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AHHOTALIUS

IMepeumenoBanue rpanyiaemarosa Berenepa B rpanymemarosssiii nosuanruut (ITIA) ObiIo BRIZBAHO
HA3PCBIICH HCOOXOJUMOCTHIO MIEPECMOTPA UMCIOIICHCS KIACCUUKALINN CUCTEMHBIX BacKymuTos (CB) u
COBCPLICHCTBOBAHUECM TCPMHUHOIOTUH, KOTOPas MOIia Obl HauboJee MOTHO OTPAKATh MATOMOP(OIOTH-
yeckue ocodeHHoctr 3aboneBanud. Juarnoctuposanue [TIA u CB, a Takke moObIx Apyrux 3adonesa-
HI/II\/'L HEOTBEMIIEMO CBI3aHO ¢ MX KIHHHUCCKOM ,Z[HHaMHKOfI. To ectn OPU3HAHUC TOTO, YUTO MBI MOXKCM
HU3MCHHUTB CBOE MHCHHC, €CITH HAC K 3TOMY OOs3YIOT (haKThI, SIBISCTCS OCOOCHHOCTBIO AUATHOCTHICCKOTO
nporuecca. B cBoro ouepeap, 4ToObI PakThl MOTIH 3aCTABUTh HAC M3MCHUTH CBOE MHCHHE, JODKHBI CYLIC-
CTBOBATH CaMH (baKTbI. Taxum o6pa30M, MBI JOJIKHBI UX BBIABIIATH U HpI/II\/'ITI/I K MHCHHIO, 9YTO SIBJISICTCA
(dakToM, a YTO HET, B KOHTEKCTS TOW Wi uHOU marojoruu. [IpoBepka mpaBHIIBHOCTH YCTAHOBICHHOTO
JIMarHo3a 4acTo OKa3bIBACTCS TPYAHBIM MMPOLICCCOM U HE BCETAA JOKA3BIBACT, YTO JHATHO3 TOUCH.

Abstract

Renaming of Wegener's granulomatosis in granulomatous polyangitis (GPA) was caused by the urgent
need to revise the existing classification of systemic vasculitis (SV) and to improve terminology that
could most fully reflect the pathomorphological features of the disease. Diagnosis of GPA and SV, as
well as of any other diseases is inherently associated with their clinical dynamics. That is, recognizing
that we can change our minds, if we are obliged to do this by facts, is a feature of the diagnostic process.
In turn, for the facts to make us change our minds, the facts themselves must exist. Thus, we must identi-
fy them and come to the opinion of what is the fact and what is not, in the context of this or that patholo-
gy. Checking the correctness of the established diagnosis is often a difficult process, and does not always
prove that the diagnosis is accurate.


http://med36.com/medobject/4371/contact
mailto:gen_khodosh@mail.ru
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TpaguunoHHo B rpynny CB BKAOYeHbl 60/1€3HU CO CXOA4HbIM NaTOreHe3oMm, B OCHOBe
KOTOPbIX NIEXUT reHepann3oBaHHOE NopaXKeHne cocyaoB (apTepuid U BeH pasNMYyHOro Kanmopa)
C BTOPUYHLIM BOB/IEYEHNEM B MATO/IOMMYECKMIA NMPOLECC COOTBETCTBYIOLMX OPraHOB M TKaHei.
KnuHuko-mopgonormnyeckas ocHoBa CB 3ak/io4aeTcs B BOCMA/EHUN U HEKPO3e CTEHKU COCY-
foB. OTanumuTenbHasa Yepta CB - 3T0 MX HEOTbeMIEMOE COLEPXKaHMe BO MHOTUX KMHUYECKMX
«KapTMHax», HanpuMep, MX0pajKn HESCHON 3TMONOrMK, UHMapPKTax BHYTPEHHUX OpPraHoB, Xe-
NYLOYHO-KULLEYHOM KPOBOTEUEHUMU, KOXHbIX MPOSBNEHUAX, MOBbILLIEHWN OCTPOJA30BbIX NOKa-
3aTenieil y 60NbHbIX, HAXOAALLMXCA B THKENOM COCTOAHUM W Ap. CNeKTp KIMHUYECKUX NposB/e-
HWIA, TedeHne 1 NporHo3 CB onpepensercs BUAOM BacKynuTa, TUNOM, pasMepoM 1 NIoKaamn3saum-
e/l BOB/IEYEHHbIX B MaTO/IOMMYECKNIA NPOLLECC COCYA0B U 0COGeHHOCTAMYU X nopaxeHus [Falk et
al. 2011].

OO6LWEenpUHATO BbIENEHNE NEPBUYHBLIX UM BTOPUYHBLIX CB. lMepBMYHbLIMU BacKynmtamu
cuMTaloTCca 3ab0/1eBaHUA, ABMAKOLWLMECA CAMOCTOATE/IbHBIMW. BacKynuTtbl, accouuupyemble C
Apyrumn 3ab60neBaHUAMU, BO3AEACTBUEM JIEKAPCTBEHHbLIX MPenapaToB WUAU pPas3fiMYHbIX TOKCK-
YECKMX areHToB, pacCcMaTpuBaOTCA KakK BTOPUYHbIE. K HUM OTHOCATCS BaCKY/UTbI, Bbi3blBaeMble
6aKTepuasbHbIMU U BUPYCHBIMU MH(EKLNOHHbIMU areHTamu (renatutbl B 1 C, MHPEKLMOHHbIT
aHpokapaut, cencuc, BUY un gp.); passuBaroLinecs npu CUCTEMHbIX 3a60N1eBaHUAX COeLUHU-
Te/IbHOW TKaHW WM 3/10KaYeCTBEHHbIX HOBOOGPa3oBaHUAX. WTak, nepeyeHb 3TUONOrUYECKUX
(pakTopoB CB f0CTaToO4YHO BeNUK (MH(EKLMOHHbIe 3a00/1eBaHNA, YY>KEPOAHble Gefku, ayTouM-
MYHHblE W OHKO/IOTMYeCcKne 3ab0neBaHus, KpUornobynuHeMus), OfLHAKO npumepHo Yy 50%
60/IbHbIX NX HEBO3MOXHO YCTAHOBUTb.

ExxerogHas 3abonesaemocTb CB coctaBnseT 40 cnyyaeB Ha 1 MAH HaceneHust (B CENbCKON
nonynauuu BenvkobputaHum); pacnpocTpaHEHHOCTL Konebnetca ot 0.4 fo 14 v Bbiwe Ha 100 000
HaceneHus [HacoHoB, 2006], To ecTb CB O0THOCUTCA K pefKuM 3aboneBaHuAM. [pegnonaraeTcs, YTo
OH MOXXeT NPOBOLMPOBATLCS BUPYCHOW UK BaKTepuanbHOM MHMEKLMENA, MPUEMOM NIEKAPCTBEHHbIX
npenapaToB ¥ Npy ONyXo/neBbiX 3ab0neBaHNAX (Mpy BUOMNCUM YACTO BLISBAAIOT UX NIENKOLUTOKA-
CTUYECKMNIA XapaKTep, TO eCTb a/lIePruYecKnili N HEKPOTUIUPYHOLLUIA aHTUNT, XapaKTepu3yoLLMii-
A Nyprypoii, BO3BbILLAIOLWENCA Had YPOBHEM KOXMW - «NanbnvpyemMas nypnypa»). [MCTonornyecku
BbISIBNIAIOT MEPUBACKY/ISIPHbIE MH(UALTPATbI, COCTOALLME U3 HEWTPO(UIOB WM UX OCTAaTKOB, TO
eCTb BaCKy/UT, rpaHyNémbl UK TO U apyroe. B cTeHkax cocyfoB OTMEYaroTcA PUOPUHONIHbIE U3-
MEHeHuMst U Hekpo3. YacTo CB nposiBNATCA KOXHOM cumnToMaTukon (-50%); valle Ha KoHeuy-
HOCTAX B BUAe nanyn, Be3uKyn, A3B, NOLKOXHbIX Y3/10B (puc. 1, 2).

CnepyeT Takke MOMHUTb, 4TO CB MOXeT 6blTb COCTaBHOW 4acTbio APYroro ayToMMMYH-
HOro 3aboneBaHns (CUCTEMHOW KpacHOW BOMYaHKW, PEBMATOMAHOrO apTpuTa) UAM pa3BUBaTbCS
nepBMYHO (rpaHynemartosHblii nonnaHrumt (FMA), cuHgpom Yapgxa - CTtpocca ¥ MUKPOCKO-
nuyecknin nonmaHrumt (MIMA), 303MHOGWbHBIA FpaHynemato3 ¢ nonvaHruntTom (3rMA), Ko-
Topble ABnaTca ANCA-accoummpoBaHHbIMY aHrunTammn (AAB). A66pesnatypa ANCA (aHrn.)
XapakTepusyeT ayToaHTUTeNa K 6eskaM LuToniasMaTMyecknux rpaHyn HemTpouaos (rpaHyno-
LWTOB) U IM30COM MOHOLMTOB, KOTOPblE KMacCU(ULMPYIOTCA NO TUMY CBEYEHUS MPU peakuuun
Henpsamoli nmmyHodntoopecueHunn (PHU®) [HkoseHko, AkoBeHKo, 2016].

