MIPU KOTOPOM B MATOJIOTHYECKHUH MPOIIECC BEChMa YacTO
BOBJIEKAaeTCs IIeHTpaibHas HepBHas cuctema [2]. Bo
BTOPOM CJIydae HaOIOIaNOCh IPOrPECCUPOBAHUE Ieué-
HOYHOM HEJOCTATOYHOCTH C PA3BUTHUEM IOIUOPTaHHOMN
NUCHYHKITMHM TIOCJIe TEePEeHECEHHONH KOpPOHABUPYCHOM
nupexnun [3]. [IporpeccupoBannio 3a00eBaHUS TTede-
HU C pa3BUTHEM IIEYCHOYHOM HEIOCTATOYHOCTHU CIIOCO0-
CTBOBAJIM TIpsiMasi TEMATOTPOIHAsT aKTHBHOCTH BHpyca
SARS-CoV-2, onocpenoBaHHOE BIUSHUE Ha KIETKH Tie-
YeHN CHCTEMHBIX PEaKIHil, BOSHUKAIOMNX IPH KOpPOHa-
BUPYCHOH WH(EKIHU, MPUMCHEHUE TeNaTOTOKCHYHBIX
JIEKAPCTBEHHBIX CPEICTB [5].

BaaronapHocTu. ABTOPHI BBIPAXKAIOT MPU3HATEb-
HOCTPH 3aBEAYIOIIEH TacTPOIHTEPOIIOTHIECKUM OT/ele-
aueMm ['Y3 «OKby P.B. JIskumieBoii 3a oka3aHHYIO TO-
MOII[b MPH cOOPE MaTepuaa JJis HalMCAHUS HACTOSIICH
CTaThbH.
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CJIOXXHOCTU QUATHOCTUKU U ITO4BOPA TEPAITUU
FPAHYJIEMATOS3A C NOJIMAHT MUTOM C OPBUTAJIBHBIMU

NMPOABIIEHUSIMA

Margeesa H.A., lasnetoBa 3.M., Yynwesa tO.J1., Wamcnesa [.LU., Kuazes A.B.
®IrbOY BO Capatosckun MY um. B.N. Pazymosckoro MuHagpasa Poccum

XULOSA

Poliangiitli granulomatoz (GPA) — bu o'pka (95%
hollarda), yuqori nafas yo'llari/ sinuslar (75-90%
hollarda) va buyraklar (80% hollarda) ishtirok etadigan
klassik uchlik belgilari bo'lgan tizimli nekrotik vaskulit.
GPA har qanday organga, shu jumladan ko 'rish organiga
ta'sir qilishi mumkin. Ushbu magqolada ofialmologik
ko'rinishlar - o'ng orbita yumshoq to'qimalarining
granulomatoz  yallig'lanishi  ko'rinishidagi poliangiit
bilan ANCA-salbiy granulomatozni aniglashning klinik
holati tavsifi keltirilgan. E'tiborga loyigki, jarayonning
kech tashhisi, steroid asoratlarni rivojlanishi bilan
monoterapiyada glyukokortikoidlarni uzoq muddatga
buyurish, siklofosfamidni buyurish, kasallikning IgG
4 bilan bog'lanishi, davolanishga qarshilik. Genetik
Jihatdan yaratilgan biologic preparatlar bilan boshlash.

Kalit so'zlar: poliangiit bilan granulomatoz, tizimli
vaskulit, orbital psevdotumor, IgG4 - bog'liq kasallik,
terapiyaga qarshilik.
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SUMMARY

Granulomatosis with polyangiitis (GPA) is a system-
ic necrotizing vasculitis with a classic triad of symptoms
involving the lungs (95% of cases), upper respiratory
tract/sinuses (75-90% of cases), and kidneys (80% of
cases). GPA can affect any organ, including the organ
of vision. This article presents a description of a clinical
case of detection of ANCA-negative granulomatosis with
polyangiitis with manifestation in the form of ophthal-
mological manifestations - granulomatous inflammation
of the soft tissues of the right orbit. Noteworthy are the
late diagnosis of the process, long-term prescription of
glucocorticoids in monotherapy with the development
of steroid complications, prescription of cyclophospha-
mide, and resistance to treatment. Initiation by genetical-
ly engineered biological drugs.

