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PE3IOME

Pesmamuueckue 3a601€8aHUS XaPAKMEPUIYIOMCS CUCMEMHOCbIO NAMOJIO2UHECKO20 NPOYECCA U CKIOHHOCMbIO K XpoHU3ayuu. B kiutuye-
CKOUl NpaKmuxe peemamoo2am nepuooutecku npuxooumcs CmankuéamsCs C NPOSGACHUEM MAK HA3bI6AEMO20 NEPEKPECMHO20 CUHOPOMA
(overlap-cundpom), ko2da y 00HO20 nAYUEHMA oMmedaemcs: CoHemanue NPU3HAKos pasnudHulx 6onestell. Peemamoudnsiii apmpum (PA)
no ceti OeHb ocmaemcst 0OHUM U3 CaMbIX PACNPOCMPAHEHHbIX AYMOUMMYHHbIX 3a00/1e8anull. 3abonesaemocmy cpedu 83pOCN020 HACENEHUS,
no pasueivm 0anHbM, cocmasasem 0,5—2%. J03uHopuabHbIl eparyaemamos ¢ noauaneuumom (IITIA) npedcmasnsem coboli aqymoumMmyH-
Hblll 8ackynum cocyoos cpedHez0 U MeJKozo Kaaubpa, npugodswull k ux nospexcoeHuto u Hekpo3y. Pacnpocmpanentocme 3a601e8anus
cocmasnisem 6 cpeonem 2,4 cnyuas Ha 100 muic. Hacenenus.

B 0anHoll cmamye onucansl namozenes u knunuveckoe mevenue 3ITIA, npedcmasnen knunudeckuii cayqati cosemanus PA ¢ SITIA, 6 nevenuu
KOMOopo20 Obl1u NpUMeHeHb! 084 2EHHO-UHNCEHEPHbIX OUOI02UHECKUX NPenapama — moyunu3ymad u pumykcumao.

Kriouesble cioBa: pegmamoudHsili apmpum, 303UHOPUIIbHBIL 2DAHYIEMAMO3 C NOAUAH2UUMOM, overlap-CuHOpoM, pumykcumad, moyunu-
3ymao.
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ABSTRACT
Overlap syndrome in rheumatology: combination of rheumatoid arthritis and eosinophilic granulomatosis with polyangiitis (clinical case)
I.S. Burial, A.S. Sevruk, K.Yu. Volkov, A.R. Belogurov

S.M. Kirov Military Medical Academy, Saint Petersburg

Rheumatic diseases are characterized by the all age group population affection, pathological process systematization and a tendency to
chronicity. In clinical practice, rheumatologists periodically have to deal with the manifestation of the so-called overlap-syndrome — when
one patient has a symptoms combination of various diseases. Rheumatoid arthritis (RA) still remains one of the most common autoimmune
diseases — its incidence among the adult population is 0.5—2% according to various sources.

Eosinophilic granulomatosis with polyangiitis (EGPA) is an autoimmune vasculitis of medium and small size vessels, resulting in their damage
and necrosis. The disease prevalence is an average of 2.4 cases per 100,000 population.

This article describes the pathogenesis and clinical course of EGPA. In particular, a clinical case study on the combination of RA with EGPA, in
the treatment of which two genetically engineered biologic drugs (GEBDs), tocilizumab and rituximab, were used.
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BBENEHME
JlaBHO M3BeCTHO, YTO peBMaruueckue 3aboseBanus (P3)

PA no ceit fenb ocTaercst OIHUM U3 CaMbIX pacnpocTpa-
HEHHbIX ayTOMMMYHHbIX 3aboneBaHuil. 3aboyieBaeMOCTb

4acTo MPOTEKAIOT B pOpPMe TaK Ha3blBaeMOoro overlap-cuHIpo-
Ma, KOTZia y OJJHOTO NaLeHTa OTMEeYaroTCsl PU3HAKY Pasyiny-
HbIX OonesHeil. Tak, MMEIOTCSl JaHHble O «IIePEeKpeLINBaHUI»
peBmarounHoro aptpura (PA) c cucremHO# ckieponepmueit
WM CHCTEMHOI KpacHoi BonuaHkoit [1-3]. Ilpu stom kmu-
HUYecKasl KapTHHA 3THX 3a00JieBaHMii NPOTEKAeT HETUIUYHO,
3a4acTylo B BUZE CTEPTbIX GOPM, UTO HE TOJIbKO 3aTPYAHSIET UX
IMarHOCTHKY Y JIeUeHHe, HO M HEOZIHO3HAUHO BIIMSIET HA MPO-
rHo3 3abonesanus [3].