B CBA3M C HEACHOCTLIO 3TMOJIONMM BaCKY/NUTbI A0 HACTOSALLEr0 BPEMEHU Knaccuuumpy-
0T N0 MOPONIOTMYECKNM NPU3HaAKaM, & UMEHHO M0 Kannbpy nopaxaemblX COCYLO0B U HAIMUUNIO
WNN OTCYTCTBUIO rpaHynémM BOKPYT NOPaXEHHbIX YyYacTKOB COCYfoB. Ecnm aTmonorns Hu ofHo-
ro U3 MHOrMX BaCKY/IMTOB HEW3BECTHA, TO MOXHO /MLWb NpeanonaraTe NHPEKLNOHHOE HAYaso.
MexaHu3Mbl natoreHesa, Mo KpaiiHel mepe, 'TIA, B KaKON-TO Mepe M3yyeHbl. B OCTa/ibHbIX
Cyyasix NnaToreHe3 MOXeT paccMaTpmBaTbCA MO aHanornu.



Puc. 1 emopparnyeckuii BaCKy/T: NATHACTO-Nanyné3Hble reMopparum
Fig. 1L Hemorrhagic vasculitis maculo-papular hemorrhage

Puc. 2. Mypnypa LLeHneiiH - MeHoxa (remopparuyeckuin BacKyuT)
Fig. 2. Purple Shenlaine-Genocha (hemorrhagic vasculitis)

WTak, cornacHo aHatomuyeckol (MOP(OMOrMyeckoin) knaccuukaummn, pasnnyarT cu-
CTEMHblE BaCKy/NUTbl C MOPaXeHWEM COCYZLOB KPYMHOro Kanmépa: apTepumut Takasacy; ruraHTo-
KNETOYHbIA apTepuUnT; CapKoMAO03; CUHAPOM KoraHa; TpOnuMYecKuii aopTuT W Apyrue peakue Bu-
Obl. Mpwn npouecce B CpefHUX coCyfax BblAensaoT 60n1e3Hb KaBacaku, y3enKOBbIA MONNapTepumnT,
NEenpPoMaTO3HbIA apTePUMT, CEMEHYIO CPeAM3EMHYI0 NMXOpadKy U npoyne. CUCTEMHOe nopaxe-
HWe MefiKUX W CpefHNX COCy[0B MposBnseTcs B cuHApome Bexuyeta, M1, cuHgpome Yappaxa -
Ctpocca, 06nmTepupytoLLeM TpoMboaHrnnTe n apyrux. BocnaneHue TobKO MeIKUX COCYO0B Bbl-
3blBaeT KOXHbIV NEAKOLMTOKNACTUYECKUIA aHTUUT, NUrMeHTHas nypnypa LLlam6epra, 60n1e3Hb
[ero, ypTvKapHbIii BacKynuT, Backynut LLeHneliH - TeHoxa (MMMyHOrno6ynuH A), MOHOK/0-
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Ha/IbHble FaMMONaTUK, 3CCEHLMANbHbIA KPUOTOBYIMHEMUYECKNIA BaCKYUT (0COObIE MMMYHHbIE
KOMM/EKCbl - KPMOrnobynuHbl, KOTOpble B CUAY CBOMX PasMepoB MOTYT ewé 1 3aKynopusatb
Me/iKue COoCyfbl, MOHOK/IOHa/IbHble rammonatum (HoMmeHknatypa Arthritis Rheum,1994). Cyue-
CTBYET eLle OrpoMHOe KOMM4ecTBO NOABWAOB BacKy/nmTa, KOTOpble 3aTparMBaloT OTAe/bHble Op-
raHbl. B aTy rpynny MOXHO OTHECTW PETUHOBACKYNT, PEBMOBACKYUT 1 ap. (puc. 3).

Puc. 3. MaTonormyeckunii NpoLecc B 3aBUCMMOCTM OT YPOBHS aHrumTa
Fig. 3. Pathological process depending on the level of angiitis

®opmanbHo IMMA KnaccugpuumpyeTca B Ka4ecTBe BaCKy/nnTa, Nopaxkatowero Mesikme co-
cyabl no cucteme Chapel Hill (CLLUA, 1992, 2012), x0Ta NOpaXkeHUs MOTYT pacnpoCcTpaHATbLCA
KakK Ha MefIKWii, TaK ¥ Ha CPefHUIA arameTp KPOBEHOCHbIX COCYAO0B (Kanuansapbl, BEHYNbl, apTe-
puosnbl 1 aptepun). Mo cyt I'MA - 370 coueTaHWe rpaHynemMarosa n aHrmmTa.

Mpwn 6one3nn LLeHneHa - MeHOXa M KOXXHOM NEMKOLMTOKIaCTUYECKOM BackynmnTte (an-
NEepPruyecKnii KOXHbIA BacKyNMUT, NENKOLUTOKNACTUYECKUIA aHTUWT, AepMaibHblli HEKPOTU3U-
PYIOLLNIA BACKY/IUT) NOPaXKaloTCA MeNKue 1 CpefHne cocyfbl B BUAE CUMMETPUYHO remMoppa-
FMYEeCKOl 3puUTeMbI, MPW 3TOM CTPajatoT NOBEPXHOCTHbIE COCY/bl KOXM; TOrAa Kak npu y3enko-
BOM MofvapTepumTe U rMraHTOK/IETOYHOM apTepunTe MopaXkaroTcs rNy6okMe cocybl MblLliey-
HOro TWMa, KOTOPble HaX0oAATCSH B MOLKOXHO-XXMPOBOM KeTyaTKe. BOMbLIMHCTBO APYrnx opm
BAaCKY/IMTOB, TaKMX Kak KpUornobynvHemmuuyecknin 1 AAB, MOryT nopaxarb Kak Mefikue, Tak U
KpynHble cocyfbl. [AnarHoctnyeckas LEHHOCTb BMOMCUM KOXMN 3aBUCUT OT rNy6UHbI Buoncuu.
[ns TOYHOW AMarHOCTUKM BCEX BAaCKY/INTOB, 3a WCKIKOUYEHUEM /EMKOLUTOKIACTUYECKOrO 1 60-
nesHn LLeHneiH - MeHoxa, HEO6XOAMMO NMPOBOAUTL MHLUM3NOHHYIO (paspes3aHune) uam aKCumusn-
OHHYO (Bblpe3aHne Kycouka TKaHM) 61MONCcuI0 NOAKOXXHO-XXMPOBON KneTyaTku (puc. 4).

Puc. 4. T'ictonornyeckas Knaccupukaumsa BacKyimTos ¢ nopaxeHneM koxxu (no J.A. Carlson, 2010)
Fig. 4. Histological classification of vasculitis with skin lesions (according to J.A. Carlson, 2010)
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Tabnmua 1
Table. 1
CucTeMHble BacKyuThbI
I"paHynemaTo3Hble HerpaHynemato3Hble
Bu1COuHbIn apTepunT Y'3eNKOBbI NeprapTepunT
ApTepunT Takascy BonesHb Kasacaku
"'paHynemaTo3 BereHepa Mypnypa LLleHnsiinH-MeHoxa
CuHpgpom Yepra - Crpaycca KOXHbIi1 LUTONNaCTUYECKUIA BAaCKYNT
KpuornobynmHeMuyeckunii BaCKynT
CKB

Tabn. 1 ["paHynemMaTo3Hble 1 He rpaHy/IeMaTo3Hble CUCTEMHbIE BaCKY/IUTbI
Table. 1 Granulomatous and non-granulomatous systemic vasculitis

TakxXe CUCTeMHble BaCKy/UTbl KraccupuuupyroTcs Ha 3aboneBaHus ¢ 06pasoBaHueM
rpaHyném n 6e3 Hux (tabn. 1).

Hanb6onee yacTbiM MePBUYHLIM CUCTEMHbLIM BacKynmTom sensetcs ['TIA, KoTopblil pac-
npocTpaHéH BO BCEM Mupe. 3a60/1eBaeMOCTb COCTaBnAeT 12.5 cinyyaeB Ha 1 M/IH HacefleHus, nNpu
3TOM KOXHble MopaXKeHns BO3HMKAIOT y 50% 60nbHbIX. [NpaBaa, npu Kymynauum apyrux 3abo-
NeBaHWin ¢ KOXXHbIMY BackynuTamu I'T1A yxe He OyfeT caMoli YacTol NPUUUHON UX PasBUTUS.