Keywords: granulomatosis with polyangiitis, sys-
temic vasculitis, orbital pseudotumor, 1gG4-assosiated
disease, resistance to therapy.
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BBEJIEHUE

I'panynemaro3 ¢ momuanruutoM (I'TIA), mpencras-
JsieT co00il HEeKPOTU3UPYIOIIMK BaCKYJIHT, XapaKTepH-
3YIOLIMACS T'PaHyJeMaTo3HbIM BOCHAJICHUEM COCY/IOB
Majoro u cpemnero kanuopa. ['TIA sBiseTcs J0CTaToqHO
penkuM 3a00J€BaHHEM — PACIPOCTPAHEHHOCTH B TIO-
nynsiquu cocrapisieT 25-60 Ha 1 muiH yenoBek. Moxer
BCTpeYarbcsi BO BCEX BO3PACTHBIX TpYIIax, OIHAKO
cpenuuii Bo3pact manudecranuu pasex 40 romam [3].

Kitaccnueckast Tpuaia mopaskeHus OpraHoB BKITIOYA-
et aerkue (95% ciryyaeB), BepXHHE AbIXaTelbHbIE My TH/
na3yxu Hoca (75-90% ciyuae) u nouku (80% ciyda-
eB). Teuenue I'TIA B 3aBUCHMOCTH OT 00beMa Mopaxe-
HUS MOXXHO Pa3[eNUTh Ha KIACCHIECKOE (TTOpakaroTcs
Bce 3 opraHa), JIOKaJabHOE (0OBITHO TTOPAKAIOTCS TOIBKO
JIIXaTeNIbHbIE IyTH) ¥ PAcpOCTPaHEHHOE, MOpa)aro-
iee Takke koxy (50% ciaydaes), miasa (45% ciiyyaeB) u
nepudeprIecKyio HepBHYIO cuctemy (35% cmydaes) [4].

Xota stnonmorust I'TIA ocTtaercs B 3HAYUTENHHOM
CTENeHN HEU3BECTHOI, CUMTAETCS, YTO 3TO MYJIBTH(DaK-
TOopHOE 3a00JeBaHKe, UMEIOIIee ayTOMMMYHHOE ITPOHC-
XO)KICHHE U BBI3BAHO COOBITHSIMH OKPY)KAIOMIEH CpEeIbl
HA IJI0X0 M3Y4eHHOM (hOHE TeHETHIEeCKON Pepaciono-
JKEHHOCTH [3:4].

Bouio obnapyxkeno, uro ANCA (anti-neutrophil
cytoplasmic antibody —anTuHEHTpOQHUILHBIE TTUTOLIA3-
MaTW4ecKue aHTHUTeNla) OYCHb CICHU(PHIHBI IS ITOTO
3aboneBannss. ANCA pearupyroT Ha TpPOTEHKHHA3Y-3
(pepmenT, npeobiagaromuii B HelTpoduiIax), u cnocoo-
CTBYIOT aKTUBH3AIMN HEUTPOPHUIIOB, UTO B TaTbHEHIIIEM
MIPUBOJIUT K (POPMHUPOBAHHIO HEKPO3a. ITOT MaApPKEP HC-
TIOJIB3YeTCsI B KaYeCTBE JTMAarHOCTUUECKOTO TECTa, TAKKE
KakK MapKep aKTUBHOCTH 3a0oseBanus [4].

B despaie 2022 1. AMeprUKaHCKUM KOJUTEIKEM PEB-
Matosiorun/ EBporielickumM anbsiHCOM acCoIanni peBMa-
TOJIOTOB OBUTM OIyOJIMKOBaHBI OOHOBJICHHBIE KPUTEPUU
KJaccu(UKalyy rpaHysaeMarosa ¢ oJIMaHTnUuToM [6].

3a0oneBaHue TPaHyIEMATO30M C ITOJUAHTUATOM MO-
KeT OBITh MOCTENICHHBIM WM OCTPBIM; PAa3BUTHE ITOTHO-
TO CIIEKTpa NPOSIBICHUN 0O0JIE3HH MOXKET 3aHSTh TOJbI.
Hexoropbie GonbHBIE CHavyaja OOpalaroTcsi ¢ IpH3HA-
KaMU MOPaKCHHs BEPXHUX M HIKHUX OTIICIIOB PECIH-
pPaToOpHOTO TpakTa, MO3/IHEE C KaJoO0aMH, CBI3aHHBIMH
C TIOpa)XKeHHUEeM TIo4eK. Y IPYTHX HalieHTOB OTMEYACTCS
OTHOCHUTEJIEHO OCTPOE HAa4aJlo CHCTEMHBIX MPOSIBICHHH,
pa3BHBaeTCsl IOCIIEIOBATEILHOE TOPAKEHUE HECKOJIb-
KHX OPTaHOB U cucTeM [1].

T'TIA MoxeT mopakarh 1000 OpraH, B TOM YHCIIE H
oprat 3penust. OYTaIbMOIIOTHYECKUE MTPOSIBICHHS MOXK-
HO pa3JIeNIuTh Ha CIEAYIOIIUE IPYIIIbI: TOPAKEHNE 3pHU-
TEIHHOTO HEPBA, MOPAKEHHS TTIA3HUIIBI U IPHAATOYHOTO
ammapara, TopaXeHHe COCYIOB, TOPaKEHNE KOHBIOHKTH-
Bbl. Jlokanusauus npouecca Oyaer o0yciaBIuBaTh KIH-
HUYecKue nposiBienus [1].