cpenM B3pOCJIOrO HaceseHus], MO Pa3HbIM IaHHBIM, COCTaB-
nser 0,5-2% (cpeznu skeHLMH cTapiue 65 ner — okoJo 5%),
TpY 3TOM COOTHOLIEHHE YacTOTbl 3a00JIeBAEMOCTH KEHLIMH
1 MykurH — 2—3: 1. PA MOxXeT pa3BuBathCs y JuLL J1000ro
BO3pacTa, BKJIIOYAs AeTeil U MOXKWIbIX JI0fiell, OAHAKO yallle
Hauaso 3aboneBaHus otMmeuaercsa B 40—-55 ner [4]. B knu-
HUYECKOl MpaKTHKe AOCTaTOuHO 4YacTo (10 25% npu pasHbIX
HO30JI0TMSIX) BCTpevaeTcst coueTanue nByx P3, onHuM 13 Ko-
TOpbIX BbICTynaet PA.
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J03MHODUIIBHBIN TPaHYTEMATO3 C TOJMAHTMUTOM (CHH-
apom Yepmxa — Crpocca, II'TIA) npexcrasnsier coboit ayTo-
MIMMYHHBIii BaCKYJIUT COCYJIOB CPEIHEr0 U MeJIKOro Kanuopa,
NPUBOISIILMIA K UX MOBPEKIEHHIO U Hekposy [4]. 3abonea-
Hie ObUIO BrepBble onmucaHo B 1951 r. BpayaMu M3 KIIMHMKM
Mount Sinai (Hbto-Mopk, CLLA) Sko6om Yepaxkom u Jlot-
TOM CTPOCCOM. ITOT CHHAPOM I10 NaToreHe3y 6JIM30K K rpaHy-
nemaTto3y BereHepa 1 MUKpPOCKOMMYECKOMY TOJIMAHTUUTY, TIPH
KOTOPbIX BBISIBJISIIOTCSI QHTUHENTPOQUIIbHbIE LUTOIIA3MaTH-
yeckue anturena (AHLA) [4-15].

PacnipocrpanenHocTb 3a60eBaHus COCTaBISIET B CPENHEM
2,4 ciyvast Ha 100 Tbic. Hacenenust. CpenHKiI BO3pacT Haua-
na 3abonesanus — 50+3,0 rozma, ¢ HeGombLIMM Mpeobinaza-
HUEM 4acToTbl 3a007€BaeMOCTH Cpefn MyskuuH (52—65%).
II'TIA reorpacguyecku pacnpocTpaHeH noBceMecTHo. CUMNTO-
MOKOMIIJIEKC 3a00J1eBaHKS B KJIACCUYECKOM BapHUaHTe BKJIIOYa-
eT OPOHXMAJIbHYIO aCTMY, «JIETy41e» JIETOUYHble MH(UIIBTPATHI,
903MHOGUIIMIO M CUCTEMHBII BaCKYJUT [4—6].

TTATOrEHE3 M K/IMHWYECKOE TEYEHUE JT'TIA

Jrrosorus 3a00neBaHKs 10 CHX MOP He sicHa. B HacTosiee
Bpemsi 0OCY>KIaeTcsl reHeTHueckas MpenpacronokeHHOCTb
Kk IITIA, accounnposanHast ¢ HLA-DRB4 [11]. Ina AHLA-He-
ratuBHoro Bapuanta 3ITIA ycraHoBieHa CBS3b C rarioTUIIOM
npomotepa resa WJI-10, uyto nposBisieTcs NoBblLLIEHHEM YPOB-
Hsa WI-10.

Cuuraercs, 4TO B OCHOBE NaToreHe3a JieXXaT KOMIIOHEHTbI
KaK aJijiepruieckoro (MosblllleHre cbiBOpoTouHoro IgE, s03u-
HOUIMS), TaK ¥ ayTOMMMYHHOTO nporiecca (Hanune AHLIA).
[lo coBpemeHHbIM NpeaCcTaBieHnsIM, 3TU JiBa MEeXaHW3Ma J0-
NONHSIOT Apyr apyra [6, 7, 11]. CywecTtByeT npsimasi Koppe-
NALMST MEKAY aKTUBHOCTBIO 3a00JIeBaHKS M BbIPAsKEHHOCTBIO
s03uHOGuIMM KpoBH, TTpoM AHLIA [8]. Tpoueccer audde-
PEHLMPOBKU M aKTUBALIMM 903MHODUJIIOB, a TaKKe HAKOMJIeHUe
MX B TKaHSIX peryampytotcst untepneiikuuoM-5 (MUJ1-5) u taku-
MU crieLuPpUIeCcKUMU XeMOKMHAMHU, KaK 30TakcuH-3 u CCL-17.
WJI-5 napsaay ¢ Wi-4 u WJI-13, nponyunpyembiMu Th2 n Tyu-
HbIMM KJIETKaMU, MHAYLMPYeT AudepeHunpoBKy B-kinerok
B I71a3MaTH4EeCKHUE KJIETKH, YTO I103BOJISIET 00bSICHUTD OBBILLE-
Hue ypoBHs obuero IgE, IgG4 n AHLIA, noBpexaaroLyx TKaH!
npu 3ITIA [8, 9]. [lprunHoii nosbienust yposus NJI-5 cunra-
IOT HapyLLeHKe perynsunn T-KIeToYHoro oTBeTa ¢ npeobnazna-
HueMm Th2-3BeHa nop Bo3neiictsrem 1J1-25, koTopslit, B CBOIO
oueperib, BbIOPAChIBAETCS 303MHODUIAMH (<[TOPOUHBIiT KPYT» ).
CCL-17 1 30TaKCMH-3 BbIOENSIOTCS JeHAPUTHBIMU KJI€TKaMU
(ToMyISMs QHTUT€HIPE3EHTUPYIOLLMX KJIETOK) B IIOBPEXKEH-
HbIX TKaHSIX. YPOBEHb 3TUX MEUAaTOPOB B KPOBU KOpPeJIUpyeT
C UMCJIOM 303MHO(UIIOB U TAKXe YCWIMBAET 3PPEKT «10poY-
Horo kpyra» [14, 15]. Jorakcun-3, CCL-17 n WJI-5 4yepes cTu-
MYJISILMIO PeLenTopoB aiare3nu K SHAOTENMasbHbIM KJIeTKaM
CDIllb/CD18 croco6cTByOT MUrpaLyy 303MHOMUIIOB B TKa-
HU. B Tkansx peiicteue UJI-2 ycunmBaer BbIXOJ, HAXOHSILLMX-
Csl B rpaHysiax 903MHOQMIOB KaTHMOHHbIX OEJIKOB M3 rpaHy
c akcnpeccueit CD25 (a-uenb peuentopa WJI-2 Ha nosepxHo-
crv 903uHOPpuioB) [14-16]. BeicBoboxaemble 303nHOpMIIA-
MU MeInaTopbl, TaK1e Kak 303MHOMUIIbHbBIN KaTHOHHDII 6eJI0K
1 HEIPOTOKCHMH, OKa3bIBaIOT KapAUO- U HEMPOTOKCUYHOE Jeii-
crBue [6—13].

