nynbMOHONOT

BPOHX0OOOCTPYKTUBHDbIA CUHAPOM:

B hokyce audcdepeHUMaNIbHON ANArHOCTUKHU
cuHApPOM Yeppaxa-Ctpocc (303MHOMUNbHDbIN
rpaHysieMaros C NoJIMaHrMMTOM)

POHXOOBCTPYKTMBHbIN cuHAPOM (BOC), unu cnHOpoM

OpoHXManbHom obCTpyKumm (Tabn. 1), - 3T0 CUMATOMO-

KOMMJIEKC, CBSA3AHHbIN C HapyLUeHNEeM BPOHXMANIbHON
NPOXOAMMOCTN (DYHKLIMOHANBHOIO UM OPraHMYyeckoro npo-
NCXOXKOEHMS.

TepMumH BOC He MOXeT ObITb MCMOb30BaH Kak CaMOCTOs-
TeNbHbIN ANArHO3, 3TO CUMATOMOKOMIMJIEKC KOHKPETHOr o 3a60-
JIeBaHMA, HO30/10rMYeCKy HOPMY KOTOPOro criedyeT yCTaHo-
BUTb BO BCEX C/y4asaiX Pa3BUTUS BPOHXMANbHOM OBCTPYKLIMN.

OLHWM 13 OCHOBHbIX MOCTYNaToB AnddepeHLmnansHoOm gmar-
HOCTUKK aBnsaeTca Te3nc PobepTa XarnmHa (puc. 1) - «yacTble
©O0/1e3HN BCTPEYAKOTCH YacCTo, a PeaKme - peaKo», Mo3TOMY Ya-
e BCero npuxoamtcsa npoBoanTb anddepeHumanbHbii amar-
HO3 Mexay OpoHxmanbHon actMon (BA) 1 XpoHuyeckom o6-
CTPYKTUBHOWM BGONE3HbIO NErknx.

Pexxe BOC BcTpeyaeTcs Npun psae Opyrnx 3aboneBaHnn, B
TOM YMCNe MPU CUCTEMHbIX 3a60NEBAHNAX COEAMHUTENbHON
TKaHW: y3e/IKOBOM MONMapTEPUNTE; CMELLaHHOM 3ab01eBaHNN
coeguHuTenbHOW TkaHu (cuHapom Lapna); cnHgpome Yepa-
»a-Ctpocc (Churg-Strauss).

Ta6nuua 1. KnuHnyeckue npossnenus 6OC

¢ YONHeHue Bblgoxa

* DKCMUPATOPHBIV LLYM - CBUCTSLLEE, LUYMHOE [bIXaHne

¢ MpucTynbl yayLbs

¢ YyacTne BCNOMOraTefibHOM MyCKynaTypbl B akTe AblXaHus

¢ ManonpoayKTUBHbIN Kallenb

MpW BbipaXXeHHOM 06CTPYKLUMN MOTYT MNOSABUTLCS LUYMHbIN BbILOX,
yBEIMYEHNE YacTOTbl OblXaHWUS, Pa3BUTUE YCTaNoCTn
LbIXaTeNbHbIX MbILL, M CHUXEHME MapLUMabHOrO HaNpPsHXKeHns

Kncnopopa B apTepuansHomn kposm (Pao,)

Puc. 1. Po6epT XarrnuH (1907-1969) - LuBeLlapCcKuit Bpau.
ABTOP BENMKONEMNHOW KHUMM Mo anddepeHLmanbHOn AnarHocTnke
BHYTPEHHWX B0NE3HeN, PyCCKOoe M3haHne KOTOPOW Noa pefakumnen
E.M. TapeeBa Bbiwno B CCCP B 1965 r. Po6epT XarrnumH n3secTteH
TaKXXe CBOMMM OHEBHMKaMM, KOTOpbIe OH Besl BO BpeMst BTopoi
MWPOBOW BOWHBI. MpUHMMan yyacTne B ryMaHUTapHOM MUCCUU
LwBenuapckoro KpacHoro KpecTta B Pure, [layraenunce un lNckose
B UIOHe - ceHTabpe 1942 r. B AHEeBHNKOBbLIX 3anuncax PobepT
X3rrnnH onmcan reHoump eBpeeB, COBEPLLEHHbIN HEMELKMMN
anH3aLrpynnaMmn 1 NaTbILLCKMMK KONIabopaLMoHNCTamMm B
cTpaHax bantun.