[TaTtomorust IIa3HALEI ¢ COOTBETCTBYIOIIUMH ITPOSIB-
JICHUSIMU B BHJIE PACTTUPAIOIINK OOJEH, TUTIIONNH, YXY/I-
LIEHUs 3pEHMs, SK30(TaIbMa U T.1. Y OOJIBHBIX C YKa3aH-
HBIM CHCTEMHBIM BacCKYJIUTOM BCTPEYAETCS JOCTATOYHO

4acTo (TICeBIOTYMOD | T.II.) M 3aHUMAaeT 1-e nim 2-e Me-
CTO IO YAaCTOTE CPEAN BCEX OPTATBMOIOTHIECKHUX IIPO-
sBiieHuid. [Ipu 9TOM 3aboneBaHe MOXET 1e0I0THPOBATH
C JaKpHOaJICHNUTA: OTEK, IIT03, 00JIee BHIPAKECHHBIN B Ha-
PYKHOU TPETH BEPXHETrO BeKa, YK30PTaiIbM U 1p. Yarie
UMEeT MECTO OTpaHMYCHHO-TPaHYJIEMaTO3HBIH XapaKTep
MOPaKCHHUS IA3HUIIBI C BOCHIAIUTEIILHON HH(WIBTpALU-
el OKpy KaloIMX TKaHel, Oepyllel CBOoe Hayaio U3 OKO-
JIOHOCOBBIX Ma3yX [ 1]. MaTEepecHo, 4T0 0ObeMHBIE 00pa-
30BaHUsl OPOUTHI HAOTIOMAIOTCS YaIle TPHU OTCYTCTBHU
HNOPa)KeHUs JIETKUX M IOYeK, a MOpaKEeHUE MEePeaHEero
OTpe3Ka I1a3a, HalPOTUB — Y MAIlUEHTOB C CUCTEMHBIMU
Bapuantamu [1]. Hepenko ormewaercss JIBYCTOPOHHUI
XapakTep MOpPaKEHHs C BOBJICUCHHUEM IJIa30/IBUTATEIIb-
HBIX MBI, [Ipr 3ToM uMeeT MecTo MH(DUIBTPAaTHBHBINA
(hubdpo3 mIa30IBUraTEIILHBIX MBIIII], MUO3HUT U BaCKYJIHT
MBIIICYHBIX apTCPUANIbHBIX BETBEH, KOTOPBIH, B psije
CITydaeB, MOXKET HMPUBECTH K COABICHHUIO 3PUTEIHHOTO
HEepBa, KOCOMIA3HI0, ONITHYECKON HeWponaThuu U HeoOpa-
TUMO# ToTtepe 3penus B 5,3% ciyyaeB [1]. CHuxenue
3pUTENBHBIX (YHKIUI MPH SK30(TaTbME MOXKET OBITH
PE3yJBTaTOM TaK Ha3bIBA€MOU HKCIIO3UIIMOHHON KepaTo-
MaTUU — TTaTOJIOTUHM POTOBHUITBI M3-32 HECMBIKAHHS BEK.
Ox30(TanbM Ha QoHE AKTHBHONH MMMYHOCYIPECCHBHON
Tepanuy yMeHbIuaercs, Ho 6onee yeMm B 40% cirydaeB He
MCYE3aeT MOTHOCTHIO M 00JIaTaeT CBOMICTBOM PELIUANBHU-
poBaTh, OCTaBasCh HEPEAKO pedpPaKTepHBIM K TEparUH
[1].

Jnst uanykuuu pemuccun nipu I'TIA, onmacHoM [uist
JKU3HU WM HEOOPaTMMOM ITOBPEXICHUH OPTaHOB, HC-
TIOJTB3YIOT BBICOKHE JT03BI KOPTHKOCTEPOUIOB C IIUKJIIO-
¢dochamunom wimm putykcumabom. [ MHAYKOMH pe-
MHCcCHH TIpH MeHee Tspkenol popme I'TIA npumensitorcs
KOPTUKOCTEPOHIBI C METOTPEKCATOM WM PUTYKCHMa-
6om. [lms moanmepkaHWS PEMHUCCHHM HA3HA4YaeTCs OMH
JIIIb PUTYKCHMAO WM JPYTHE Ipernaparbl, TAKHE Kak
METOTpEKCaT, a3aTHONPHH WM MO(pEeTHIa MUKO(EHoIaT
[5;2].