Knununueckoe passutre IITIA nogpasnenstor Ha 3 cTafuy,
KOTOpble, KaK NpaBuJIO, N0CJIef0BaTeIbHO Pa3BoOpaunBaoTCsl
Ha MPOTSKEHMM HECKOJIbKUX JieT. [y mepBoro srama CBOJi-
CTBEHHO TMOCTEeNEeHHOe Pa3BUTHE CUMITOMOB OPOHXHAbHOM

aCTMbl, aJJIepruueckoro pUHUTA, CUHYCHTA, NPOSIBJIEHNMI] Jie-
KapCTBEHHO! HerlepeHOCMMOCTH, TIpK 3TOM Nnepudepudeckast
303MHOQUIIMS He BCeraa BolpakeHa. Ha BTopoit crannu npu-
COEAMHSIIOTCS SMU30bl 303MHOPUIbHOM MHQUIIBTPALIAHN TKA-
Heil B BUJe 903MHOPUIIbHON THEBMOHUU UJIM TaCTPOSHTEpH-
Ta, YTO YACTO COUETAETCs C neprudpepruuecKoil 303MHOPpUMeit
(6onee uem B 10% ciyuaes). Tperbs cranus IITIA xapaxre-
pu3yercsi pasBUTHEM CHCTEMHOrO HEeKpPOTM3MPYIOLLero Ba-
ckynura. [lopaskenue nerkux (70%) xapakTepusyeTcst MUrpu-
pylonuMU MHPUIbTpPaTaMy (303MHOQMIbHASL THEBMOHHSI)
v y3namu 6e3 mosocTeii pacnazna. BoamoxkHo BoBieueHue
1s1eBpbl (303MHOQUIIbHBIN MJIEBPUT), yMEPEHHOe yBelnueHne
BHYTPUTpyZOHbIX MMM$aThiecknx ysios. [lopakenne nouex
ormeuaercs y 20—45% nauuenros. [lopaxenue cepaua (30—
50%) npu II'TIA nposiBnsiercs: pa3HOOOpa3HOi MmaTosnorueit
(nepuKapzuT, 3HAOMWOKApPAMT, KOPOHAPHUT, CepAeuHasl He-
IOCTaTOYHOCTb, HApYLLUEHUs] PUTMa U IPOBOAMMOCTH) U CTa-
HOBUTCSl MPUUMHOI seTanbHOro ucxona y 50% maumeHTOB.
[Topaskenne koxu (64%) xapakTepusyeTcsi reMOpparu4ecKu-
MM WJM SI3BEHHO-FeMOpParMieCcKMMK BbICHIMAHUSIMH, TIpe-
MMYILECTBEHHO Ha KOXXe KOHEYHOCTell, pexke YpPTUKapHbIMU
BbICbINaHusMU. [lopaxkeHne nepudepuueckoit HEPBHOI CU-
crembl (64%) npu IITIA pa3BuBaercs uallle, YeM MPU APYTUX
¢dopmax AHLIA-accounmpoBaHHbIX BACKYJIUTOB U XapaKTepH-
3yeTCst aCMMMETPUYHbIM CEHCOPHO-MOTOPHBIM MHOXKECTBEH-
HbIM MOHOHEBPUTOM. [lopaskeHue LeHTpasbHOI HepBHOI
cucrembl (10%) MoOXXeT NpOSIBNSTLCS HEBPUTOM  ueper-
HO-MO3IOBbIX HEpBOB, OCTPbIMW HapYLIEHHSIMH MO3TOBOrO
KpOBOOOpallleHHtsl, 04aroBbIMHU U3MEHEHHUSIMI MO3T'a, IMUCHH-
npomoM. 1ns nopaskenust oprana 3apenust (30%) cBOHCTBEHHBDI
cknepuT u anuckinepur. [opaxenne XXKT (10%) cBg3aHo Kkak
C 303MHOQUIIbHBIM FaCTPOIHTEPUTOM, TaK U C BACKYJIMTOM
CTEHKHM KHILEYHNKA, COCOOHBIM BbI3BAaTh 0Opa3oBaHue Hilie-
MUUECKHX $3B, nepdopauuto [1, 2, 4, 5, 11].