CuHagpoM Yeppxxa-Ctpocc

CuHppoM Yepmxa-CTpocc - 203MHOMUIBHOE TpaHyeMaTos-
HOe BOCrasieHne C BOB/IeYeHNEM AbIXaTesbHbIX NMyTen N HeKPOTK-
3MPYIOLLIMIM BAaCKYUT, NOPaXatoLLMIA COCY bl MAIoOro 1 CPeAHero
Kanmoépa, coyeTaroLmmncsa ¢ BA 1 ao3mHodunmen (puc. 2, 3).

KnnHnyeckre n natonormnyeckme NMPN3HaKN CMHOPOMa onn-
caHbl B 1951 r. Jacob Churg un Lotte Strauss n B TeueHne gnu-
TeNbHOro BpeMeHM 0603HaYaMCh Kak CUMHOPOM Yepmka-
Ctpocc (B pa3HbIX BapmaHTax PyCCKOM TPAHCKPUMNLMK - YaLle
Ya(e)poxa-Ctpocc unm Ya(e)pra-Crpocc, pexe Ye(a)pra-
CTpaycc, 4To 3aTpyAHseT NOMCK MHGOPMaLMM O CUHAPOME B
oTeyeCTBEHHbIX 6a3ax).

ABTOPbI BbIAENAN 6a3UCHYIO TPUAMY MOPMONOrMYECKNX/TH-
CTONaTONOrMyeCkKnX NPMU3HaKoB CUHAOPOMA, KOTOPAad BKIKOYaeT
HEKPOTM3NPYIOLWNIA BACKYSIUT, 303UHOMWUNBbHYIO MHMUNbTPA-
LMIO TKaHeN 1 BHECOCYAMCTbIE FpaHyeMbl.

Bo BTOpoM gecatunetnn XXI B. MeXayHapoOHOW rpynmnomn
SKCMNepTOB MPeanoXeHo o603HavyaTb CUHOPOM Yepmxa-
CTpocCC KaK 303UMHOMUIIbHLIN TPaHy1IeMaTo3 C NOSIMaHIMUTOM
(eosinophilic granulomatosis with polyangiitis - EGPA).

Puc. 2. 303MHOGUNbHbIN BaCKYJIUT NPU CUHAPOME
Yeppxa-Crpocc.

Puc. 3. F’ucronornueckas KapTuHa Nerkoro npu cCMHapome
Yeppxa-Ctpocc.
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B cooTBeTCTBUMM C MexayHapOAHOM Knaccudukaumen 60-
ne3Hen 10-ro nepecmoTpa EGPA oTHocuTcs K knaccy «Cu-
CTEMHbIE MOPAXXEHNA coeauHUTeNbHON TkaHu» (M30-M36),
NoAKIaccy «Y3eNKOoBbIM MONMAPTEPUUT N POACTBEHHbIE CO-
cToanua» (M30) n nmeet kog M30.1 - «[MonnapTepunT C Nopa-
»eHnem nerknx (Mepaoxa-Crpocc)».