Mo ApyruMm mucToyHMKam, pacnpocTtpaHéHHocTb 1A B nonynaumm coctaenseTt 25-60
cny4vaeB Ha 1 000 000 HaceneHus, 3ab6oneBaeMocTb - 3-12 cny4yaeB Ha 1 000 000 yenosek. Co-
rnacHo sackynspHomy ®oHgy (KaHsac-Cutn, CLUA), TMA/IB 6oneet ot 1:20 000 go 1:30 000
4enoBeK, TO ecTb 3abosieBaHne peakoe (B EBpone - 2.1-14.4 Ha 1 MAH HaceneHus B rog) [Yates
et al. 2016]. OgHako 3a6oneBaemocTb ['TTA B €BPONENCKMX CTpaHaxX, N0 HEKOTOPbIM [aHHbIM, 3a
nocnegHue 30 neT Bo3pocna B 4 pasa. C paBHON YaCTOTON MOPaXatdTCA MYXUNHbI N XKEHLLNHbI.
Bone3Hb MOXeT BO3HMKaTb KakK B JeTCKOM, TaK W B CTapyecKOM BO3pacTe, OLHAaKO B OCHOBHOM
3aboneBaloT naymeHTbl B Bo3pacTe 0T 30 Ao 50 neT. To eCcTb cpegHecTaTUCTUYECKN HEOObIYHO,
4yto 'MA MOXHO 3a60/1€Tb B I€TCTBE, XOTS He MUCK/IOYEHa AMarHoCcTnKa aToro 3abonesaHns v B
70-80-neTHein Bo3pacTHOW rpynne. Takxe ans MMA He xapakTepHa nosoBas n3bupaTe/ibHOCTb,
HO Heb0/bLIOoe NpeobnagaHme My>XX4mMH HabnogaeTcs.

OTnnumntensHas natomopdonoruyeckas yepta MNA - rpaHynéma, KoTopas npeacrasns-
eT co60ii o4aroBble paspacTaHus KNeToOK COeAVHUTENbHON TKaHW, MOABASAIOLWMECH B BUAe Y3es-
KOB HebosnbLloro pasmepa. Camo no cebe rpaHyneMaTto3Hoe BoCnaneHue - BOCNaseHue, npu Ko-
TOpPOM 006pa3ytoTca y3enku (rpaHynémbl), BO3HUKAKOLWME B pe3ynibTaTe nponudgepaumm n TpaHc-
(hopMaLmmn cnocobHbIX K ParounTosy KIeTok.

B cBoto oyepedb, NMA xapakTepusyeTcs 0C06bIM TUMOM BOCNAIEHNA U rpaHyeMaTo3HbIM
TpaBMUPOBaHNEM KPOBEHOCHbIX COCYZAO0B (BaCKy/MT), YTO BOB/MEKAeT B MPOLECC, KaK NpaBwo, He-
CKO/IbKO OpraHoB, B TOM YWC/e fIETKWe, NMOYKN 1 BEPXHWNE [biXaTeNbHble MyTW. TO ecTb rpaHynema-
TO3HOE BOCMa/leHVe BO3HMKAET Kak B KPOBEHOCHbIX COCYfaX, TaK M BOKPYT HUX. ["paHynemMa aBnset-
CA OLHUM U3 HECKO/IbKUX (POPM I0Ka/IM30BAHHOI O Y3/10BOr0 BOCMNa/ieHus TkaHeld. Kopoue 1 npotue
roBops, rpaHynema - TUM BOCMa/IEHNS TKaHeil BOBIEYEHHOIO opraHa. I"MCTonornyeckre nNpusHakm
BK/IOYAIOT «reorpadmyeckniny 6a3oubHbI HEKPO3 Ha BOCMa/IMTENbHOM ()OHe ¢ 6ecnopsiAovHO
PacnosioXXeHHbIMU TMraHTCKMMW KNeTKaMu 1 OTCYTCTBUE CApKOMA030MOL00OHbIX FpaHyném.

MoHumaHune TTIA BblpaxaeTcsd B BUAe HEKOW 06LLeil XapaKTEPUCTUKK, MO3BONSHOLLEN
OTHeCTM ero K 60fiee LUMPOKOWA rpynne BacKy/NMUTHbIX 60Me3Heid, KOTopble UMEKT ayTOMMMYH-
HYI0 arpeccuio B BuAe MPOAYKLUN LUPKYIUPYIOWMX aHTUTEN K HenTpotuiaMm, HasbiBaeMbIM
aHTUHEATPOUIbHLIMK UnuTOoNNasmaTnyeckumm aHtutenamm (ANCA) No OTHOLLEHWUIO K MasibIM
N CpefHUM KPOBEHOCHbIM cocyfiam. O6bluHO LmTonnasmatuyeckas ANCA "ANCA) pearupyet
C NMPOTenHa3ow-3, CepUHOBONM MPOTENHA30M, HaXOAALLENCA B NEPBUYHBIX FpaHynax HermTpogu-
nos. B cBol ouyepeab, npoTenMHasa-3 MMeET MPsIMOe OTHOLWEHMe K MeTabonusmy anbga-1-
aHTUTpUncuHa. Takxe umetrotca ANCA-HeratnsHble 1 ANCA-N03NTUBHBIE peakLun ¢ pasnny-
HbIMU KNVUHUYECKUMW NPOrHo3amu.


https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D1%81%D0%BF%D0%B0%D0%BB%D0%B5%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%A4%D0%B0%D0%B3%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%B7
http://translate.googleusercontent.com/translate_c?depth=1&hl=ru&prev=search&rurl=translate.google.com.ua&sl=en&u=http://www.medicalnewstoday.com/articles/248423.php&usg=ALkJrhjuVdt5l2ufKaI4VO9tSPKx_KhkUg
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Kak cnepyet n3 Ha3aHus, ANCA Harnpas/ieHbl NPOTUB 6e3bAfepPHON LMTONIa3Mbl 6ebixX
KPOBSIHbIX K/ETOK. VIX TO4YHas posb B npouecce 60/1e3HM OCTaeTCs HeonpeneneHHOW, HO UMeeT
3HaYMTeNbHbI aunarHoctTuyeckuii mHTepec. ANCA 6bIBAlOT B ABYX OCHOBHbIX (hopmax:
1) aHTuHenTpounbHble CANCA (LMTOMIa3MaTMYECKUIA TUN CBEYEHMS), 3TO aHTMTeNa K npoTen-
Haze-3 (PR-3); 2) aHTuHenTpothunbHble pANCA (nepuHyK/eapHblil TUN CBeYeHUs), TO eCTb aHTU-
Tena K muenonepokcngase (MPO), a Takke aANCA, TO eCTb FOMOFeHHbI TUMN CBeYeHus, rae
MMEIOTCA aTUNUYHbIE aHTUTENa, 3Havallnecs Kak HeusyyeHHble. Kpome Toro, 6b1/10 JoKa3aHo, 4To
aHTUreHamy BbICTYNalT W Apyrve epMeHTbl, KOTOpPble COAEepPXaTCA B rpaHysax HemTpoduios:
nakTothepuH, anactasa, 6aktepuunaHblii 6enok BPI 1 katencuH G, B KOTOpbIX 06pasytoTcs cne-
umguueckne ANCA, accoummpyembie € psaoM ayTOMMMYHHbIX 3ab6oneBaHuii (Tabn. 2) [Konec-
HWK, 2004.; TanuH, TononsH, 2006.; HebbinbuoBa 1 gp. 2013., Y nbpux MeiwHep 2005].

Tabnuua 2
Table. 2
Knaccugmkaums EUVAS
Cnieyydmueckme aHTUTena K ANCA-accoLmmpoBaHHbIX 3a601eBaHi
EUVAS classification
Specific antibodies to ANCA-associated diseases
ANCA-accoUmMm1poBaHHbIe
3a60/1eBaHS Crieummnyeckme aHTUTENa AHTUrEHbI
I"paHynemato3 BereHepa (I'T1A) CANCA PR-3
Muikpockonuyeckuin nonnaHrumt (MrA) pANCA MPO
CviHgpom Yapmka-Crpocca (EMA) CANCA, pANCA Pepko PR-3, MPO
I"nomepynoHegput CANCA, pANCA, anti- PR-3, MPO, GBM
GBM
PeBMaTOMAHBIN apTpUT pANCA, cANCA Pegko MPO, nakTo-
(hepuH
CucTeMHan KpacHasi BonYaHKa pANCA Pegko MPO, nakro-
(hepuH
$3BeHHbIN KONT, 6one3HbL KpoHa PANCA, cANCA KarencuH G, nakro-
(hepuH
MepBMYHO-CKNEPO3MPYHOLLWIA XONaHTUT PANCA, cANCA JnacTasa, M30UnMm
MepBnYHbIA  GUMapHbId  UMppo3 nedeHn,  pANCA, cANCA KarencuH G, akTuH

ayTOMMMYHHBIA renaTut

CANCA umetoT 0co6eHHO cunibHyt ¢BA3b ¢ TMIT (go 80% 60/bHbIX M, BO3MOXHO,
6onblle n3 Tex, KTo B cTaamm aktueHocTu). Korga cANCA npucyTCTBYEeT B KPOBMW MaLMeHTa,
YbW CUMNTOMbI MW NPU3HAKN CBUAETENLCTBYIOT 0 ITTA, BEPOATHOCTbL AMArHO3a 3HAUNTE/NbHO
yBennuneaetcs. OfHaKo B OOMbLUMHCTBE C/y4YaeB BCe €lle OYeHb BaXHO MPOBECTU GMOMCUIO
NMopaXKeHHOro opraHa, To ecTb Bepu(nLMpPOBaThL ANArHO3.