KIIMHNYECKOE HABJIFOJJEHNE

MamwmenTka b., 75 ner, noctynuna B ['Y3 «O0nacTHas
KIMHUYecKass OonbHuUIay T. CaparoBa c jxkajnob0aMu Ha
OTEYHOCTh IIPAaBOrO BeKa, OLIyIEHHWEe AHUCKoM(popra B
MpaBOM TJIa3y; TMEPHOANYECKYIO 3aJI0KEHHOCTh HOCA,
BBIJIE/IEHNE OECIBETHBIX KOPOYEK M3 HOCOBBIX XOJOB;
0onu IpH JIBUKEHMSIX B CyCcTaBax KHCTEH, JIEBOM Ta30-
OespeHHOM CcycTaBe, OO IPU HArpy3Ke U OrpaHUYEeHUE
JBIDKEHHUH B TIPABOM IIJICUYEBOM CyCTaBe.

B 1972 rony (B Bo3pacTe 24 jieT) BIIEpPBBIC BHISBICH
raiiMoput. B nocuenyromem penuIuBUpoBan railMoput
JI0 IBYX pa3 B rofl, HEOJAHOKPATHO BBINOJIHSIACH ITyHK-
Ut TaUMOPOBBIX Ma3yx. [Ipu koHcympTammu JIOP-Bpaua
YCTAHOBJIEH JABYCTOPOHHUN XPOHUYECKUN MOJIUIO3HBIN
raiiMopuT. B TeueHue IUTENBHOrO BPEMEHH IOCTO-
SIHHOE OILyILIEHHUE «IIymMa B yxe» ciesa. B utone 2019
BIIEPBEIC TIOSBMIICS OTEK MPABOTO I71a3a, YBEINICHUE €0
B pa3Mepax, SK30(TabM, HEKOTOPOE CHIDKCHUE 3PECHUSI.
3aro103peHo0 HOBOOOpa3oBaHue OpOUTHI, OblIa HaIpaB-
neHa BT MockBy, @I'BY «HaunonanbHbIi MeAULIUHCKAN
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HCCIeaoBaTenbCKuil neHTp Inasubix bonesnedt nmeHu
I'enbmronbua». BeinmoigHeHa KOMIbIOTEpHAsT TOMOTpa-
¢us (KT) opour 15.10.19. 3aknrouenue - oOpazoBaHHe
MPaBOil OpOMTHI, MAHCHHYCUT (YMEPCHHOE YTOIIICHUE
CIIM3UCTOI TaliMOPOBOM Ta3yXH, CyOTOTATBHOE 3aIT0THE-
HUE CJIM3UCTON NIPaBOi raiMOpOBOM Ia3yXH, yMEPEHHOE
VTOJILLIEHUE CIM3UCTON peméryaroil koctu). PeBusus
OpOUTHI (TPaHCKyTaHHAsI OPOUTOTOMHH MPABOl OPOUTHI
18.10.19) BBIsIBHIIA TIJIOTHOE (110 TUTOTHOCTH XPsIIa) He-
MIPaBWIBHON (HOPMBI ¢ OyrpUCTOIl MIOTHOCTHIO 0Opa3o-
BaHHE JKEITO-0CIIOr0 I[BETa, PACHPOCTPAHSIONMICECS 10
BepLIMHBI opouThl. OOpa30BaHNe YACTHYHO YIAAJICHO 10
3aJJHETO II0JIIOCA, TPH THCTOJOTUU - TPaHyIEMaTO3HOE
BOCIIAJICHNE C BACKYJIUTOM, HEJB3S MCKIIOYUTH TPaHy-
néMaTo3 ¢ TONMAHTHUTOM, capkonao3, 1gG 4 - accomm-
upoBaHHOe 3aboneBanue. [Ipu penTreHorpaduu npuma-
TOYHBIX Ma3yX - XPOHUYECKHUI JIByCTOPOHHHUI TaliMOPHT,
MIPU PEHTTeHOTpapuH OPraHOB I'PYAHON MOJOCTH ITaTO-
sorun He BoisiBIIeHO, MPT ronoBHOro mo3sra, aprepuii u
BEH rOJIOBHOTO Mo3ra ot 3.12.19 - mpu3Haku 04aroBbIX
M3MCHECHUH B BEIECTBE TOJIOBHOTO MO3ra JAUCTPOQHIye-
CKOTO XapakTepa, NINO3HbIe N3MEHEHHUS KaK MPOSBICHIE
XPOHUYECKOH HEJOCTAaTOYHOCTH MO3TOBOTO KPOBOOOpa-
LICHUSL.