Mpn aToM EGPA BCTpeyaeTcs pexxe Apyrnx BacKymMTOB, Ha
ero AoMo NPUXOAMNTCS NPUMEPHO 5-9 YacTb Cpeam BCex Backy-
nuToB nogknacca M30. OgHaKo Pa3InYHble aCNeKTbl M3yUYeHNs
npoodnembl EGPA NOCTOAHHO HAXOAAT OTPaXKeHWe B 3apydexx-
HOM N OTEYECTBEHHOW CrneLManM3npoBaHHOM uTepaType.

anuaemMmuonorusa

B cooTBeTCTBUM C AaHHBIMU 3MUOEMNONOTMYECKUX NCCNeo-
BaHUM exeroaHasa 3abonesaemocTtb EGPA cocTaenset 0,5-6,8,
a PAacCnpOCTPaHEHHOCTb - 7-13 cny4yaeB Ha 1 MIH HaceneHus.
CpeoHn BO3pacT Hadana 3aboneBaHWs MNPUXOAMTCHA Ha
35-45 neT, AaHHble 0 YacToTe 3a00NeBaHNSA MYMUMH U XKeH-
LUWH AOCTAaTOYHO MPOTMBOPEUNBBI, COOTHOLLEHWNE KonebneTcs
oT 3:1 po 1:2. PacnpocTpaHeHHOCTb EGPA HeCKObKO Bbille B
CEBEPHbIX LUMPOTAX B CPABHEHWM C HOXHOWM YacTbio EBpoOnbI 1
Y FOPOACKUX XUTENEN MO CPABHEHWNIO C HACENEHNEM, MPOXKN-
BAIOLLIMM B CENTbCKMX ParoHax, Mpun 3TOM eBponeounabl 3abone-
BalOT B 2 pasa Yalle npeacrtaBuTenen apyrux pac. B neguat-
puyeckon npakTnke EGPA BCTpeyaeTcs 3HaUMTENbHO pexe.

DTHUonorua n natoreHes

ST1nonorusa EGPA Hen3BecCTHa, y MaUMEHTOB YacTO MMeeTCs
HebNaronpPUATHbIN anneproaornyecknin aHamHes. Matodmsmo-
norma EGPA ocTaeTca HegoCTaTOYHO M3YYeHHOW. XapaKkTep-
HOM OCOBEHHOCTbIO 3aboNieBaHUsA SBAAETCS 3HAUYUTENbHas
303UHOMUINA B KPOBU N TKAHSAX, aCCOLIMMPYIOLLIASACSA C aKTUB-
HOCTbtO 3aboneBaHud. [llpegnonaraeTcs, 4YTO 303MHOMDUNNS
NoAOeP>KMBAETCH BbICOKMM YPOBHEM WHTEPSENKMHA-5 B Kpo-
BW, KOTOPbI NPOAyLMPYeTCs rnaBHbIM 06pa30M akTUBMPOBAH-
HbIMW NUMdoUMTaMn - T-xennepamum Tnna Th2.

AHTUHENTPOMUAbHbIE  LUTOMAa3MaTUYECKMe aHTUTeNa
(ANCA) BbigBnatoT y 40-60% 60nbHbIXx ¢ EGPA. Y 60/bLUMH-
ctBa ANCA-no3nTmBHbIX naumeHToB (oT 70 po 75%) ¢ EGPA
onpenensT aHTUTeNa K MMenonepokcnaase ¢ nepuHyKieap-
HbIM oKpaLumBaHmeM (PANCA). KnnHnyeckmne nposiBnerHns 6o-
ne3Hn moryT otnmyatbcs Y ANCA-no3nTtneHbix 1 ANCA-Hera-
TUBHbIX NauneHToB. MNpn ANCA-NO3UTUBHOM TUMe Yalle oTMe-
YaloTCs MopakeHne noyek (OCOBEHHO HEeKPOTUINPYHOLLMM
rnoMepynoHedpUT), LEHTPANTbHOM HEPBHOW CUCTEMbI U Nepu-
depunyeckas nonnMHenponaTms, nypnypa WU Opyrme KOXKHble
nposeneHus. MNMpu ANCA-HeraTMBHOM TuMe 4alle ObHapYyXu-
BAOTCA MPU3HAKM NMOPAXKEHUS Nerknx (lerovHble MHbUNbTpa-
Tbl, NNEBPUT) M cepaua (MMOKapaNT, NEPUKAPANT, KAPANOMNO-
naTus, HapyLleHUs CepAeYHOro puT™Ma n ap.).