YyBCTBUTENLHOCTL U cneunduryHocte CANCA gns guarHoctukum TTIA  coctaBnsiet
30-90% 1 98% cooTBeTCTBEHHO. CTO/Mb 3HAUYMTE/IbHbIe Pa3iMuna B YyBCTBUTENIBHOCTN 0OBAC-
HAIOTCA TEM, UYTO Ha/IMYME aHTUTEN U UX TUTP 3aBUCAT OT TAXECTU N aKTUBHOCTY 3a60N1eBaHus.

XoT4 BbisiBNsemMble y 60/bHbIX CANCA 1, COOTBETCTBEHHO, aHTUTENA K NpoTenHase-3 B
CbIBOPOTKE KPOBW BblCcOKOCMeLMpUYHbl ana I'MIA, OHU Takxe HabnhalTcs U Npu Apyrux 3a-
60neBaHNAX, 4N KOTOPbIX XapaKTepeH CUCTEMHbIVA BACKYNNT, OLHAKO YacToTa UX 06HapyXeHus
3Ha4YUTeNbHO OT/MYaeTca. Tak, npu ITIA aHTUTena K npoTtenHase-3 06HapyxuBatoTcs B 85%,
npu MuKpockonuyeckom nonnavrumte (MMA) - B 15-45%, npu ngmonatnyeckom riomMepyno-
HepuTe ¢ nonynyHuamm - B 25%, npun cuHgpome Yapmxka - Ctpocca - B 10% 1 npu y3e/1KOBOM
nepnaptepunte - B 5%.

VTak, oTanumTenbHaa 4yepTta BacKynmToB, Mpu AnarHoctuke KotopbliXx ANCA umeroT
peluaroLLiee 3HaYeHue - NepBUYHbIE CUCTEMHbIE BACKYNUTbI, TO ecTb: [TIA, MUKPOCKONNYECKWA
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nonvaHrumt (MMA) n cuHgpom Yapaxa - Ctpocca (UCC). Bce oHM ABNAKOTCA BacKynMtamu
MeNKnX cocyoB. VX xapakTepusyeT TsXKenoe TeUYeHne, BbICOKAss BEPOATHOCTb /IETa/IbHbIX UCXO-
[0B, 4acToe BOB/ieYeHMe NIerknx (MOMOCTHbIE rPaHyNéMbI), BEPXHUX AblXaTeNbHbIX MyTeil (M3b-
A3BNEHMA) M NoYeK (rnomepynoHedpuT). ONa HAX XapaKTEPHO OTCYTCTBME MMMYHHbIX Aeno3u-
TOB W MOTPE6MEHNSA KOMMMEMEHTa, YTO M NOPOAUIO0 TEPMUH «MaNOMMMYHHbIE», XOTS 3TO He
O3HayaeT OTCYTCTBME UMMYHO/IOTMUYECKUX PacCTPOCTB B natoreHese. MNpu ANarHOCTUKE BaXHO
nMeTb B BUAY, 4yto ANCA MOryT npucyTCTBOBaTh Npu 3TUX 3a60/1eBaHMAX HE MOCTOSAHHO U MpK
Nto6b0oM 13 HUX MOryT 06HapyxuBaTbca kak CANCA, Tak 1 pANCA.

Tak vnun nHave, Ho I'TTIA - Taxenoe nporpeccupytoLlee 3abonesaHune, Tak Kak 6e3 csoe-
BPEMEHHO HAYaToro NeYeHns NPUBOAUT K CMePTeNbHOMY MCXOAYy B TeyeHue 6-12 mec. KnuHu-
YeCKOoe TeYeHue noapasfensieTca Ha se (POPMbl: NIOKaNbHYH M reHepann3oBaHHY0, KOTOpbIe Mo
MHEHWIO pafja aBTOPOB ABNAKTCA CTagusMM 3ab6oneBaHus. Npy nokanbHOW opme nopaxaroTcs
nop-opraHbl (90 % cnyuyaes) (puc. 5, 6, 7, 8) 1 rnasza (10%) ¢ pa3BUTUEM PUHUTA, HA30(hapPUHTU-
Ta, CUHYCMTa, OTWUTA, eBCTaxXMmMTa, CKIepuTa, anucKnepuTa, a Takxe ysenta (puc. 9, 10). Mopa-
XeHve opbuTbl MU rnasHoro fA670Ka MOXeT 6blTb BTOPUYHBLIM BC/IEACTBUE pacnpocTpaHeHus 3a-
60neBaHNA U3 CUHYCOB UM M30nMpoBaHHbIM [KpyTbko 1 ap., 2011.; KpyTbko v gp., 2015].

Puc. 5. bonbHass M. MHOeCTBEHHbIE KOPKM Ha rMeperopogke Hoca (a),
cegnoBuaHan gedopmaums Hoca (6), y3enKoBas Cbinb Ha Koe /16a (C)
Fig. 5. Patient M. Multiple crusts on the septum of the nose (a),
saddle-shaped deformation of the nose (b), nodular rash on the forehead skin (c)

Puc. 6. echopmupytoLLme A3Bbl S3blKa MPK rpaHy1eMaTo3HOM NOMaHrnnTe
Fig. 6. Deforming ulcers ofthe tongue with granulomatous polyangiitis

Puc. 7. A3BeHHO-HEKPOTMNYECKOe MOpaXKeHMe HOca MpK rpaHy/IeMaTo3HOM NOIMaHrmnTe
Fig. 7. Ulcerous-necrotic lesion of the nose with granulomatous polyangiitis


https://ru.wikipedia.org/wiki/%D0%A0%D0%B8%D0%BD%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%9D%D0%B0%D0%B7%D0%BE%D1%84%D0%B0%D1%80%D0%B8%D0%BD%D0%B3%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%9D%D0%B0%D0%B7%D0%BE%D1%84%D0%B0%D1%80%D0%B8%D0%BD%D0%B3%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%A1%D0%B8%D0%BD%D1%83%D1%81%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%A1%D0%BA%D0%BB%D0%B5%D1%80%D0%B8%D1%82_(%D0%B7%D0%B0%D0%B1%D0%BE%D0%BB%D0%B5%D0%B2%D0%B0%D0%BD%D0%B8%D0%B5)
https://ru.wikipedia.org/wiki/%D0%AD%D0%BF%D0%B8%D1%81%D0%BA%D0%BB%D0%B5%D1%80%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%A3%D0%B2%D0%B5%D0%B8%D1%82

Puc. 8. ['paHyiemMaTo3HO- HEKPOTUYECKOE MOPadKeHME BEPXHEro HEGA MpW rpaHyIeMaTo3HOM
Mo/MaHrumTe
Fig. 8. Granulomatous necrotic lesion ofthe upper palate with granulomatous polyangiitis

Puc. 9. CknepuT Npuy rpaHy1eMaTo3HOM rosinaHrumTe
Fig. 9. Scleritis with granulomatous polyangiitis

Puc. 10. I'paHyneMaTo3Hoe NopakeHve opouTbI 1 r1a3HOro A6/10Ka NPy rpaHy/IeMaTo3HOM MoMaHrumnTe
Fig. 10. Granulomatous lesion of the orbit and eyeball with granulomatous polyangiitis

WHorpa 3abonesaHne MaHWMeCTUPYETCA MNOPAXEHWEM TONbKO HWKHUX [bIXaTeflbHbIX
nyTel (Tpaxes, 6pOHXM, nerkue), n takasa gopma MTA HOCUT Ha3BaHMe «06e3rNaBNeHHbIn rpa-
Hynemato3 BereHepa» (Volchar J.). Mpu reHepannsoBaHHOM hOpMe K BbilleyKa3aHHbIM /10p-
CUMMNTOMaM MPUCOeSUNHAETCA NnopaxkeHue nerkux (80% cnyyaes) B BUAE NErOYHOr0O rpaHynema-
TO3HOr0 BacKy/nuTa, 00bIYHO 3aKaHuYMBalOLLEerocs obpasoBaHWEM /IErOYHbIX rpaHyném. paHy-
NnemMbl MOABEPXKEHbI pacnasy ¢ o6pa3oBaHWEM MOJOCTEN, YTO HepPeLKO COMPOBOXAAETCH Neroy-
HbIM KpoBOTeuyeHuem (puc. 11, 12).

