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T'PAHYJIEMATO3 CII MNTOM: OB3OP JIMTEPATYPBHI.
CEPUA KIJI KUX CIIYYAEB (Yacmo 1)

UKAUUU CUCIEMHBIX BACKYTUMO6 2panynemamo3 Bezenepa nonyuun opuyuanvroe
naseanue «I panynemamos c nonuanzuumom» (FTTA). B cmamve oceéeujervl danHvle umepamypolL 1o smuonarmozenesy, OuazHoCmu-
Ke, a maxaie npusedeHvl Cospeme 0 803MmoNcHOCMAX neverus. Ocoboe 6HUMAHUe yOeneHo 60npocam OuddepeHyuanvHoll
ouaenocmuxu I'TIA, 3nauenuio K020 uccnedosanus. Ilpedcmasnen cnekmp KAUHUHeCKUX 0COOeHHOCHEN, OMAUYAIOULUX

CMBeHHblE KTTUHUYeCKUe us epanynemaniosd ¢ nonuaHeuuUmom.
Kntouesvie cnosa: cKynumeol, ANCA-(ZCCOMMMPOS[IHHME B8ACKYNIUMDbL, 2PAHY/IEMAMO3 C NOTUAHZUUINOM, JieHeHUe

\. Michnevitsh, M. A. Savtshenko, T. G. Rayeuneva, T. G. Golovko, N. A. Krutshina

GRANULOMATOSIS WITH POLYANGIITIS:
LITERATURE REVIEW. SERIES OF CLINICAL CASES

e latest revision of the systemic vasculitis classification Wegener’s granulomatosis received the official name
of «granulomatosis with polyangiitis» (GwP). The article highlights the information on etiology and pathogenesis, diagnosis, treatment
of the disease. It also shows some up-to-date therapeutical approaches. Particular attention is paid to the differential diagnosis of GwP
and its serological features, which can be measured and evaluated in each patient. Clinical characteristics that distinguish GwP from
ANCA-associated vasculitis and other systemic connective tissue disorders are shown. Our own clinical data on granulomatosis with
polyangiitis cases are also observed in this article.

Key words: systemic vasculitis, ANCA-associated vasculitis, granulomatosis with polyangiitis, treatment of the systemic vasculitis.
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CHCTEMHbIE BACKyAUTbI ABAAIOTCA PEAKMMYK 3abOAeBaHUAMM.
OaHaKo ¢ cepearHbl 20 BeKa MX pacnpoCTPaHEHHOCTb HEYKAOHHO
pacTteT. C Apyrow CTOPOHbl 3aKOHOMEPEH MHTEPEC YUEHbIX K W3-
YUYEHWUIO AQHHOM MATOAOTUW: TAUHCTBEHHOW, TPYAHO MOAAAKOLLENCS
AEYEHUIO, MEIOLLEN OYEHb CEPbE3HbIM MPOrHo3. Co BTOPOM MOAO-
BMHbI MPOLLUAOFO CTOAETUS U AO HACTOSILLEr0 BPEMEHU PEBMATOAO-
rmsi, CGOPMMPOBABLUMCL B OTAEAbHYIO HAyUHYHO U MPAKTUUYECKYHO
0OTpacAb, MPOAEMOHCTPUPOBAAA BblAQKOLLUECH AOCTUXEHUA B OYH-
AAMEHTAAbHBIX U MPUKAAAHBIX HAaNpPaBAEHUSX: YTOUHEHWE naTore-
He3a OTAEAbHbIX 3a00AeBaHUI, UAEHTUOWKALMSA TPUITEPOB, B PAAE
CAyYaeB pacwmndpoBKa ATMONOTMUYECKMX GaKTOPOB. Be3yCAOBHbLIM
AOCTUXXEHUEM SIBASIOTCA U yCNeXW B A€YEHUU CUCTEMHBIX BacKy-
AWTOB, YTO OTPAXaETCs B YBEAMYEHUU NMPOAONKUTEABHOCTU XMU3HU
M YAYULLEHUW ee KauyecTBa Y 3TUX NaLUeHTOB.

JTanbl U3y4YeHUA CUCTEMHbIX BaCKYAUTOB HaLUAW CBOE OTpa-
XEeHWe B TEPMUHOAOT MU, NPEAAAraeMblX KAaCCUPUKaLLUAX, COBEP-
LUEHCTBOBAHUMN AMArHOCTUUYECKUX KpUTEPUEB, Ha3MpyOLWMXCA Ha
NpUHUMNax AoKa3aTeAbHOM MeAULUMHbL. [lepBas MexAyHapoAHas
cornacuTenbHas KoHoepeHuma B Yanen XMAAe MO HOMEHKAATy-
pe BaCKyAUTOB U XapaKTEPUCTUKE KaXAOro U3 HWX COCTOAAACh
B 1994 roay [1]. B 2011 n 2012 ropa B Yanen Xuane nNpoLAM
MEXAYHapOAHblE KOHbEpPeHLUMH, Ha KOTOPbIX ObiAM 0BCYXAEHbI
W NPUHATBI KAacCUPUKaLMS, YHUOULMPOBAHHbIE Ha3BaHUS Hau-
6onee yacTbix GOPM CUCTEMHBIX BACKYAUTOB U UX OMPEAEAEHWS.
MocAe cornacoBaHusi ¢ aKcnepTaMu B AAHHOM 06AACTU U3 PasHbIX
cTpaH B 2013 roay onybAMkoBaHa HoOBasi HOMEHKAATypa CUCTEM-
HbIX BaCKyAUTOB [2].