Kputepumn gnarHoCTuku

EGPA xapaKTepun3yeTcs reteporeHHOCTbO KIMHUKO-UMMY-
HONOrMYecKknx opM 1N obyCnoBANBaAET HEOOXOANMMOCTb NPO-
BefeHns anddepeHumnanbHO-AMarHOCTUYECKOrO MOUCKa € Uc-
K/TIOUYEHMEM LLMPOKOro CrnekTpa 3aboneBaHnin 1 naTonormnye-
CKMX COCTOSIHWI, BKJOYas anneprmyeckme m MHMEKLMOHHbIe
O0NE3HN, ATPOreHHble HapPYLUEHWNS, reMaToNOrMYyeckyo naTo-
JIOT N0, 3/T0KAYECTBEHHbIE HOBOOBPA30BaHNS, YTO YacTo Npea-
CTaBNAET CYLUECTBEHHbIe TPYOAHOCTM AN BPayen pasHbIX cre-
LUmanbHocTen.

Ona gnarHoctukn EGPA nNpuUMeHsoT KnacCuguKauMoHHbIe
Kputepun, npeanoxeHHble American College of Rheumato-
logy (Tabn. 2), n KpUTepmnn CTaaMMHOCTI NpoLiecca.

OunarHo3 EGPA cunTaeTcst LOCTOBEPHBLIM MPWU HaMMuYMnK y na-
LIMEHTOB 4 1 6onee 13 NepeyncneHHbIX MPU3HaKoB C YyBCTBU-
TenbHOCTbO 85% 1 cneunduyHocTbio 99,7%.
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Ta6nuua 2. KnaccumkaumoHHble KPUTEPUN CUHABPOMA
Yepmxka-Ctpocc (EGPA) .

Kputepui XapakTtepucTuka

3aTpyaHeHne apixaHus

1. BA nnu andysHble Xpunol

Jo3mHodbunma >10%

2. 303uHodUNA B JleMkouuTapHon opmyne

MoHoHenponaTtus,
MHOXECTBEHHas nonunHenponaTns
no TMny nep4YaTok (4ys10K)

3. MoHO- nnu
nonvHenponaTns

MurpupytoLume
VNN TPAH3UTOPHbIE NIErOYHble
MHOUNBTPATbI, OOHAPYXKEHHbIE
NnpW PEHTFEHOIOMMYECKOM
obcnenoBaHnm

4. JleroyHble NHGUNbTPATHI

Bonu B 06nacTv NpuaaToUHbIX
nasyx Hoca unm
PEHTreHONOrnMYeckme N3MeHeHNs

5. MNMopaxkeHne
NPUOATOYHbIX Ma3yX Hoca

6. BHecocyauncTble
303VHOMUIIbHbIE
MHDUNBLTPATDI

CkonneHns 303MHOGWIoB
BO BHECOCYAMCTOM MPOCTPaHCTBE
(NO AaHHbIM BUoncumn)

BblgenstoT Tpu dasbl TeveHns EGPA:

| ha3a - npogpomManbHbi nepuod anutca ao 10 net, xapak-
Tepu3yeTCs PasfIMYHbIMK annepruyecknMm nposBAEHUSMU:
AnnNepruyecknin PUHNT, NONNHO3, BA, 0BbIYHO TPYOHO KOHT-
POSIMPYEMbIE N YAaCTO PE3UCTEHTHbIE K Tepanuu.

