmMHMMaeTcs Makpoda-
ramu Kak CMrHan OmnacHOCTW, KOTOPbIA aKTUBUPYET MMMYH-
HYI0 CUCTEMY M 3anyckaeT BOCManUTeNbHbIN Kackag, [22, 27].

leHepanu3oBaHHas @opma [TIA, Bnepsble onucaHHas
Friedrich Wegener B8 1934 r., ructonatonornyeckun xapakre-
pu3yeTcs cepytowen Tpuanon [28]:

HEKPOTU3MPYIOLLMIA BAaCKYIUT MENIKMX COCYA0B (apTepumon,
BEHY/, KaNWNapos),

OJIUFOMMMYHHbIA (HDOKANbHbIA HEKPOTU3UPYHOLWMIA FoMe-
pynoHedpwur,

HEeKPOTU3MpYIOLLEe rpaHyNeMaTo3HOE BOCNaNeHne Bepx-
HUX U HWXKHUX ObIXaTENbHbIX NyTEN.

KnuHuyeckune npossnerHuns npu IMA n0BOAbHO pa3Ho-
06pasHbl. B akTBHYIO a3y 3aboneBaHms y HONbLIMHCTBA
60/bHbIX 0TMeYalTCs Hecneuuduyeckne CMMNTOMbI, Takue
KaK HefoMoraHue, cnabocTb, apTpanrmm, aHopekcus, norte-
ps Beca, IMX0pafKa, NoTAMBOCTb N0 HOoYaM. KOHCTUTYLMO-
HafbHble CMMMNTOMbI MOTYT COXPAHATLCA HEAENN U MecCsLbl
6e3 npu3HaKkoB crneumpuyeckon opraHHon naronorum [29].
B npeacraBneHHOM ciyyae mauMeHT B Hayane 3aboneBaHus
anoBancs Ha HegoMoraHue, cnabocTb, MOBbLILWEHHYO YTOM-
NAEMOCTb, CHUXKEHME anneTuTa M Macchl Tena.

OpHMMK U3 Hambonee YacTbix nNpossaenHnii MTIA ansitoT-
€S MOPAXEeHMs yXxa, Hoca 1 mMoTku (8o 95% cnyyaes). Kctatu,
XPOHUYECKMIA CUHYCUT BbICTYyNaeT B poaM Hanbonee 4acroro
M3Ha4anbHOro NposiBneHuns 3abonesanus (67% cnydvaes) [29].
Haw 6onbHoWM 33 8 MecC. 40 pa3BepHYTOM KNMHUYECKOMN Kap-
TWHBI HabAaNCa y OTOPMHONAPUHIOAOra NO NOBOAY ranmo-
puTa. BnonHe BeposTHO, YTO BOCMAneHWe BEPXHEYENOCTHOM
nasyxu 6bin1o MaHudectaume MMIA.

MopaxeHue nerkux, Habnwopoaemoe NpUMEPHO B
50-85% cnyyaeB, npoTekaeT B BMAE aCMMMNTOMHbIX AUG-
(dY3HbIX NEroYHbIX MHOWUNBTPATOB, Y3€NKOB, aTesekTasa,
YMIOTHEHUS MAEBPbI UAM HANUUMS NNEBPaANbHOIO BbINOTA,
4TO KJMHMYECKM MPOSBASETCS KallneM, KpOBOXapKaHbeM,
onbiwkon [10, 16, 30].
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OpHo u3 Hanbonee yacTbix npogsnenuit [MA - nopa-
XeHue noyek B Buae rnomepynoHedbputa (70-85% cnyua-
eB). [loyeyHaq natonorung g9BNSeTCS OLHUM U3 BAXKHEMLLIMX
KIMHUYECKMX M NPOrHOCTMYecknx npmsHakos MIA [31]. [Mo-
paxeHue noyvek xapakrepusyetcs pa3sutnem anbdysHoro
OIMTOMMMYHHOTFO HEKPOTU3UpPYIOLLEero rnoMepynoHedpu-
Ta. Y Hawero 60NbHOrO MOpaxeHue noyek OTMeYanochb Ha
paHHeM 3Tane 3aboneBaHMa U KIMHUYECKU MPOSBASANOCH
MUHUManNbHO yMepeHHoW npotenHypuen (0,42-1,67 r/n),
aputpoumnTypuenn (Lo 15 B n/3p), LMAUHAPYPUEN, BbICO-
KUMU YyPOBHAMMU MOYeBUHbI (18,31 mMMonb/n), KpeaTuHu-
Ha (207 MKMONb/N), CHUXKEHMEM CKOPOCTU KIYyOOUKOBOM
duneTpaumm (49 ma/muH). Npu BEINOAHEHUWN NMYHKLMOHHOWM
6uoncum Ha GoHe MOpdONOrMYECKMX NPU3HAKOB BaCKYIU-
Ta obHapyxeHa KapTMHa rnomepynoHedpuTa C pa3BuUTMEM
rnomMepynockneposa u dubposa nonynyHuin (0NUrouMMyH-
HbIA BapMaHT) C YMEPEHHO BbIPAXXEHHbIM TyOYyNOUHTEPCTH-
LMaNbHbIM KOMMOHEHTOM.