NTaK, B KNIMHWYECKOM TeYeHUU pas3nnyaroT 4 ctagun:

1) ctagMs  PWHOTEHHOro  rpaHy/nemMaTosa: FHOMHO-HEKPOTUYECKUIA,  A3BEHHO-
HEKPOTUYECKNIA PUHOCUHYCUT, HA30(DapUHIUT, NapUHTUT, LECTPYKLMSA KOCTHON 1 XpALLeBol ne-
PEropoaKmn Hoca;

2) NéroyHas CTafma: pacnpocTpaHeHWe npouecca Ha NEroYHyr TKaHb;


https://ru.wikipedia.org/wiki/%D0%92%D0%B0%D1%81%D0%BA%D1%83%D0%BB%D0%B8%D1%82
https://ru.wikipedia.org/wiki/%D0%93%D1%80%D0%B0%D0%BD%D1%83%D0%BB%D1%91%D0%BC%D0%B0
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3) cTagus reHepasM30BaHHOrO MOPaXKEHMSI C BOB/IEUEHMEM AbIXaTeNlbHbIX MyTel, Nér-
KMX, MOYeEK, CEPAEYHO-COCYANCTON CUCTEMbI, XKENYAOUYHO-KMLIEYHOTO TPaKTa,;

4) TepMWHaNbHas CTagus: MoyeyHas W NEroYHO-CcepleyHas HefoCTaTOYHOCTL [[aBpu-
ctok, 2016].

Puc. 11. PeHTreHorpammMa opraHoB rpyaHoii kneTku (OK) 60/1bHOro ¢ rpaHyieMaTo3HbIM NoMaHrm-
TOM: B BEPXHEM W CPeZiHEM MOJ1e /IEBOTO /IErKOro Age CyonnespaibHbIe NMoI0CTM C TONICTbIMM CTEHKAMU
6e3 akccyaara
Fig. 11. Chest X-ray of the patient with granulomatous polyangiitis: in the upper and middle field of the
left lung, two subpleural cavities with thick walls without exudate

Puc. 12. Ha komnbtoTepHoi Tomorpamme OIK B 0601X NEFKMX BUAHbI Y3/10BaTble 04aryi KOHCOMAaLImMm
6e3 MosocTy U € MOJOCTLIO

Fig. 12. At a computer tomogram of the chest can be seen in both lungs nodular lesions of consolidation
without a cavity and a cavity

MopaxeHne NoYeK B BUALE HEKPOTU3MNPYIOLLETO N BbICTPONPOrPeccupytoLero rnomepy-
NnoHehpuTa Habnogaetca y 2/3 60/bHbIX. Y4UuUTbiBaA YacToe nopaxeHue nodvek npu NMA n CB
BooGLLe, EBponeiickoin accoumnaumeii no n3ydeHmto BackynutoB (EUVAS) 6bina npeanoxeHa
Knaccuukaums BacKy/MTOB C YYETOM K/IMHWUYECKOrO TeyeHWs W nabopaTopHbIX NoKasaTenei
MOYEeYHOW HefoCTaTOYHOCTM, MPWU KOTOPOW BbIAENAIOT /IOKa/IbHbIA BaCKY/NT, PaHHUIA CUCTEM-
HbI/i BaCKYNNT, FeHepan30BaHHbIl BaCKYNUT, TKENbIA BAaCKYUT U pedpakTepHbI K Tepanum
nHakypabenbHblii Backynut (Tabn. 3) [Francel, Jayne, 2010.; Main, KeHHean, 2011].
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Tabnmua 3
Table. 3

Knaccugmkauma EUVAS (2012 r.)
EUVAS classification (2012 y/)

Kareropws O6bsACHEHMA
J1oKann30BaHHbIE CUCTEMHbIE BaCKy/MTbl, He BAUSIOLIME HA (PYHKUMIO XKM3-
JToKanbHbll HEHHO BaXKHbIX OpraHoB. 3ab0/1ieBaHNA BEPXHUX U/UIN HKHUX AbIXaTelbHbIX
BaCKynT nyTein 6e3 y4yacTus Kakux-mbo Apyrmx CUCTEMHbIX WU CUCTEMHBIX CUMMTO-

MOB. KpeaTuHuH<120 mkmonb/n (1,4 mr/an)
PaHHWIA cUCTEMHbIN  [lpyrue BacKynTbl 6e3 NMOPaXKeHUS XXU3HEHHO BaXKHbIX OPraHOB U CUCTEM, He
BaCKy/ /T yrpoxatorpie msHu. KpeatuHuH<120 mkmons/n (1,4 mr/gn)
BackynuTbl ¢ AUCHYHKUMEA YKM3HEHHO BaXKHbIX OPraHoB (MOpPadKeHVe MoYeK
nvnu gpyrux opraHoB, yrpoxatoLuee »xwusHu). KpeatHH<500 mkmons/n (5,7
mr/an)

MopaxkeHvie MOYeK W/unK Jpyrx OpraHoB C CUMMITOMaMM MOSMOPraHHOW He-
poctatoyHocT. KpeaTuHuH<500 mkmonb/n (5,7 mr/gn)

I"eHepa/IM30BaHHbII
BaCKynT

TKENbI BaCKyNUT

Eﬁfg;ggggrmﬁ [MporpeccupytoLLmMii BacKyIUT, KOTOPbIA He pearypyeT Ha r/ItOKOKOPTUKOCTe-
Wbl ¥ LMTOCTATVKM
BaCKy/NT POWALI v LiATOCTA

[octatoyHo Yacto I'MTA npoTekaeT ¢ pa3BuUTMEM KOXXHOro Backynuta (40% 60/bHbIX) 1
nopaxeHns nepupepmyeckoin HepBHOM cuctembl (15%) C pasBUTMEM aCUMMETPUYHOM NOMU-
HeiponaTun. Y 5% 60nbHbIX onucaH nNepukapanT. 3aboneBaHue Yvallle BCEro MaHUMeCTUpyeT C
NOPaXKEHNA BEPXHUX AblXaTeNbHbIX MyTed U rnas. MNMopaxeHUs BHYTPEHHUX OPraHoB 06bIYHO
HacTynawT Mo3Xe.

OunddepeHuransHas AMarHOCTUKa € ApYrMMU BacKynutaMy 1 3a601eBaHUAMU HEBaCKY-
NAPHOW npupofbl (B MEPBYK ouepedb, WHMEKLMAMU) HepeLKO MpefCcTaBffeT 3HauuTesNbHble
TpygHoCTU. KNMHWYeckKoe M natoreHeTnyeckoe cxoactso mexay MIIA wn I'TIA TakoBo, 4TO
BHernoyeyHoe rpaHy/seMaTo3Hoe BOCMasieHne MOXeT ObiTb eAMHCTBEHHbLIM MPU3HAKOM, M03BO-
NAOLWNAM X pas3nnunTb. ['paHynembl MOTyT 6bITb HEe 06HapYXeHbl npu 6uoncuu, T. K. GLUONCUi-
HOe MccnefoBaHNe MOXET OrpaHUuMBaTbCS TONbKO MOYKaMMW, YTO BefeT K HeafeKBaTHON Aua-
FHOCTVMKE MUKPOCKOMUYECKOro nonvaHrumta. CXOACTBO KAMHUYECKMX NPOSIBIEHUIA OTpaXaeTcs
1 B NepeKpecTHbIX pe3ynbTaTax uccnegoaHuii ANCA. Tak, Hanpumep, cpean 60/bLIOR rpyn-
Mbl 60/IbHLIX C MCTONOTNYECKN [OKa3aHHbIM MUKPOCKOMUYECKUM MOMIMAHTUATOM BbISIBNAINCH
Kak aHTuTena kK MPO, Tak n aHTuTena K npotenHase (PR)-3.