CamMbIM pacnpoCcTpaHeHHbIM CUCTEMHbBIM BaCKYAMTOM SIBASI-
eTca rpaHyaeMaTto3 BereHepa - rpaHyAemMaTo3 C MOAMAHTUMTOM
(TMA). CorracHO OnpeAeneHUtd MeXAYHapOAHOM KOHdepeHLUn
B Yanen Xuane, rpaHyAeMaTto3 C MOAMAHIMWUTOM MNpPeACTaBAsEeT
c0o60V HEKPOTU3MPYIOLWUIA BACKyAUT C MPEWMYLLECTBEHHbIM MO-
paxXeHWeM MEeAKMUX COCYAOB, aCCOLMMPOBAHHBINA C aHTUHYKAeap-
HbIMW UMTOMA@3MaTUYECKUMKU aHTuTernammn (ANCA) K muenaone-
pokcupase (MPO) uamn npotenHase 3 (PR3). Mpu atom Aeno
UMMYHHbIX KOMMAEKCOB OMPEAEAAIOTCS B HEOOABLLIOM KOAU
BE WUAM OTCYTCTBYIOT [2, 3, 4].

B rpynny BacKyAMTOB C NMPEUMYLLECTBEHHBIM NOPaxXe
KMX COCYAOB BXOASIT TaK e 303MHODUAbHBIN FpaHyAe
AvaHrumToM (Mapra - CTpocc) U MUKPOCKOMUYECKH

[paHyAemMaTo3 ¢ MOAMAHIMUTOM BreEpPBbie ObiA

Tepuuta. 3atem F. Wegener B 1936 1 1939 r
3aboneBaHNE KakK CaMOCTOATEAbHYHO HO
OTHOCSILLYIOCA K rpynne rpaHyAemMaTo30B.
Tpex nauneHToB (MyX4uHy 38 AeT, U ABYX Xe
¢ 4-7-MeCsYHbIM aHaMHE30M AMXOPa
CTblO OCEeA@HUA 3PUTPOLUTOB, aHe
60AeBaHUA, C NOCAEAYOLLMM Pa3B
dapuHruta u Tpaxeuta. B ka
npeobrapano nopaxeHue n

3 1 36 reT)
HHOW CKOPO-

C TAOMepyAOHEDPUTO
rpaHynem. Xotsi 3a60
HbIM apTEPUUTE
apTepuurte,
npvBeAeH
HUYECKOro Teye
U3MeHeHuw [5].

C 1954 ropa 3abOneBaHWe Ha3blBaAOCh «rpaHyAeMaTtos Be-
reHepa» B UeCTb MePBOro aBTopPa, BbIAEAUBLLIETO €ro B OTAEAbHYHO
HO30AOTMYECKY0 GOPMY Ha OCHOBAHWW TUMUYHBIX TMCTOAOTUYE-
CKUX W3MEHEHWN W OCOBEHHOCTEN KAMHUYECKOW KapTuHbl [8].
Ha koHdepeHumnn 2011 r. AMEPUKAHCKON KOAAETUEN PEBMATONO-
ros (ACR), EBponeiickoi npoTvBopeBmaTtnyeckoin amroin (EULAR)
U AMepuKaHcKUM 0bLecTBoM HedppororoB (ASN) npearoXeHo

OBOMY MNpW Y3€AKOBOM MOAK-
cBoux pabotax paccmaTtpuBan
Yau Kak yHUKaAbHble Ha OCHOBaHWW KAW-
W OTAMYAIOLLMXCS NATOAOrOaHATOMMUUECKMUX

anbTEPHATMBHOE Ha3BaHWE CUCTEMHOMY BaCKyAUTY, HOCSALLEMY
nma O. BereHepa, — «rpaHyAeMaTo3 ¢ MOAMAaHTMUTOM» [6].