Mpwu TTIA matonorns opraHa 3peHus npencTaBieHa
B Ype3BblYaMHO WMPOKOM crekTpe. Bo3aMOXHO nopaxeHune
BCEX CTPYKTYp Ma3a — OT BEK M [0 3pUTENbHOrO HEpPBa pas-
JIMYHOW CTeneHun TaxecTu [32, 33]. YactoTa nopaxeHuin op-
raHa 3peHus COCTaBMSET, MO pPa3HbIM AaHHbIM, 28,6-60%
[12,34-36]. ObTanbMonornyeckme nposiBNEHNS CUCTEMHOIO
BaCKy/MTa MHOrOO6Pa3Hbl M MOryT ObITb MPeaCTaBAEHbl CUM-
nTOMaMu BOCNaneHus: 60nbl0 B rNasHULLe, Cle30TeYeHMEM,
OTEKOM BeK, MpONTO30M (3k30(TaNbMOM), AUNAONKUEN U OpY-
rMmu xxanobamu [4, 37, 38].

OpHUM 13 Hambonee yacTbix nposieneHunin TTIA asnset-
€5 nopaxeHue opbutsl, Habnogawweecs y 45-50% naum-
eHTOoB [32, 36, 39]. MopaxeHne opbuTbl MOXET BbITb pe3ynb-
TaTOM MaTONOrMYECKOro MPOLLECCa B PACMONOXEHHBIX PSAOM
NPUAATOYHBIX Ma3yxaxX UM BO3HWKATb Kak JI0KanbHasg narto-
norus ¢ obpasoBaHueM opbuTanbHoM rpaHynemsl. KnuHuue-
CKM natonorus opbutsl MOXeT NPOSBAATLCS B BUAE TPEX Ba-
PWaHTOB: AAKPUOALEHNTA, MMO3MUTA SKCTPAOKYASPHBIX MbILLLY,
(opbuTanbHbLIA MUO3UT) MAM NMOPAXKEHUS MATKUX TKAHEW
(opbuTtanbHas ncespoonyxonb) [39, 40].

B npencrtaBneHHOM KNMHMYECKOM Ciydyae 0CoBbIf UH-
Tepec BbI3blBaET TO, YTO NATONOTNS NEBOrO rnasa u opbu-
Tbl pa3Buiach He B Havane 3aboneBaHWs Npu reHepanu-
30BaHHOM NOPaXKeHuu, a cnycTs 8 neT nocne AMarHOCTUKK
[MA Ha doHe naToreHeTnMyeckoi Tepanun. HeobxonmMmo oT-
MeTUTb, Yyto B 2019 r. oTMeYanacb HM3Kag aKTUBHOCTb 3a-
60n1eBaHNSA MO KAMHUYECKMM U NabopaTOPHbLIM AAHHBIM
(maba., puc. 1) n 60NBbHOM NPOAOMAKAN NOAYYATb MMMYHOCY-
MPecCcUBHYI0 Tepanuio.

Obuwwme npusHaku opbutonatuu npu [MIA BKAKOYaOT
nNponTo3, ches3oTevyeHne, AUMNNONUIO, BHE3AMNHOE NosBe-
Hue 60nu, 3puUTEMY, OTEK BEK U CHMKEHME 3peHus. MNponTo3
W paspylleHne BeKa MOryT CNpOBOLMPOBaTb IKCMO3MLMOH-
HYK KepaTonaTuio, KOTOpas MOXeT MPUBECTU K U3bs3Be-
HWIO poroBuLbl, Nnepdopaummn rmasa u cienote [32]. MHoraa
nocne 3k3odTanbMa HactynaeT 3HObTanbM Kak CneacTeue
XPOHWYECKOro BOCManeHuns rmMasHuLbl n3-3a GubposHbIX U3-
MeHeHui B opbute [32]. Annnonus BO3HUKAET B pe3ynbra-
Te BOCManeHus 3KCTPAOKYASPHbIX MbILL, CAMOrO BacKy/uTa
MeCTHOM COCYAUCTOM CEeTU U CLABNEHMUS 3PUTENBHOMO HEepBa



06pazoBaHNEM OpOUTbI, YTO MOXKET MPUBECTM K ULIEMUK 3pU-
TeNbHOro HepBa M Aaxe cenoTe.