WTak, Knaccumyeckue opraHbl, KOTOpble BOBNEKAKTCH B NATONOrMYECKUA MpoLEecc npw
IMA: BepxHue AbixaTesibHble NyTW (CUHYCbI, HOC, YLIX W Tpaxes), ferkue n novku. OfHako
I'TTA MOXeT nopaxkaTtb W Apyrue opraHbl, HO 3TO He TaK 4YacTo, W, KaK NpaBnio, HE TaK TAXKENO.
MopaxeHne BepXHUX AbIXaTeNbHbIX NyTel, Nerknux v novyek obpasyeT KIacCUYECcKyto Tpuagy,
Npy KOTOPOI BO3MOXHO NHO60e coyeTaHWe 3TUX TPEX N0KanM3auunii, TeM He MeHee BO3MOXHO
nopaxeHue Nt060ro opraHa (BacKymuT, rpaHynemMbl Uam u 1o, n gpyroe). NMA 4yacTo orpaHmyu-
BAeTCs rpaHy/1emMaTto3HbIM NMOPaXeHVEM [blXaTe/lbHbIX MyTeid 6e3 Npu3HaKoB CUCTEMHOro Bac-
KynuTa.

C TOYKM 3peHns NocTaHOBKM agmarHosa MMA BaxkHa fiokannsauma npoiecca. Hanpumep,
NPy NOPaXXEHUWU BEPXHUX [bIXaTe/IbHbIX MyTen 6UONCUS 3TUX TKaHen OTHOCUTENbHO HeWHBa-
3MBHa. Ho 6uoncus us aTux TkaHel ABNAETCA LOBO/bHO HU3KOW MO UHPOPMATUBHOCTU, BEPOAT-
HO, MeHee 50%. Mo3aToMy MHOrga UHTEPBEHLMOHHbIE MpoLeaypbl 60nee HeobXxoAMMbI Ana no-
CTaHOBKM MpaBU/IbHOTO AuarHosa. buoncus nérkux (OTKpbITad, TOPAKOCKOMUYECKas,
TpaHCOpPOHXMaNbHas UM TpaHCTOpaKaibHaa) - 4acTo Nydwwuii cnocob gmarHoctukm MB. C no-


https://ru.wikipedia.org/wiki/%D0%9F%D0%B5%D1%80%D0%B8%D0%BA%D0%B0%D1%80%D0%B4%D0%B8%D1%82
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MOLLbIO 3TUX Mpouesyp MOXXHO MONY4YUTb BMOSHE AOCTATOYHOE KO/IMYECTBO TKaHW, 4TO, Kak
npaswnno, No3BONSAET MOATBEPAUTL AMarHo3. Takxe Heobxoauma v 6uoncus noyek, XoTa nony-
YEHHOEe KO/MIMYEeCTBO TKaHW HEe3HauuTeNbHO, YTO OTPaXKaeTCAa Ha BepuuKauum COOTBETCTBYIO-
WMX NaToNOrnMyecknx ocobeHHocTed. OfHAKO B KOHTEKCTe O6LMX CUMNTOMOB MNalueHTa, npu-
3HAaKOB W pe3y/nbTaTtoB 1abopaToOpHOro TECTUPOBaHMA 3a4acTyt0 BO3MOXHO CHOPMYNUPOBaThb
NpaBW/bHbIA AMarHo3 1 6e3 6UONCMINHOIO MaTepuana.

JKcnepTbl He 3HalOT, novyeMy Bo3HMKaeT IMIA. V3BECTHO, YTO 3TO He OHKOMOrMYecKuil
npouecc M He WHMPEKUMOHHbIA, XOTA caM MNPOLECC MOXET MPUBECTM K WH(ULMPOBAHUIO.
Hanpumep, rpaHynemato3Hble NOMOCTM NErKNX, MOryT UHULMPOBATLCS BMNOThL 40 Ty6epKyné-
3a. 'uctonormyeckn MA xapakTepusyeTcsa HEKPOTMYECKUM BaCKy/NMTOM MENKUX apTepuin u
BeH 1 06pa3oBaHMeEM rpaHynémM Kak B CTEHKe COCyfa, TaK U B OKpY>XKatoLmx TKaHAX. be3ycnos-
Ho, 'TTA oT/nn4yaeTcqa OT y3e/IKOBOro nepuaptepumnTa. B cocypax npoLecc nNpoxoauT Te e CTa-
AU 0TeKa, HeKpo3a, HO CrneuMpUUHbIM ABNSETCA 06pa3oBaHWe rpaHynem ¢ 60/bLIMM KONnye-
CTBOM FMFaHTCKMX MHOTOALEPHbLIX KNEeTOK.

[o nepexofa B cuctemHyto (asy A MOXeT npoTekaTb B BUAE MOLOCTPOro BAMOTEKY-
Lero npowecca pasnnMYHoOl NPOAO/MHKUTENBHOCTU. VIHOr4a cucTeMHas (das3a Tak M He HacTynaer.
"pO3HbLIMWU NpU3HaKamu, NpefBeLlalowmMMy passuTue pasBEPHYTOro NEroYHO-NOYEeYHOro CUH-
[poMa, CNny>aT peBMaTuyeckume xanobbl, €nabocTb, NOTEPA MAcChbl Tena, NMXOPafKa, HOUHbIe
NOTbl, MOPAXEHWUE rNa3, yLUe, KOXn, Nepudepuyeckoii N LeHTPanbHON HEPBHON CUCTEMBI.

Cuwntaetca, yuto I'TTA - onacHoe 414 XW3HW 3ab0neBaHne, KOTOpoe TpebyeT ANUTENbHON
Tepanuu. B TO >e BpeMsi HeKOTOpble 60/bHbIE YMUPAOT M3-3a TOKCUYHOCTU Tepanuu. [Mpu
YCNOBUW CBOEBPEMEHHOIO AuMarHosa u fieyeHusa naumeHT ¢ A MOXeT BbI3gopoBeTk. Ho ecnu
ero He NeYnTb, TO CYLLECTBYeT PUCK MOYEUYHOWN HeAOCTaTOYHOCTN U CMEPTU.

MouCK, NOHWMaHVe, BbiSB/IEHWE BHYTPEHHUX 3aKOHOMEPHOCTeN B HEKOTOPOM C/I0XHOM U
HeACHOM acneKTe MaTtonornm - OCHOBHAA LieNb AMarHOCTUKK. Hanpumep, M3BECTHO, YTO MMEETCA
ornpefesnieHHoe reHeTMYeckoe npegpacrnonioxeHne K IMA, To eCcTb K 3a60/1€BaHUIO, CBA3AHHOMY C
Ha/IMynem aHTUreHoB ructocoBmectTumoctn HLA B7, B8 1 DR2, XoTa naTtoreHeTU4ecKue Mexa-
HW3MbI pa3BuTUA 'TTA Hen3BeCTHbI. [MopaxkeHe BEPXHUX U HXKHUX AbIXaTeNbHbIX MyTel HaBOAWT
Ha MbIC/Ib 06 aniepruyeckoil peakumm Ha Kakom-Mb0 aHTUMeH - 3K30TEHHbI WAW 3HAOTEHHBIN,
CBOWCTBEHHbIV [blxaTenbHbIM MyTsM. bonee Toro, B natoreHese 3ab01eBaHNA UMEET 3HAYeHWe TU-
neppeakTUBHOCTb NYMOPa/IbHOI0 3BeHa UMMYHUTETA: MOBLILLEHNE CbIBOPOTOUYHOIO N CEKPETOPHOIO
IgA, 1gG u IgE, Takke obHapyxuBaetca PP, LIMK, IgG-ayToaHTUTENA.

TakKe He UCKMKYaeTCs MaToreHeTMYeckas pPonb Kakon-nnmbo XPOHWYECKOW 04aroBOiA
NHMEKUMN (HOCOrIOTOYHOW), ANUTENbHbIA NPUEM aHTMOMOTUKOB, NMpeAnonaraeTcs U BUPYCHas
nHekumsa. Coobuianocb, 4to peumamsbl TTIA  dalle BO3HMKAOT NPU  HOCUTENLCTBE
Staphylococcus aureus B Hocorniotke. OflHAKO HeT HMKaKUX TOYHbIX [0Ka3aTenbCTB TOro, 4To
3Ta 6aKTepua yyacTByeT B pa3BUTUU 3a60N1eBaHNS.

Y HeKOTOpbIX 60/IbHbIX B KPOBM U B COCYAMCTON CTEHKE BbISABASIOT UMMYHHblE KOM-
MNeKcbl, HO WU UX 3TUONOTMYecKas PONb OKOHYaTeNbHO He [oKa3aHa. ['paHynembl ¢ 60/bLLIUM
YMC/IOM TUFaHTCKMUX MHOTOSLEPHbIX KNETOK, 0COGEHHO B JIErKNX, MOTYT ObiTb MPOAB/IEHMEM an-
Nepruyeckon peakuuny 3ameneHHOro TMna 1M60 peakuum Ha MHOPOAHOE Teslo, HO MPAMbIX 4O-
Ka3aTenbCTB B HACTOALLEee Bpems Her.