Juarnoctuka ITTIA

Huarnoctuka TIA 0cHOBBIBAETCS HA KPUTEPUSIX KITMHNYE-
CKO#1 KapTHHBI 3a00J1EBaHUSI.

Huarnoctuueckue kputepuu rpu ITIA:

— OpoHxMasbHas acTMa;

— 303uHOGMHst >10% OT 00LLEr0o KOIMUYECTBA JIEHKOLUTOB;

— MOHO- WM MOJMHEeRPOnaTus Mo TUITy «[IepuaToK» UIH

«4yJIOK»;
— PpEeHTreHoJIorMyecKue TNPU3HAKK MUIPHPYIOLLIKX
WU TPAH3UTOPHBIX JIETOUHbIX UH(UIILTPATOB;

— MaToJIorusi ralMOPOBbIX NA3yX B BUIE CUHYCUTOB;

— 9KCTpaBacKyJIsipHasi 903MHOPHIINS 1O JAHHBIM OMOTICHH.

Hannuue 4 u 6onee KpuTepreB MO3BOJISET MOCTABUTh JUa-
THO3 C UyBCTBUTENBHOCTBIO 85% 1 crietdudnocTbio 99% [2, 5).

Vccnenosannem, MNOATBEPXKAAOWIMM — JAWMArHo3, Mo-
>KeT ObITb onpenenene AHLA. s 06Hapy>1<el-lm AHLA
MPUMEHSIIOT METOJ, HEeNpsiMOi MMMYHOQIII0OpECLeHIUN —
OKpall1BaH1e PUKCUPOBAHHBIX 3TaHOJIOM HETPOUIIOB 3110~
POBBIX JIOJIEl, KOTOPbIE MHKYOMPYIOTCSI C CBIBOPOTKO¥ MaLu-
€HTOB. BbiensioT 3 BapuaHTa OKpall1BaHKs IPaHYJIOLUTOB:
uuronnasmatuuecknit (WAHLIA), nepunyxneapHblit (TAHLIA)
¥ aTUIUYHbIN (11060€ MOJIOKNUTENbHOE OKpaLlBaHKe, KpoMe
nepBbIx ABYX). [1ns nogreepskaenus Hannuus AHLIA nposo-
1T uMMyHodepMmeHTHbIi aHanus (MPA). AHLIA cBssbiBa-
I0TCS C KOMIIOHEHTaMM LIMTOIUIa3MaTHUYeCKUX T'PaHys Heii-
Tpodua0B U MOHOLUUTOB. OCHOBHOI aHTUI€HHOIN MMULLIEHbIO
s uAHUA sBnsiercst nu3ocomManbHas npotenHasa (PR-3),
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ana nAHUA — muenonepokcupnasa. Ilpu 3ITIA wacrora Bbl-
asnennst AHLJA, B OCHOBHOM K MHUeJIONEepOKCHase, COCTaB-
nsietr 30—40% [13].

B 2011 r. . Zwerina et al. B uccnenoBanuy npoieMOHCTPU-
pOBasIi CBSI3b MOBbILIEHHS] YPOBHSI 90TAKCHHA-3 C aKTMBHO-
ctbio IITIA. JoTakcuH-3, NponyLMpYeMblil SHAOTeIHaabHBIMU
1 BOCNJIUTENIbHbIMU KJIETKAMM B OTBET HA MOBPEXIEeH1e, Cul-
TaIOT YyBCTBUTENbHBIM U crieliupuueckuMm (87,5% u 98,6% co-
OTBETCTBEHHO IIpH IpefiesibHoM ypoBHe 80 nr/mi1) MapkepoM
akrtuBHocTtu JITIA [15].