Il dasa (303MHODUNBbHBIE MHMUABTPATbLI) - BO3HMKAKOT
303MHOUNAMA B Nepudepnyeckon KpoBM M 303UHOGUSIb-
Has MHMWUAbTPAUMSA TKaHeM PasfIMYHbIX OPraHoB, BKJOYas
nerkne n »XenygouyHo-KueyHbin TpakT - XKT (303MHO-
(durbHasg MHEBMOHUSA, CUHAPOM Jledhdnepa, 303MHODUIIb-
HbIM FAaCTPO3HTEPUT).

|1l ha3a (CUCTEMHBIN BAaCKYUT) - XapakKTepmn3yeTcsa YacTbiMu
N TSHXKENO MPOoTeKaLWMMN npuctynamm BA 1 nossneHnem
NPW3HaAKOB CUCTEMHOIO BaCKynTa.

KnuHuuyeckaa KaptuHa EGPA

KnnHnyeckas KaptuHa EGPA xapaktepusyetcsa 601bLLINM Mo-
NMMOPHN3MOM NPOSIBAIEHUI 1 3aBUCUT OT ha3bl 3a601eBaHNS.

OCHOBHOW «MuULLEHbO» Npu EGPA aBnalTCA opraHbl Abl-
xaHma. OgHO M3 NepBbiX NpoaBneHnn - BA, KoTopasa ¢ MO-
MeHTa [eblTa CTAaHOBUTCS CNOXHOM Ana Tepanuu. Opyras
0COBEHHOCTb TeveHus BA - nosaBneHne NeroyHbiX MHPUAbT-
paToB, perucTpupyembix y 2/3 6GOfbHbIX. JIeroyHble WH-
GunbTpaThl MOTYT Pa3BMBaATLCSA Ha pPa3HbiX ha3ax 3aboneBa-
HMSA: B Nepuom NosiBIeHUS NepBbiX MPUCTYNOB yayLIbS UK
yXe B Nepnoa pa3BepHYTON KIMHNYECKOM KAapTUHbI CUCTEM-
HOro BacKysuTa.

Annepruyecknm puHUT BcTpedaeTcs bonee yemy 70% 605b-
HbiX ¢ EGPA. KnnHnyeckasa kapTnHa 60/1e€3H1 4acTO HaunHaeT-
CS1 C NPOSABNEHNN anNeprn4yeckoro puHMUTa, KOTOPbIN HEPEAKO
OCNOXHAETCS NONMMO3HBIMU Pa3pacTaHNSMM CAM3NCTOM 060-
JIOYKN HOCa, PELMAMBUPYIOWNMK MOCE YAANeHUs, N NPUCo-
eONHEHNEM CUMHYCUTOB.

BoBneueHne B natonormnyeckui npotecc npu EGPA ceppaeu-
Ho-cocyamcTon cuctembl (CCC) oTMevaeTcs Yy KaxXgoro
2-4-ro naumeHTa 1 4acTo SBASETCH OnNpefensowmm ans npo-
rHo3a 6one3Hn. CnekTp BO3MOXHbIX nopaxeHun CCC oyeHb
LUMPOK: MUOKAPANUT, PECTPUKTMBHAS W AMNaTalMOHHAs Kap-
OMOMMONATKS, HAPYLLEHNS PUTMa N NPOBOANMOCTN, KOHCTPUK-
TUBHbIV NEPUKAPAUT U PSL APYIUX.

Mon Nopa)keHnn HepBHOWM CUCTEMbl Hanbosiee yacToe npo-
ABMIEHNE - MHOXECTBEHHbIN MOHOHEBPUT (40 75% 60/bHbIX) C
nocnegyLlen nporpeccmen OO MNOSIBAEHUS CUMMETPUYHOMN
WY aCUMMETPUYHON NONMHEeNPOoNaTUM.
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Puc. 4. Ko)xHble nopa)keHus npu cuHiapome Yeppxa-Crpocc.