YXKungkocTb, nosiyyeHHas npu 6poHX0anbBEONSPHOM NlaBaxe, Y 60MbHbIX TTIA cogepxut
MHOI0 HeTPOMNOB, TOr4a Kak nNpu ApYyrux rpaHyneMaTo3HbIX NOPaXKeHUsX Nerknx, B 4acTHO-
CTW NpW CapKouio3e, B Heli NOBbILLIEHO YMCN0 NMMGOLMTOB. MaToreHeTMYeCKoe 3HaYeHve 3Toro
(hakTa TaKXXe HesiCHO.

MopaxkeHne ceppua Habnogaetca B 8% cnyyaes M BeAeT K NepukapamTy, KOpoHapHoOMY
BACKy/INTY, WH(APKTY MWOKapLa, MOPAXEHWUK MUTPa/IbHOTO WM aopTa/ibHOro KranaHos, AB-
6nokage. HepBHasi cucTema BoBnekaeTca B npouecc y 23% 60nbHbIX TTA 1 BKIOYAET Henpo-
NaTUO0 YepenHbIX HepPBOB, MHOXECTBEHHYHD MOHOHelponaTuio, nspeaka - LepebpanbHbIli Bac-
KY/IUT U rpaHyneMbl r0IOBHOr0 MO3ra.


http://www.center-hc.ru/diseases/infection3.htm
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[MoyeyHas nokanusaumns rpaHynem otMedeHa y 77% 60nbHbIX ITIA, 1 06bIYHO UX KU-
HUYeckas KapTuHa npeobnagaet. MNMpAMO WUAM KOCBEHHO NOYeYHas HeLoCTaTOUYHOCTb ABMSETCA
MPUYMHON CMePTM Y BGONbLUMHCTBA HeneyeHblX 60/bHbIX B. [lonroe Bpems MNaTonornyeckuii
MPOLECC MOXEeT OrpaHUUmNBaTLCS NErkuM roMepyioHe()pUTOM C NPOTEUHYPUER, remaTypueii n
3pUTPOLMTAPHBIMU LUMANHAPAMMW, HO KaK TOMbKO MOABMAETCHA MOYeyHas HedoCTaTOUYHOCTb, OHa
ObICTPO MPOrpeccupyeT, ecnn He HayaTb JIeYeHue.

WTak, BblgensoT KnaccugukalmoHHble kputepum MA:

1) BocnaneHne Hoca U MOMOCTW pTa: A3Bbl B MOMOCTU PTa, FHOWHbIE NN KPOBSHWUCTbIE
BblJeNeHNs U3 HOCa,;

2) W3MeHeHUs B NIerKUX NPW PEHTreHON0rMYeckKoM UCCNefoBaHun: Y3enku, UHPUIbLTpa-
Tbl WX NOMOCTH;

3) M3MEHEHMSA MOYU: MUKporemaTypusi (> 5 3puTPOUUTOB B MOSe 3peHNs) UM cKone-
HUS 3pUTPOLMTOB B 0CaJKe MOYW;

4) 6woncua: rpaHyneMaTto3Hoe BOCNasieHNe B CTEHKe apTepumn Uan B NepuBackKynsapHOM
1 3KCTPaBacKyNPHOM MPOCTPAHCTBE.

Hannume y 601bHOro asyx v 6onee ntobbIX KPpUTEPMEB MO3BOMAET NOCTaBUTL AnarHo3 MNMA
- C YyBCTBUTENbHOCTbIO 88% W1 cneyuduUHOCTbIO 92%. JIErknii cnocob 3anoOMHUTL 3T KpUTEpUn
cnegyrowmi - MHeMoHMYeckoe cokpauwieHne ROUGH (rpy6bid): R=Chest Radiograph (peHTreHo-
rpagums); O=Oral ulcers (s38bl nonoctn pra); U=Urinary sediment (ocagok moun); G=Granulomas
(rpaHynembl); H=Hemoptysis (KpoBoxapkaHbe). KpoBoxapkaHbe B Nepuog 60/1e3HN - 3TO JOMNOMHU-
TeNbHbIN NATLIA KpUTEpUiA. TemM He MeHee cneayeT OTMETUTb, YTO HU OAMH U3 3TUX MPU3HAKOB He
aBnsetca cneynguyHbim ana MMA. FNporHo3 HeneyveHOro 3a6oneBaHna NoXoi. Mpu nevyeHun yga-
eTca J0OUTHLCA PEMUCCUN. 5-NETHAS BbKMBAEMOCTb JOXOAUT 10 60%.

NcTopua oTKpblTua. B nioHe 1934 r. natonor ®pugpux BereHep npounssén BCKpbITHE
38-N1eTHEr0 MY>XXUMHbI, YMepLUero BCeACTBME MOYEUYHON HefOCTAaTOUYHOCTM MpU Hanuyuum Anu-
Te/IbHbIX INX0PaJ0UHbIX COCTOAHUIA. OAHOBPEMEHHO YMEPLUNIA UMeN CeA/IOBUAHYIO AedopMma-
LUMIO HOCa, paspyLUeHne HOCOBOI NEeperopoakn M XPOHUYECKWIA pUHUT. Fuctonormnyecku Bere-
Hep BbISBW/ OCO6bLINA TUM BOCMANEHUs B COCyfax MOYEK M CAU3UCTOW 060/104Ke HOca, TO eCTb
HEKPOTUYECKOe BOCManeHue ¢ rpaHynemamu. lepsble Ny6nMKauuyM Ha 3Ty Temy OTHOCATCA K
1936 n 1939 rr. B npegBapuTesibHOM co00LeHUN «O reHepasiM30BaHHbIX CENTUYECKUX COCYAM-
CTbiX 3aboneBaHmsax» («Uber generalisierte, septische Gefasserkrankungen») ®. BereHep onucan
TpexX NaumeHToB (MY>X4YMHY 38 N1eT U ABYX XeHWUH 33 1 36 net) ¢ 4-7-MecAYHbIM aHaMHE30M
NNX0PajKKM, C NOBbILIEHHON CKOPOCTbIO OCeAaHus 3pUTPOLMUTOB, aHEMUER, PUHUTOM B AeboTe
3a60neBaHns 1 NocnefyrolMM pa3BUTUEM CTOMATUTa, NlapUHIATa, PapuHruta u Tpaxeuta. B
K/IMHUYECKOW KapTuHe 3a60/1eBaHnA npeobnafano nopaxeHue rnosiocTU Hoca, a B rMCTONOrnYe-
CKON KapTuHe Yy ABYX MaLMeHTOB LOMWHMPOBANW FpaHynemMaTo3Hble M3MEHEHUS C BaCKy/IUTOM
MHOIMX COCYZI0B W OpPraHoB, a TaKXe ANarHOCTUPOBaHHbLIM II0MePYI0OHE(PUTOM C (POPMUPOBa-
HWEM MepuUrnoMepynsapHbIX rpaHynem. Xots 3aboneBaHve COMPOBOXAaN0Ch reHepann3oBaHHbIM
apTepumTOM, NOLOOHBLIM TAKOBOMY MpPU Y3e/IKOBOM nepuapTepuunte, BereHep B 06enx CBOUX pa-
60Tax paccMartpuBas NpUBEAEHHbIE UM C/lyvyan KakK YHUKa/lbHble Ha OCHOBaHUMN K/IMHUYECKOTrO
TEYEHMS U OT/IMYAIOLLMXCA NaToNI0aHATOMUYECKUMIN U3MEHEHNSAMM.