B nexabpe 2019-suBape 2020 T mpu obcienoa-
aun: ANCA-ckpun otpur, COD 14 mm/a, Hb 117 1/m,
CPb 4,7 mr/n, xpearnaud 105,0 mxmons/n. Marepuait
Ouoricuy opOUTHI MepecMOTpeH B HarmoHambHOM IieH-
Tpe MOP(OJIOrHYECKOl MuarHocTuku. B marepuane -
JKHPOBasi TKaHb C BBIPAKCHHBIM MYyapoOBBIM (pHOpo30M,
04YaroBbIM THAJIMHO30M, aHTHOMAaTO3HBIM KOMITOHEHTOM.
[Ipu3HaKKM XPOHUYECKOTO IPaHYJIEMAaTO3HOTO BOCIAJIC-
HUS C HAJIMYHEM MHOTOSIICPHBIX TUTAHTCKUX KIIETOK, ac-
COLMUPOBAHHOTO C MENKHMHU COCYIaMH apTepPHaTIHHOTO
THUTIA, C BBRIPAKCHHBIM JTUM(O-TUTa3MOKIICTOYHBIM C TIPH-
MECBIO 03MHO(DHIBHBIX JICHKOIUTOB BOCHAIUTEIBHBIM
HHQUIBTPATOM; TOPAXKCHUE CTEHOK COCYIOB KaK HWH-
TpaMmypaibHOE, TaK W MEPUBACKYISIPHOE, BBIpAKEHHOE
MUPKYISIPHOE CY)KCHHE MPOCBETOB COCYIOB C PE3EKIH-

Sl

el apTepHaIbHOTO KPOBOTOKAa. OMPEHENIIOTCS Tak XKe
npu3Haku BeHynmuTa. OgaroBas muMdpodomKyIsIpHAsL
runepriasus. [Ipy MMMYHOTHCTOXUMHYECKOM HCCIIe-
JIOBAaHUM - MHOKCCTBCHHBIC IUIA3MATUYCCKHUE KIIETKU
WHTEHCUBHO dKcnpeccupyioT CD 138, GombmmHCTBO NX
KOTOpBIX dKcnpeccupyroT 1gG4 (6omee 100 kmetok B 1
niosie 3penust npu x400). 3aximouenue: ['ucronornyeckas
KapTUHA U UMMYHO(CHOTHIT U3MCHCHHI B MSTKUX TKa-
HSAX OpOUTHI XapaKTepHBI IS TpaHylIeMaTo3a ¢ MOJIHaH-
THATOM (TpaHylIeMaro3 C MOJHAHTHUTOM) C HU30BITKOM
Ig(G4- MO3UTUBHBIX IIa3MaTUUYECKUX KIETOK.

PexoMentoBaHa rOCTIMTAIM3ALUS B KIIMHUKY He(Bpo-
JIOTHH, BHYTPEHHUX U TIPO(PECCHOHATBHBIX O0NIE3HEH HM.
E.M. TapeeBa ®I'BY «1 MI'MY um. .M. CeueHnoBay.
[Tpu komITbrOTEpHON TOMOTpadH OPOUTHI CTIpaBa - MsT-
KOTKaHHBII cyOcTpar 27x35%25 MM, He auddepeHupy-
FOTCSI TIa30/IBUTaTEIIbHBIC MBIIIIIBI.

TakuM 00pa3oM, AMArHO3 «TPaHYIEMaro3 C IOJH-
QHTUUTOM» OBIT TOATBEP)KIACH. PEeKOMEHIOBaH TpHeM
MpeHU30JI0Ha B 103¢ 30 MI' B CYTKH BHYTpPB - 6 TaO\CYT.
Ha sToM poHE HE3HAUUTEITFHO YMEHBILUIICS YK30(TaIbM
crpaBa. C mas 2020 HadyaTto TOCTENEHHOE CHW)KCHHE
JTO3BI IPeAHN30JI0HA 10 3 Tab/cyT, ¢ 08-2020 T - 2 Tad B
cytku. Cocrosinue craduibHoe B Tedenue 2020-2021 rr.
C despainst 2022 r oTMeTHIIA yCHUIIGHHE OTEYHOCTH ITpa-
BOM masHUIGL. [locTosHHO mNpuHMMana 2 TaOleTKH
npenan3onona. B 2022 r xoncynstrpoBana B HMULL I'b
uM. [enpMronpua, peKOMEHIOBAHO JICYCHUE B IPEKHEM
oobeme. Jlo3a mpeaumzonona- 10 mr/cyr. C 2023 r —
YXYIIIEHHE COCTOSHUS: YCHIIMIIACh 3aJI0KEHHOCTD HOCA,
MIEPUOAMYECKH OTMedasla OTXOXK/IeHHE OSCITBETHBIX KO-
pOUYEK M3 HOCOBBIX XOZOB, NPOTPECCHPYIOLIEE CHUXKE-
HUe 3peHus npaBoro niasza. B asrycre 2023 r neuenue B
HMMUI] um. Tenpmronbia, mpu KT opOuT — napMIBTpar
npaBoii opouTeI (38x51x35MM), BEKk MpaBoro Iiasa, me-
puopOuTansHOi oonactu. Teparusi He MEHSIACK.