KOoXHble BbICbIMaHNSA B BMAE Nypnypbl 06bIYHO ONpeaensaoT-
cq Ha ctagum Backynuta y 40-75% nauneHTtoB ¢ EGPA v npea-
CTaB/eHbl B BUAE NanbnmpyemMomr nyprypsbl, 4aCTo C HEKPO30OM
B LIEHTPEe reMopparmyeckmnx naTeH, PacnonoXeHHbIX MPenmy-
LLIeCTBEHHO Ha pa3rmbaTesibHOM MOBEPXHOCTN BEPXHUX N HUXK-
HUX KOHeYHocTen (puc. 4).

CVMNTOMbI MOPaXKeHUs APYrnx OpraHoOB U CUCTEM BCTpe-
YaKTCA pexke, OfHAKO Hannume MaToNOrMYecKMx M3MeHe-
HUM CO CTOPOHbI NoYyek U XKT paccMaTpMBaeTcs B Kaude-
cTBe HebnaronpmaTHoro aktopa B paMkaxX MPOrHocTu4e-
ckol wkanbel 5 daktopos (five-factor score), koTopas nos-
BONSET npennonarate HebNaronpusaTHbIM NPOrHo3 EGPA
npwn BbISBNEHMN Y NaLMeHTa OgHOro n 6onee 13 5 NpusHa-
KoB (Tabn. 3).

B 2015 r. npu y4yacTum aKCnepToB M3 NATU CTpaH EBponbI,
CLUA n KaHaabl noaroToBNeHbl peKoMeHaaummn no AMarHocTm-
Ke 1 neyeHnto EGPA, KOTopble akKyMyMPOBanM Hay4Hble 4O-
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Ta6nuua 3. MporHocTuyeckas wkana 5 caktopos npu EGPA

1. CyToyHasa npoTenHypusa >1r

2. KOHLEHTpaLms KpeaTUHUHA CbIBOPOTKM KPOoBM >140 MKMOSb/
(1,58 mr/on)

3. MopaxkeHne cepaua B BMAE KapaMoMmnonaTmm

4. BoBnevyeHne LeHTpanbHOM HEPBHOM CUCTEMBI

5. MNatonorua XXKT

CTUXKEHUSA N KITMHUYECKUI OMbIT, HAKOMIEHHbIM K HACTOSILLIEMY
BPEMEHMN.

Bo3Bpallasch K BonpocaM anddepeHLmanbHON OAnarHocTu-
kn BOC, cnepgyet oTMeTuTb, 4YTOo EGPA (CcvHOpom Yepmxa-
CTpocc) ABNAETCa C/IOXHbBIM AN ANArHOCTUKN U KpanHe pef-
KO AMArHOCTUPYETCS Ha PaHHUX CTaauax.

MW HaAMYMK HECTaHOAPTHOM KIIMHUYECKOW KapTUHbI 3a60-
NeBaHus Bpayvy LienecoobpasHO COXPaHATb HACTOPOXEHHOCTb
B OTHOLLIEHMM BOMbLLON FPYMMbl CUCTEMHbIX BACKY/IMTOB C Pa3-
JNINYHBIMU KITMHUYECKMMU MPOSIBIEHNSMU N FPAMOTHO MPOBO-
OUTb AnddepeHLNanbHy ONAarHOCTUKY C WUCMOJSb30BaHUEM
COBPEMEHHbIX METOAOB AN9 YCTAHOBEHNSI UCTUHHOW MPUPO-
[bl NAaTONOrM4YeCKoro npouecca.

= ra
ly6mnkauns nogroTos/ieHa . (.j N \'l LIUM

10 MaTepunaaaM CTaTbu:
barnwesa H.B., TpyxaH 4.U.,
BukropoBa U.A. n ap.
C/I0)KHOCTU B ANArHOCTUKE
303UHOGUIIBHOIrO rpaHy/s1IeMaTosa
C MOJINAHrUNTOM (CUHAPOM
Yepgxa-Crpocc).
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