CnpaBegnvMBOCTY pagu ChnedyeT ckasaTb, YTO MEPBbIV Clyyali CUCTEMHOrO BacKy/vTa, W3-
BECTHOr0 B HacTosLlee BpeMs noj HassaHvem I'TIA (BereHepa), onucan gpyr v cocef no KomHare
®. BereHepa BO BpemeHa Yyyebbl B MioHxeHe, Heinz Klinger. KnuHrep Habnogan
70-neTHero Bpaya ¢ He(hpuUTOM, apTPUTOM, MMEIOLLLETO B aHAMHE3e XPOHUYECKMNIA CUHYCUT C OTAens-
eMbIM 13 Hoca. pu ayToncum 6bina 06HapyXXeHa MHBa3NsA HEKPOTU3MPYIOLLEro o4ara B OCHOBaHUU
yepena OKO/O N1a3, a TaKXXe U3bA3BMeHVe Tpaxen. Mpu rmcTonornyeckom UccnefoBaHUmM onpeae-
NANUCL BaCKy/UT U (hOPMUPOBaHME rpaHynéM, B TOM Yucie paspyLleHne HOCOBOW MeperopoaKu.
BTopoii kKnnHnueckunin cnydaii X. KnvHrep onucbiBan y 51-1€THEro naoTHMKA, Y KOTOPOro Takxe
0TMeyanocb KPoBOXapKaHbe, MonvapTpanruum, rnomepynoHepuT n 06ubHble BblAeNeHns U3 Hoca.
KommeHTupys 3Tu ABa HabnoaeHus, KnuHrep He COMHEBAICA B TOM, YTO 3a60/1eBaH/e Ha4MHanoch
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B Hanbonee CTapblX COCYAaxX UM TeX yYacTKax, KOTOpble NPeTepnenv HanbosbLuve NOBPeXaeHNs B
npowioMm. B yacTHOCTW, OH cuuTan NOAO06HLIM MECTOM [bIXaTeslbHble NMYTW, KOTOPble Herocpes-
CTBEHHO NOABEPralTCs BO3AENCTBMIO 3K30M€HHbIX pasfpaXkatowmx coeauHeHniA. B 060mx cnyyasx
60ne3Hb NpoTekasna ¢ 060CTpeHMsAMM U pemuccuamn. Pobept Péccne (Robert Rossle), anpekTop
WHcTuTyTa natonorum BepnMHCKOro yHvMBepcuTeTa, rAe onucan cson cnyvanm KnuHrep, npusén
HaboaeHns ewé ABYX MauMeHTOB C BACKY/IMTaMM M HEKPO3OM CIM3MCTONM 060/104KN HOCa U BEpX-
HUX [bIXaTeNbHbIX MyTei. XaliHL KnuHrep Bnepeble ony6/vMkoBan cBou HabnogeHns B 1931 1. u
paccMmaTpusan NpuBeAeHHbIE UM KIMHUYECKUE CyYan Kak (hopMy Y3e/IKOBOro MosimapTepumnTa, a He
KaK CamOCTOATE/IbHOE HO30/10rMYeCKoe 3ab01eBaHue.

BesycnosHo, ®. BereHep 6bis1 3HAKOM C 0NYy6/IMKOBaHHbIMW HabnoaeHnaMM XainHua KnmH-
repa, KOTopble MHTEPNPeTMPOBA/IUCL aBTOPOM KaK BapuaHT Y3e/KOBOro MmoivapTepumTa U Kak an-
NeprorunepyuyBCTBUTENbHBINA Mpouecc. Ho @®. BereHep He cuwTasl, yTO 3TU Ciy4vau MOryT ObITb
06bACHeHbI N0L06HbIM 06pa3oM. OH 13gaBas cBOU paboThbl B MPECTVXHBLIX HEMELIKUX XXYpHanax, a
B 1936 r. caenan 10-MUHYTHBIA AOKNad Ha 3acefaHny Hemeukoro obuiectsa natonoro. Camum &.
BereHepom onucaHo 7 cny4aes BacKy/nmTa MeNKuUX COCyZ0B C rpaHyNeMaTo3HbIM BOCNa/IEHNEM.

Ntak, ®. BereHep MHTEPNPETUPOBAS COCYAUCTbIE U3MEHEHUS KaK OAHY W3 opM y3es-
KOBOro nepuaptepumTa, onucaHHoro Kyccmaynem v MaliepoM. XoTa 3abo/ieBaHNE COMNPOBOX-
[,anocb reHepann3oBaHHbIM apTepUNTOM, NOAO6HLIM TAKOBOMY MPU Y3e/IKOBOM NepuapTepuute.
BereHep B 06enx cBomx pabotax (1936 1 1939 rr.) paccmatpusan NPUBELEHHbIE UM CllyYan Kak
YHUKa/IbHble Ha OCHOBAHWW K/IMHWUYECKOr0 TEYEHNS N OTINYAKOLWNXCA aHATOMUYECKUX U3MeHe-
HUA. OH OblN 3HAKOM C HefaBHO M34aHHbIMKU CTaTbAMU KnuHrepa n Péccne, onuvcbiBaKOLLMMM
HabMtoeHNs Y3e/IKOBOrO MepuapTepumTa, KOTOpble WHTEPMNPETUPOBASIN OTMEYEHHble U3MeHe-
HUSA KakK peBMaTW4yeckue M paccmatpuBanu 60/1e3Hb KaK aniepruyecko-runepyyBCTBUTESbHbIN
npouecc. BereHep cuntan, YTO €ro cayyam He MOryT 6bITb 06bACHEHbLI MOA0OHLIM 06pa3oM U He
MOTYT 6bITb CBA3aHbl C MH(PEKLMOHHbIM areHToM. OH oTpuuan, 4To 3abosieBaHne ABNAETCA PeB-
MaTUYeCKUM MO CBOEM CYTWU, MOCKO/IbKY He Hallén peBMaTMUeCKUX U3MEHEHWI HWU B MUOKapze,
HW B 3HAOKapAe 1 He 06HAPY>XWUN HUKaKUX MPU3HaAKoB rpaHynemsl Aschoff nnu gpyrux ysenkos
B 06CNnef0BaHHbIX CycTaBaxX M NIEroYHbIX y4acTKax NMopaxeHus, onucaHHblx ®. KnuHre. B otau-
yme ot Péccne, BereHep cumTan, 4to MCTOYHMKOM MAaTO/IONMYECKOr0 MPOLLEcca ABNAOTCA BHYT-
peHHWe o06nacTn Hoca. ['paHynemaTto3Hoe 3abosieBaHuve 06bIYHO ANNIOCL OT 4 [0 7 MecsLEB,
HauMHaNoCh CUMMTOMAaMW NPOCTYAbl, & B NOCNefyloLeM MpPorpeccupoBasio B HEKPOTMYECKOE
MOpPaXXeHMe HOCa M FNOTKM C CENTUYECKMMU NPU3HaKaMy 1 NporpeccupytoLleli NoYeYHon Heplo-
CTaTOYHOCTLIO. Micxop, 6b11 NeTanbHbIA.

B 1954 r. amepukaHckme Bpaun G.C. Godman u J. Churg onucanu ewe 22 cnydvas faH-
HOW 60M1E3HN W NPeSsIoKMAN Ha3BaTb ee rpaHynemMaTto3oM BereHepa B 4ecTb NepBOro aBTOpa,
Bble/IMBLUEro 370 3abosieBaHue B OTAE/IbHYHO HO30/10rMYecKyto (hOpMy Ha OCHOBaHUW TUMWY-
HbIX TUCTOMIOTUYECKUX W3MEHEHUIA W OCOGEHHOCTAX KAMHWYECKON KapTUHbL. OTOT 3MOHUM
MPOYHO BOLLES B MUPOBYIO NNTEPaTypy, XoTs cam ®. BereHep nocne BOVHbI pacTBOPW/ICA B He-
13BECTHOCTU (MO 0CO6bIM MpuynMHam) fo 1980-x rogos, Korga OH ctan nosy4vatb 60/blUIOe KO-
NNYECTBO BHUMaHWA, BNAOTb A0 cBoel cmepT B 1990 r. [Mocne ny6aMkauum cTaTby
G.C. Godman wu J. Churg BereHep cTan akageMW4ecKoi 3Be3foW, Nonyynn 3BaHue npodeccopa
naTonorum n npenogasan B MegnunHckom yHuBepcuteTe B Jltobeke (Fepmanuns). Cyasa no oT-
3blBaM, ero y4eHMKN BoCXuLLanmcb UM Kak yuntenem. Korga s 1970 r. oH yLlen us yHuBepcure-
Ta, 4YTOObI BO30OHOBWUTL YACTHYIO MPaKTWUKY, CTYAeHTbl OpraHvu3oBain (pakesibHOe LIeCTBME B
3HaK npotecTa. Ymep @. BereHep oT uHcynbTa B 1990 r. B Bo3pacte 83 net B Jltobeke.

B 3akntoueHve cneflyeT OTMETUTb, YTO K/IMHUYECKOE M MaTo/IorMyeckoe onuncaHue, cpe-
naHHoe B 1934 n 1954 rr., NO3BOMIUNO NyYLLEe OMNPeAeNnTb anarHoctuyeckne kputepum MIA. A
B 1966 rogy 6blna onvcaHa orpaHuMyeHHas hopma 3aboneBaHus, NpuM KOTOPOI OTCYTCTBYET Mo-
paXKeHVe MoyeyHbIX KNyb60oukoB. B nocnefyolleMm uccnefosaTenv NpoLeMOHCTPUpPOBanu 3g-
(heKTMBHOCTb LIMTOTOKCUYECKOM Tepanun npu 'MA, 4To CTano BaXXHOI BEXONM B pa3BMTUN Tepa-
MWK, NOCKOMbKY Aano Hayaso Harpas/IEHMIO MCNOJb30BaHUSA NPY HEOMYXO/EeBbIX BONME3HAX Ln-
TOTOKCMYECKUX MNpenapaTos 1 NOAX0L0B, NPUMEHAEMbIX B OHKO/IOTUW.
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