B centsiOpe 2023 r BriepBble rOCIHUTAIU3MPOBAHA B
peBmaronorndeckoe otaeneHue OOTACTHOH KIMHUYE-
CKOH OOJTBHHUIIBL.

@omo. (OTy4eHO MUCHMEHHOE pa3pelIeHe MaIUeHTKH ).

IIpu oOcnenoBaHMK UMeNach KIMHHKO-Taboparop-
Has aKTUBHOCTB OOJIE3HU, COXPAHSIICS dK30(TambM, Kpo-
Me TOTO, OTMETHJIA TMOsBICHHE OO0JeH B IPyAHOM H TIO-
SICHHYHOM OTJIeJIaX Mo3BoHOYHUKA. JlabopatopHo - CPb
34,6 mr\i;; COD 14 mm/u. Ilpu KT npuaatounsix nasyx
HOCA: YTOJILIEHUE CIM3UCTON OCHOBHOM M raliMOPOBBIX
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nasyx. Muwisrpanus mnpaBod miasHunpl. [IponTos
crpaBa. KT OI'K: O4aroBo- wHTEpCTHIIMATBHBIC H3MeE-
HEHMsI 000MX Jerkux. [locinencTBUsI KOMIIPECCHOHHOTO
nepesioma Thl2.

[Ipu penrtreHorpaduu NOSICHUYHOIO OT/IEINA M03BO-
HOYHHKAa OOHApyKEHbl MPU3HAKH OCTEONOpO3a, KIIH-
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HoBuaHas nedopmarus ten Th10-12, 14,5 mo3BoHKOB
(xommpeccroHHbIH Tiepenom Thl2),.

C y4eToM 04aroBO-MHTCPCTHIIMATBHBIX M3MCHCHHIMA
B JICTKHX, TICEBJJOTYMOpPa OPOUTHI, HAJTMYHUS OCIOKHCHUH
OT JJUTENBHON Tepamuy TIIOKOKOPTHKOWIAMH Hadara
MPOrpaMMHasl Tepanus MUKIOPOCHaMUIOM B CTAPTOBOM
no3e 800 mr, mpegHu3onon 120 Mr BHYTPUBEHHO, B pe-
KUME MYJIbC-TEPATIHH.

Ha amOymaropHOM 3Tame CHIDKEHHE MPETHH30JI0HA
0 7,5 Mr B CyTKH, aHTHOCTEOTIOPETHUYECKas Teparus,
ko-TprMokcazoin 480 mr 2p/cyT BHyTpb. Ilocie nmpose-
JICHUSI MYJIbC-TePanuu aMOyJIaTOPHO - TOIIHOTA, 00X B
JKEITyIKe B TeueHne 3 cyTok. B Tedenne 1 mecsia cocro-
SHAE CTa0MIbHOE, OTMETHJIa HEKOTOPOe YMEHBIICHHE
OTEYHOCTH EPHOPOUTAITFHOMN KIIETIATKH.

B okts6pe 20231, HOBTOPHO BBITIOJIHEHA ITYJIbC-TEPa-
mus peAHU30JI0HOM 125Mmr, nukinodocdamunom 600mr.
HecmoTpss Ha yMeHbIIeHHYIO0 103y nukiaodochammma
OoTMeuaja IMOSBJICHWE TOITHOTHI B TEUCHHE HECKOIBKHUX
JHeW rocie BBeACHUWs. J[03a NpeaHU30JI0Ha CHIDKEHA
10 5 mr/cyt. CocrosiHne cTabMIIbHOE, OTEYHOCTh TIepH-
OpOUTANBHON KJIIETUATKH yMEHbIWIack. B HOsOpe, ae-
kabpe 2023 T BBIMOIHAIACH MYTHC-TEPAIUS YMEHBIICH-
HOW 10301 nukinopocdamuaa, Ha GPOHE YEro OTCYHOCTh
MEPUOPOUTATBHON KIETYATKH YMEHbIIMIACh. OTMETHIIA
CHIDKCHHE 3pPEHHs, TIPH OCMOTPE OKYJIHMCTA THArHOCTHU-
poBaHa karapakTa (Ha (OHEe JUTUTEIHLHOTO TpreMa TIT0-
KOKOPTHKOUJIOB).