JIeuenue SI'TIA

Ilpornos gns xusuu npu ITIA B Lenom oTHOCHTENb-
HO GnaronpusiTHblit. OGILENPUHSTBLIX pEKOMEHAALM 110 Jieue-
nuto IITIA ner. Cxemy uMMyHocynpeccuBHo# Tepanun IITIA
crenyeT Noaduparb MHAMBUIYAJIbHO, C Y4€TOM aKTMBHOCTH
BACKYJIUTA M TSDKECTHU BUCLIEPAJIbHBIX NPOSIBIEHUH, UCMIOb-
3ysl TaKKe Mpenaparbl, KaK [JII0KOKOPTUKOM b, 1eIIyHOMMU,
asaTtuonpuH, uuknopocdamun, merorpekcar [1, 2, 4, 5, 8].
Takxxe nepcrnexTMBHbIM MpenapaToM CUMTAlOT MeMoJU3y-
Mab (rymMaHM3KMpOBaHHbIE MOHOKJIOHAbHbIe aHTHTena (IgG1)
K WJI-5), KoTopblit Obl1 padpaboTaH 1Jis JiedeHuss OpPOHXU-
anbHoit actmbl [12]. Lenb tepanun npu IITIA — nobutbcs
MOJNHOM pemuccuy 3abosieBaHnst (OTCYTCTBHME aKTMBHOCTH
CUCTEMHOTO BaCKyJIMTa NPU Jj03€ NPeAHU30JI0Ha <7,5 Mr/cyT;
€CJI1 He YIaeTCsl CHU3UTD 1103y MPEeIHM30JI0Ha 10 YKa3aHHOro
3HaueHus, TO Pe3yNbTaT Tepanny pacLeHUBAIOT KaK YaCTHY-
HYIO PEMUCCHIO).

Husxe npuBopuTcs onucanye KIMHUYECKOrO Cydasi cove-
tanust PA u 3ITIA.

KnvHnyECKMit CryyAi

Bonbhas ®., 1948 r. p., c IMarHo30M OCHOBHOTO 3a00JIeBa-
Hust: PA ceponosuTHBHbIN, pasBepHyTast CTaausl, akTUBHOCTD I,
9pOo3uBHbIii (peHTreHosnornyeckast cragus Il), ¢ cucreMHbIMU
TNpOosIBJIEHUSIMU (MUOKApAUOAUCTPOdUSI, TMITOTPOPHUS MBILIL,
nHeBMOGUOPO3, peBMaTOUIHbIE Y3€JIKM), aHTUTENA K LIMKIIM-
4yeckoMy LMTpyuMHoBoMy nentuny (ALILIIT) (+), B couera-
HUM C 903MHOQWIBHBIM TpaHYJIEMaTO3HbIM aHrMUTOM (60-
nesHb Yepmka — Crpocca), OK I cr. Habmonaercs B kimHuike
¢akynbrerckoii Tepanun (OT) BMenA ¢ 2004 r.

Cunraer cebst 6omnpHOi ¢ 2003 r., KOraa NepuoOLMYECcKH
CTany BO3HMKATb OONM B IUIEUEBbIX, KOJIEHHBIX CYCTaBaXx,
3a MeIULMHCKOM nomolibio He obpatianacs. C nioxs 2004 r.
OTMETHJIA MosiBJIeHNe GoJIelt, NPUNYXJIOCTH B JTy4e3ansCTHbIX
CycTaBax, yTPeHHeil CKOBAaHHOCTH, ycuieHue Oorneii B mie-
ueBbIX CyCTaBax, LIEHHOM OTJesle N03BOHOUYHKUKA. CamocTo-
sitenbHO npumMensina HIIBIT (nuknodenak, nHOOMETaLMH) CO
c1abononoxuTeNbHbIM 3G dekToM. B cBsA3M c yxyaiuieHnem
COCTOSIHUSI B BUZE YCUJIeHust OO0JIeil 1 NOSIBIIEHHS TIPUITYXJIO-
CTM B JIy4ye3amsiCTHbIX, [JIeYeBbIX CyCTaBaX, HapacTaHMsl
YTpEeHHel CKOBaHHOCTH, MOsIBJIeHust 6GoJieii B MSCTHO-(dasnaH-
roBbIx cycraBax obenx kucreii ¢ 20.12.2004 no 12.01.2005
o6cnenosanach B knvHuke OT. Briepsbie 611 BepuduLpoBaH
nuarHos: PA, cycraBHasi ¢popma, Cepono3nTUBHbINA, MefTIeH-
HO Mporpeccupylollee TedyeHne, akTUBHOCTb 2, ctaaus 2—3,
@HC 1. Ilocne BbIMMCKY NpUHKUMana cyabdacanasut 2 r/cyr,
aHturtena K uenoseueckomy ®HO-o apduHHO oumilieHHblE
no 2 Ttab. 4 p./cyr, HIBIL. B suBape 2006 r. HOBTOpPHO rocnu-
Tanu3npoBaHa B KinHUKy OT, ckoppekTpoBaHa 6a3ucHas Te-
panus, Ha3HaueH METOTPEeKCaT B 1o3e 7,5 Mr/Hex, Kanbumit-/1,