CoyeTaHHOe MopaxeHWe pasnunyHbix cuctem npwm MA yc-
NOXHSIET ero CBOEBPEMEHHYO AMATHOCTUKY M TpebyeT 3Ha-
HWI 0 caMOM 3aboNeBaHMM M ero NPoSIBNEHUAX Y Bpayen
CaMbIX pa3Hbix cneunansHocten. CegyeT OTMETUTb, YTO MO-
CTaHOBKA AMarHo3a B HaleM C/ly4ae Bbi3blBana OnpeneseH-
Hble C/TOXHOCTW, YYUTbIBAS CUMHYCUT B aHAMHe3e, Hanuvme
KOXHbIX NPOSBIEHMI B BUAE reMOPPArMyeckoi Cbimnm, CycTaB-
HOr0 CMHAPOMA, aHEMMM U NMOPAXKEHUE MOYEK.

OnucaHHbIN Cnyyal MHTEpPECeH Takke C MO3WLMMK OLEH-
KW OMHAMUKKM KNIUMHMKO-N1aB0paTOPHbIX AaHHbIX HA GOHe na-
TOreHeTUYeCkon Tepanmm B Te4eHne A0BOJIbHO ASIUTENbHOIO
nepuoaa Habntogenus - 12,5 net.

Cpeon ocobeHHOCTER JAHHOMO Cyvyas MOXHO OTMe-
TUTb OTCYTCTBME NEFOYHOM MATONOTMKU WM MOPAXKEHUS Cepa-
ua. Pewatowee 3HayeHWe B NMOCTAaHOBKE AMarHosa uMme-
no MopdonorMyeckoe MccnefoBaHne NoYek W BbigBNEHME
AHLLA. Bbicokas akTMBHOCTb 3ab0oneBaHus, MONMOPraHHOCTb
naTonorMm u BbICTPONPOrpeccHpyoWwmnin romepynoHed-
puT notpeboBanu NpoBefeHMS MyNbC-TePAnUU FHKOKOP-
TMKOMAAMMU U LUTOCTATUKAMM, YTO MO3BOAMNO LOCTUTHYTH
KNMHMKO-NabopaTopHOM pEMUCCUM.

3AKJTIOYEHUE

CBoeBpeMeHHas anarHocTuka ITIA 4acTo Bbi3bIBAET C/IOXK-
HOCTM B CBSI3M C HeCneuuMdUYHOCTbIO PaHHUX NPOSBAEHMUN
BACKy/MTa M 06CYXAeHMEM BEpPOSTHOCTM Apyrmx 3abonesa-
HWIA, KOTOpble MOTNU Bbl 0OLACHUTbL T€ UK UHbIE KNUHWUYe-
CKMe NPWU3HaKKM U n3MeHeHWsa NabopaTopHbIX MokasaTenen.
[ng TOYHOM OMArHOCTMKM U CBOEBPEMEHHOIO neyeHus TTIA
HeobX0aAnM MYNbTUAMCUMNAMHAPHBIA NOAXOA C Yy4acTUEM
peBMaTosnora, Hedponora, 0TOPUHONAPUHION0ra, Mopdonora
W B HalleM ciiyyae okynucrta. B npencrasneHHom cyyae [MA
npoTekan C NOpPaXeHUeM He TONIbKO BEPXHMX AbIXaTeNbHbIX
nyTeln, HO U KOXM, MOYeK, rnas.

[pencTaBneHHbIN KIMHUYECKUI ClyYam LEMOHCTPUPY-
eT anuTenbHoe HabntoaeHue naumenTa ¢ ITIA. HecmoTps Ha
ONUTENBHYIO KIMHMKO-N3ab0paTOPHY PEMUCCUIO U NMOCTOSH-
HbIi NpMEM NATOreHeTUYECKOM Tepanuu, y NaLmMeHTa Cnycrs
noyti 8 neT oT Havana 3aboneBaHMs pa3BUNIOCH MOPAXEHNE
NeBoi opbUTHLI B BMAE NCEBLOOMYXONN.
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