B anBape 2024r npu ouepeaHoH Mynbc-Tepanuy Lu-
kiodpochamumom (400 mr Ne2) gepes 3-4 aHs OTMETHIIA
MosIBJICHNE OOl B SMUTACTPUH, OTCYTCTBHE alllICTHTA,
c1a00CTh B TEYCHHE OKOJIO | HEH, CHMITOMBI KyIUPO-
BaJIMCh HA ()OHE MPUEMA racTPONPOTECKTOPOB, (PEPMEHT-
HBIX mpenapartoB. B ¢eBpane - 3amena xpycramuka OD,
VIIydIIeHHe 3peHHs TPaBoro miasza. [lepuopOuTaIbHbIH
OTEK HE HapacTal.

IMocnenHsis rocnuTaNU3anus B pEBMATOIOTHIECKOES
oTneneHne B Havane anpens 2024 r.

Jmarao3s:

OcH. ['panynemaro3 ¢ OJMAHTUUTOM, XPOHHYECKOE
TeueHue 1o Havany 3aboneBanus, ANCA-HeraTuBHBIN,
aCCOLIMMPOBAHHBIN C MOBBILIEHHON dKcnpeccuent 1gG4,
A 2cT, ¢ TIOpaKEHHWEM BEPXHHX JIBIXaTeJIbHBIX MyTel
(XpOHWUYECKUH NTByCTOPOHHHMM TalMOPHUT), JETKUX (HMH-
TEePCTUIMATIBHOEC TMMOPAKEHUE JIETKUX), OpOUTHI (TICEB-
JIOOITyXOJIb ITPAaBOM OPOMTHI; 3K30(TanbM, OdTanIbEMO-
IJIETHsST TPABOTO Tasza). TpaHCKyTaHHas OPOUTOTOMHS
nipaBoii opouTsl 18.10.20191. Aptrdaxus OD.

OcJ1. OcTeonopo3 cMemanHoro resesa (II0CTMEeHO-
Nay3aJibHbIA U TIIOKOKOPTUKOUIHBIN), TSXKEION cTere-
HU, B CTaJUX TepeoMoB. KoMIpeccrnoHHBIE TTepeIOMBI
Th10, Th11, Th12, L4, L5 mo3BOHKOB.

B nacrosiee BpeMsi ¢ y4eToM COXpaHsIoIercs ak-
TUBHOCTH 3a00JICBaHUs, MHTCPCTHIUAIBHOTO IOpa)e-
HUS JIETKHX, )KU3HEYTPOXKAIOIIHNX TIPOSBICHUI B YTPO3BI
MOTepU 3pEHUs, HEAOCTATOYHOTO dPdeKrTa MUKIOPOoC-
(damuga, pa3BUTHS OCIIOXKHECHUI Ha (hOHE NITUTECIHHOTO
HCIIOJIB30BaHHUS TIIFOKOKOPTHKOHIOB PEKOMEHIOBAHO Ha-

3HAYCHUE TeHHO-MH)KEHEPHON OMOJIOTHUYECKOW Teparuu
(puTykcuMab 2 T Ha Kypc JiedeHus - 1 pas B 24 Helemnn).