Hukomen, xongponporekropbl. [locsie BBIMMUCKM MaLMeHT-
Ka OTMedvasa yiy4lleHle CaMOUYyBCTBUSI B BUAE YMEHblle-
HUst 60511 ¥ ckoBaHHOCTH B cycTaBax. C nions 2007 r. Ha poHe
TNICMXO3MOLIMOHAJIbHOTO CTpecca M Pe3KOi CMeHbl KJIMMaTa
OTMeTHJIa BO30OHOBIEHNE 00JIeli B MSICTHO-(aNaHrOBBIX, JTy-
4e3arnsICTHbIX, JIEBbIX JIOKTEBOM M IUIEYEBOM CYCTaBaX, yBe-
JINYeHre BpeMeHU YTpeHHell CKOBAHHOCTH, 3MU307ibl MOJbe-
Ma TeMIeparypbl Tejia B BedepHee BpeMsi 10 cy0¢heOpHIbHbIX
uMPp, NOCTOSHHYIO 3a7I0KEHHOCTb HOCA, CJIM3UCTO-THOMHOE
orzensieMoe U3 Hoca. B xome ouepenHoii rocnuranusaunn
B K1MHUKY OT npu MMMYHOJIOTMYECKOM MCCTIe0BaHNK Bbl-
sIBJIeHbl CJlefylolliie M3MeHEeHMsl: pPeBMaTOMAHbI (akTop
(P®)—1:80 (Hopma — o 1:20), aHTHKEpATHHOBbIE AHTHUTENIA —
1:20 (Hopma — po 1:10), aHTMNEepUHYyKIeapHblil GakTop —
1:20 (Hopma — go 1:10), ALILIT — 278,2 en./mn (Hopma —
1o 5 exn./mn). Beinonnena KT npupaTouHblx nasyx Hoca, KOH-
cynbrupoBana JIOP-Bpauom. BoisiBnieHo o60cTpeHue rHoitHOro
TIOJINNO3HOTO pUHOCHHYcuTa. [locsie npoBeneHys NPOMbIBaHMI
BEPXHEUEeJIOCTHBIX Ma3yX M Kypca aHTMOaKTepHasbHOl Tepa-
nuK  (KJIapUTPOMULMH, LedOTaKCUM, asUTPOMULMH) OTMe-
UeH perpecc CyCTaBHOrO CMHIpPOMA, CHIXXeHHe MoKasaTernei
naboparopHoit aktMBHOCTH. B aBrycre 2007 r. mpoBeneHa
ornepauusi: IByCTOPOHHEE 3HI0Ha3aJIbHOe BCKPbITHE BepXHe-
YeJTIOCTHbIX Ma3yX, JBYCTOPOHHSISI YaCTUYHAS! STMOMIOTOMMSI.
[Nonyuana uedasonuu 3,0 r/cyr 10 nHeit; npenumsonox 60 mr
B/B KanenbHO 10 fHel; BpeMeHHO ObLT OTMEHEH MeTOTpeKcaT
C MoCJIeNyIoLMM BO30OHOBIIEHNEM TIp1eMa 110CJIe NOJHO ca-
Hauuu ouyara nHpexkuMu B fo3e 12,5 Mr/Hen.

[locnenytomme rocnuranuzauun B 2008, 2009, 2010 rr.
OblK CBSI3aHbI C 00OCTPEHNEM CYCTaBHOrO CHHAPOMA.

B cents6pe 2010 r. Ha OCHOBaHMM YACTbIX AMM3010B OPOH-
XOOOCTPYKLMM YCTaHOBJIEH JMarHo3: OpOHXMaslbHasl acTMa,
CMELLIAHHOTO reHe3a, JIETKOil CTemneHu TsikecTd. B nekabpe
2010 r. BbINOJIHEHA YaCTUYHAS STMOUJOTOMMUS, MeXaHUYecKas
JIe3UHTErpaumsi HU>KHUX HOCOBBIX PAaKOBMH, UCCEYEHUE CHHe-
XMi1 OJIOCTH HOCA.

B ¢espane 2011r. ormeTnna yxyaieHne CaMO4YyBCTBUS:
ycUnuIuch 60K, MOSIBUIOCH OrpaHUueHre MOJBHKHOCTH
B MEJIKMX CYCTaBax KHCTeH, CTOI, JIy4e3amsiCTHbIX, Ieve-
BbIX CYCTaBaX, YTPEHHsll CKOBAHHOCTb B HWX JIO MOJIYAHS.
Jleunnacb craumonapHo B kinuMHuke OT, cxoppekruposa-
Ha OasucHas Tepanusi, HasHaueH sepnyHomun 20 Mr/cyT.
B anpene 2011 r. Ha ocHoBannu npusHakoB I TIA (BbisiBneHHas
s03uHOdpmMs (no 35,6% npu neiikouurose 10,2—17x10%/7),
HanMure GPOHXMANIbHON aCTMBbl, XPOHMUECKOrO CHHYCHTa, 00-
Hapyskenue B kpoBu UAHLIA 1:32 (Hopma — po 1:10)) ycra-
HosJeH anarHo3 PA B couerannu ¢ ITIA (Uepaska — Crpocca).
B mae — nione 2012 r. — ouepeniHas naHOBasi FOCIMTaNN3aLUs
B kmHuKy OT. [Iposenens! 3 ceanca nnasmadepesa C mysibc-Te-
panveit MeTMINpenHn30M0HoM 250 Mr (C MOJIOKMTENbHBIM
3¢ dekTom), cMmeHa 6asncHoit Tepanuu Ha azatronput 100 mr/
cyT u ruppokcuxsopoxud 200 Mr/cyT, yBennueHa f03a npen-
Hu3o710Ha 10 10 mr/cyT.