OBCYXJIEHUE

I'panynemMaro3 ¢ TOJNHAHTHUTOM — ayTOMMYHHOE
3a00JI€BaHIE C CHCTEMHBIM XapaKTEpPOM IOPAKEHHS C
BOBJICUCHHEM [IBIXAaTEIFHBIX ITyTeH, MOYeK, opraHa 3pe-
HUS ¥ JIp. B npuBeneHHOM KIMHUYECKOM HAONFOICHUM
Havaxo 3a00JIeBaHUs XapaKTepH30BaIOCh Hecnennpud-
HBIMH JKaJlo0aMH CO CTOPOHBI IMPABOTO TJa3a B BUAE
TIOSBIICHUST OTEYHOCTH BeEKa, 3Kk30(pTanbMa. JlaHHEIE
CHUMIITOMBI HE SIBIISIFOTCSI OYEBUIHBIMH IIPOSBICHUSMHU
I'TIA. OGpamayiio Ha cebss BHUMaHUE MOPaKEHHE IPHU-
JIATOYHBIX TAa3yx Hoca, JuIMTenbHoe Haomonenne JIOP-
Bpava, HEOTHOKpATHBIC MYHKIMH TailMOPOBBIX Ia3yX.
B nanpHeiimemM mpUCOEIMHUIOCH WHTEPCTUIIMAILHOE
nopaxkeHue Jierkux. Hamuuue nceBmoTymopa OpOHTHI
NOTpedOBaIO NPOBEAEHHsT OWOICHHU, 1O pe3yJbTaram
KOTOpOH OBLTM OOHApY)KeHbI MPHU3HAKA XPOHUYIECKOTO
TpaHyJIEMaTO3HOTO BocmayieHus. [lake mocie ycTaHOB-
JICHUsI TMarHO3a aKTHBHAS Teparus He ObLIa Ha3HAYCHA.
JmurensHoe Bpemst (Ooiiee moiyTopa JIeT) HanueHTKa
TPUHUMAJA TTIOKOKOPTUKOMIEI BHYTPh B BHIEC MOHOTE-
parmuu, 6e3 BBIpaKEHHOTO KiumHHYeckoro 3ddexra. Co
BPEMEHEM Da3BUIINCh OCJIOKHEHHs CTEPOUIHOU Tepa-
UM B BUJIE KOMIIPECCHOHHBIX NEPEIOMOB IO3BOHKOB,
KaTapakThl, TOTPEOOBABIIEH OMEPAaTHBHOTO BMEIIATEIh-
ctBa. OTMeUanach pe3MCTEHTHOCTh K aKTMBHOW 0asmc-
HOW Tepanuu HUKI0PochaMuIoM, HEJJOCTATOYHbIIN KITH-
HU4Yeckuil A(dexT, rroxas NepeHoCUMOCTb Ipenapara.
C yd4eToM COXpaHSIOIIEHCsS aKTHBHOCTH 3a00JIeBaHUS,
WHTEPCTUIINATHFHOTO TOPAKCHHUS JIETKHX, JKH3HEYTPO-
JKAIOLIMX TPOSIBICHUH W yrpo3bl MOTEpH 3pEHUs, He-
9 PEKTUBHOCTH TPEIIECTBYIOIIEH LUTOCTATHYCKOM
Tepanuy, Pa3BUTHA OCIOKHEHHH Ha (POHE UTUTEITHHOTO
npreMa TITIOKOKOPTHKOWIOB TMAIlMEHTKE WHUIMHPOBaHA
TCHHO-WH)KEHEepHAast Onoyiornyeckasi anTu B — kiretounast
Teparnus (purykcumal 2 T Ha Kypc JiedeHust — 1 pa3 B 24
Heneny). Habmonenue nmponomkaercs. [IporHo3 ocraer-
Csl CEpBhE3HBIM BBUY MOPAKEHUS KU3HEHHO — BaYKHBIX
OpraHoB.

3AKJIIOUEHUE

JlaHHBIM KIMHUYECKUH cllyyall JeMOHCTPHUPYET
CIIOKHOCTH TIEPBUYHON JHArHOCTHUKH TpaHyIeMaTo3-
HOTO TIOJIMAaHTHUTA B CBS3U C PEIKOH BCTPEUAEMOCTHIO
JAHHOTO 3a00JICBaHUS, HETHIIMYHOW MaHU(ecTanuei
B BHJC O(DTaIbMOIIOTUUECKUX TPOSBICHUI U OTpHILA-
TEJNBHBIX PE3yIbTaTOB CEPOMUArHOCTUKH. JTHTeTbHBII
BOCTIAUIMTENNBHBIHN mipotiecc B JIOP-opranax u npucoenu-
HCHHE MMOPAKEHUsI APYTHX OPTaHOB M CHCTEM (BKIIFOYAS
BOBJICUCHHE B I1aTOJIOIMYECKHUI IIPOLIECC OpraHa 3peHust)
TpeOyeT UCKITIOYEHHUS] CHCTEMHOTO BAaCKYJINTA, KOHCYIIb-
TAIMI0 PEeBMATOJIOTA TSI OOJIee PaHHETO YCTaHOBICHUS
JIMarHo3a, CBOCBPEMEHHOTO Havyalla aKTUBHOW Teparu,
BKJTIOUAIOIIEH B ce0st aHTU B — KJIeTOUYHYIO Teparus, 4To
TIO3BOJIUT MPEIOTBPATUTH KU3HEYTPOXKATOIINE OCIIOKHE-
HUSI, IOTEPIO 3pESHUSL.

KondumnkT nnrepecon

ABTOpBI 3asBISIIOT, YTO JaHHAs pabora, e€ Tema,
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MIpEeIMET U COZEepKaHWMe HEe 3aTParuBaroT KOHKYPHPYIO-
IIMX HHTEPECOB.

HcTounukn GpUHAHCHPOBAHHUSA

ABTOpBI 3a5IBJISIOT 00 OTCYTCTBUY (PUHAHCHPOBAHUS
TIPY TIPOBECHUN HCCICOBAHMS.

Jns uwrupoBanus:Margeea H. A., JlaBmerosa
D. M., Uynmesa 1O. JI., Illamcuesa M. 1., Kuszes
A.B.CIO)XHOCTH TMarHOCTHKHU U NO00pa Tepariy rpa-
HyJIeMaTo3a C IOJINAaHTHUTOM C OPOMTaIbHBIMH IIPOSB-
JICHUSIMU.
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