[pu ouepentom mnocrymiennn B centsope 2012 r. B k-
Huky @OT naupeHTKa NpenbsBisuia KanoObl Ha YXyALIEHHe
CaMOUyBCTBMSI B BUIE YCHJIEHHsS WHTEHCHUBHOCTM 0O0JIEBOrO
CMHIpOMa B MEJIKMX CyCTaBaX KUCTeii, yBeJlMYeHHs! YTpeH-
Hell CKOBaHHOCTHM B CYCTaBaxX B TEYEHMsI BCEro AHs, BO300-
HOBJIEHMs1 Gosteit M auckoMdopTa B 0671aCTH MOJOLIBEHHbIX
noBepxHocTeil obeux crom, Gonblue crpaBa. B remorpamme
oGHapy>keH neiikounto3 (o 20—44,5x10°/1) ¢ s03uHOpuIN-
eit (no 50—-77,5%), NoBbllleHre B CbIBOPOTKE KPOBU YPOBHSI
B-nunonporennos no 440 exn. (Hopma — 35-55 en.), nakrart-
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nerunporenasel — 10 320—-624 En/n (Hopma — no 250 Exn/m),
P® — no 48 ME/mn (nopma — no 14), ALILIIT — no 269 En/mn
(Hopma — 110 0,5), tAHUA — 1:32 (Hopma — no 1:10).

C yueTOM BbIPaKEHHOrO JIEMKOLMTO3a C TUIEPIO3U-
HOodUIMel mauueHTKa Obla KOHCYJIbTUPOBAHA FeMaToJIo-
roM, eil BbINOJIHEHA CTepHajbHas MYyHKUMs (TMNepniasus
303MHOMUIBHOTO POCTKA 3a CYeT OOJIbLIOrO KOJMYECTBA
903MHO(UIbHBIX MHEJIOLMTOB, MeTaMHeJIOUUTOB U Npe-
MMYLLIECTBEHHO 3a CueT orpomHoro (38%) umcnia 3penbix
CEerMeHTOsIIePHbIX 303MHOGDUIIOB, IPUTPOINO33 HOpMOOLIa-
CTMYECKHMi1) U TpenaHoOHomNCHUs (COOTHOLIEHUE AESITENbHO-
ro M KMPOBOIO KOCTHOrO Mo3ra — 6:4, MpHU3HaKU o4aro-
Boro muenodpuéposa, runeprnnasui MHENOUIHOTO POCTKa
C COXpaHeHMeM JIMMQOUIHOrO, MHEJON033 COXpPaHeH
10 3peJibix GopM ¢ npeobanaHueM 303MHOMUIIOB) C TPOBe-
IeHueM uuToMopdonorun Maska. MckioueHbl peakTUBHbIE
NpU4KHbl runep303uHoduinn (I'J): resIbMUHTO3bI M Napasu-
TO3b! (aHaJM3 Kajia Ha SIfLA [JIUCT, LUCThI, aHTUTEJIA K Iejlb-
MHUHTaM U ApPYTMM Napas3uTam, B T. 4. IPOTO300HO3aM (OT-
puLaTeNbHO)), OHKOJIOTMYECKMil mpolecc (aHaiu3 KpOBU
Ha creuuduyeckue OHKOMapkepbl (6e3 0coOeHHOCTEIl)).
[lapaniesnbHO MCKIIIOUEHbl BO3MOKHbIE KJIOHAJIbHbIE TeMO-
671acTO3bl: LIMTOTEHETUYECKOE UM MOJIEKYJISIPHO-TeHeTHYe-
CKO€e MCCllefloBaHWe KOCTHOTO Mo3ra M nepudepudeckoii
KPOBM — IaHHBIX 3a reMo0J1acTo3 He MoyyyeHo. Beinonxe-
Ha KT opraHoB rpyau, 3xo-KI, nmpoBeneHa KOHCynbTaLus
IepMaTosioroM (NpU3HaKOB 303MHOQPUIIbHONM HMHPUIbTPA-
LIMM He BbISIBJIEHO) ¥ HEBPOJIOTOM, BbIIIOJIHEHA 3JIEKTPOHEit-
pomuorpacust (MprU3HaKoB HeMponaThv He OOHapysKeHO).
C uenblo OLEHKM MMMYHHOTO CTaTyca BbINOJIHEHA pa3Bep-
HyTas MMMyHOrpaMMa: aOCOJIOTHBIN JIMMOLMUTO3, aKTH-
Bauus T-KJIETOYHOrO 3BeHa MMMYHHUTETa, yBelnueHHe ab-
comoTHoro uucna T-numdoumntoB (CD3* — 3,46x10°/n),
uurorokcnueckux T-numdoumntos (T-UTJI) (CD3*CD8* —
1,33x10°/n), T-xennepos (CD3*CD4* — 2,01x10°/n); nau-
Hble peaKklMy TOPMOXKEHUST MUTPaLUK JIEHKOLIMTOB C GUTO-
remarrmoTHHUHOM (83%), KoHkaHaBanuHoM A (91%) u IHK
(125%) — kapTvHa HeaseKBaTHOI peakUUM B BUIE TOBbI-
weHus: (PYHKUMOHATbHOM aKTUBHOCTU C T-KJIETOUHBIMU
MUTOreHaMH.

B 2015 r. nauueHTKe NPOBOANIACH 6uonoruyeckas Tepa-
nust TOLUIM3yMaboM (MOHOKJIOHATIbHbIE aHTHUTENA K peLien-
topy WJI-6). Ha pone Tepanun y GonbHOI OTMEYEHO CHU-
JKeH!e UHTEeHCUBHOCTU CYCTaBHOTO CUHAPOMa, YMeHblIeHe
MMMYHOJIOTHYECKON aKTUBHOCTM 3aboseBaHus (CHUKe-
Hue ocTtpodasosbix nokasareneit, ALILI, P®, orcyrcrBue
AHLIA), opgnako D coxpaHsiacb Ha MNpexHEM YpOBHe
(0,8-1,72x10°/7).

B 2018 r. Ha ¢one npoBoaMBLIEiiCS Tepanuy OTMeYanoch
HapacTanMe ocTpoga3oBoil aKTMBHOCTHM, CYCTaBHOIO CHH-
ApoMa, B 00J1aCTH JIOKTEBBIX CYCTAaBOB HAaOMIOAAMCh KOKHbIE
M3MeHeHHs], HallOMUHAaBLIMEe peBMaTHuecKue y3esku. bbina
BbINOJIHEHA OKOMCHst 00pa30BaHMSI — TMCTOJIOTMYECKUE MPH-
3HaKM pPeBMaTM4eCKOro Backyiurta. B cBsi3u c yckonb3aHnem
3¢dekTa OblIIO MPUHSTO peLlieHre O CMeHe Tepanuu 1 nepe-
BOJIe MALMEHTKM Ha FeHHO-MHKEHEpPHYI0 OMOJIOTMUECKYIO Te-
parmto (TMBT) npenaparom putykcumad 1000 mr B/B, 1 MHB-
eKkuus B 2 Hepl. uepe3 6 MecC., C MOJIOKUTENbHBIM 3$PEKTOM
B BUZIe CHIDKEHHs1 0CTPO(]a30oBbIX MOKasaTesield, Kyn1poBaHUs
CYCTaBHOTO 1 KO>KHOTO CHHAPOMOB.

B Hacrosiiiee Bpemst nalyeHTKa HaXOAUTCS MOZ AMHaMUye-
CKMM HalJliofieHeM PeBMaToJIora, IPUHUMAET TMAPOKCUXIIO-
poxun 200 Mr/cyT, TPeaHU30IIOH 5 MI/CyT.

[IpencrasyieHHblil KIMHUYECKUI CIy4ail MIHTEpeceH ciie-
AYIOIHMMH 0COOEHHOCTSIMU:

¢ Coueranue [ByX HMMMYHOOINOCpPENOBaHHbIX 3aboJe-
BaHMiI 00OYC/IOBUJIO TPYAHOCTH JUArHOCTMKU (HETUIMYHOCTD
KJIMHUYECKOM KapTHHBI 000MX 3a007eBaHMil, HEOOXOAMMOCTD
MCKJIIOUEHHs] OHKOreMaroJIOrMuecKoii MaToyioruu) u mnonbo-
pa Tepanuy (cMeHa 6a3KCHBIX NpenapaToB B CBSI3U C Hemepe-
HOCHMMOCTbIO M1 He3((HEKTUBHOCTDIO).

+ OrHocuTenbHO GnaronpusTHoe TedeHre PA (oTcyTcTBre
BbIPa’KEHHbIX 3PO3MBHbIX M3MEHeHWil B CyCTaBax, HECMOTpS
Ha IUIMTEJIbHOCTb 3a00J1eBaHUS Y BbICOKUIA tutp P® u ALILII).

¢ OrHocutenbHO GnaronpusitTHoe TeueHne SITIA (Habmo-
JeHre 3a MalMeHTKOlM C MOMEeHTa YCTaHOBJIEHUS IMarHo3a
3ITIA cocrasserT 6 sieT, IPOrpecCMpOBaHNSI HE BbISIBIIEHO).

¢ OrcyTcTBHE MOpPaXXeHUs OpraHOB-MHLIeHeill WHQUIIb-
TpaTamMu, HeCMOTPSI Ha BbICOKMIT ypoBeHb ['3J.

+ [lpumenenue asyx 'MBT — Toumnusymaba u puTyKCH-
Maba MocenoBaTeNbHO Y MalmeHTKY ¢ coueranrem PA u ITTIA
C BbIPQXEHHbIM MOJIOXKMTEJIbHBIM KJIMHUKO-MMMYHOJIOTHYe-
CKHM OTBETOM, HO C coxpaHeHueM ['D.
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