K HacTosilemy BpemeHU onybAMKOBAHO AOCTAaTOYHO MHOMO
paboT, NOCBSALLEHHbIX aHaAU3y BapUaHTOB TEUEHUS BACKYAWUTOB,
3P PEKTUBHOCTH Pa3AUYHBIX CXEM AEYEHWA B 3aBUCHMMOCTM OT akK-
TMBHOCTU MpoLecca, CpoOKaM Havasa Tepanu APYrMM BOMpPO-
cam. BbiBoabl aBTOpoB 6a3upytoTcsi Ha GOAbLLIOM, KAMHUYECKOM
matepunane: Ao 50-70 nauMeHToB ¢ oTAe IMW HOBOAOTMYECKMU-

MaHWUA yAeAsieTcs Bonpocam Andde rHOCTUKM
He TOAbKO BAaCKYAUTOB MEXAY COOO0M MAMAC cucTem-
HbIMW 3a60AEBAHWUAMMU COEAMHUT 1 06LLHOCTH

MTOB C APYrmmMn co-
LMW Hay4yHbIX Martepu-

AOM, W TpaHyAeMa

03pUTb AaHHyto rpynny 3abo-
AaBOPaTOPHbIX U MHCTPYMEH-

NMO3BOAAET MCK
TEAbHbIX MyTen,
BbIMOAHEH bIX MMMYHOAOTMUYECKUX TECTOB AeAaeT
BAaCKyAUTa, Kak MpaBUAO, AOCTOBEPHBIM.
THOCTUKM NPWU CUCTEMHBIX BacKyAUTax fB-

yeckoe UccAepOBaHWE BronTaToB Pa3ANYHbIX

pepkoe 3aboneBaHMe. Yalle BCTpeyaeTcss Cpean XuTe-
epHoM EBpoOMbI, rAe OTHOLWEHWE 3aBOAEBLUIMX MYXUYMH
eHWMH coctaBaneT 1,5/1. B CLUA TTIA BcTpevaeTtcs ¢ yacTto-
3 cayuasi Ha 100 000 HaceneHus. Hauano 3aboneBaHUst Npu-
OAWTCSI Ha Bo3pacTHoM nepuop 40-50 AeT, peAKo BCTpedaeTcs
B A€TCKOM Bo3pacrTe [10].

ATronormua rpaHynemaTos3a ¢ NOAMAHTMUTOM M3yYeHa HeAo-
CTaTO4YHO. KaK BO3MOXHble 3TMOAOTMYECKME GaKTOPbl paccma-
TpuBatoTcs bakTepuanbHble (Staphylococcus aureus, Mycobacte-
rium ovium, Chlamidya, Helicobacter pyllory u aAp.) u BUpYyCHble
(Bupychl renatuta B u C, Herpes zoster, umtomeranosupyc, 3n-
wrenH-bapp Bupyc) areHtsl [11]. Pa3Butuio 3aboreBaHUa Yacto
npeallectByetr 6aktepuanbHana WMHOEKUMUA BEPXHUX U HUXHUX
AbIXaTeAbHbIX MyTeW. TPUITEPHYIO POAb UTPAET TMNEPUYBCTBUTEAD-
HOCTb K aHTMOaKTepHuaAbHbIM, TYOEPKYAOCTAaTUYECKUM U MPOTU-
BOBMPYCHbIM MpenapaTtam.

MaroreHe3 3aboAeBaHUA fiCEH He A0 KOHLA. BOAbLUMHCT-
BO MCCAEAOBATEAEN MOAAratoT, YTO MPU CUCTEMHbIX BAaCKyAUTaX
B MeXxaHW3Me MOBPEXAEHWUS COCYAUCTOM CTEHKU MPUCYTCTBYHOT
MMMYHHbIE, @ BO3MOXHO W HEUMMYHHble naToreHeTuYeckKue
MexaHu3mbl [12]. 3Tn MexaHU3Mbl BKAOYatoT: obpa3oBaHue na-
TOFE€HHbIX MMMYHHbIX KOMMAEKCOB U UX GUKCaLMS B COCYAMCTOM
cTeHKe; 06pa3oBaHMe aHTUTEA K UMTONAa3Me COOCTBEHHbIX Hel-
TPOOUAOB U KAETKAM 3HAOTEAUS; KAETOYHbIM U MOAEKYASPHbIN
MMMYHHbIM OTBET, BKAKOUAOLWMI 06pa3oBaHNe LMTOKMHOB U MO-
AEKYA aAresuu; obpasoBaHue rpaHyAeM; MOBPEXAEHWE U Hapy-
LWeHNe GYHKUMU 3HAOTEAMAABHBIX KAETOK MUKPOOPraHu3mMamu,
OMYXOAEBbIMWU KAETKAMM UAU TOKCUHAMM.

[paHyAnemaTos ¢ noAMaHrmmtom otHocutca K ANCA-accoumu-
poBaHHbIM BackyAutam. ANCA - reteporeHHasi monyAsiums ayTo-
aHTUTEA, pearupyoumx ¢ GepMeHTaMu LUUTOMNAa3Mbl HEMTPODHU-
AOB. Pasanuator Heckonbko TvnoB ANCA. LiMtonaasmatuuyeckue
ANCA (cANCA) B3anmoaencTaytoT ¢ PR3. MepuHykaeapHble ANCA
(PANCA) cneumodunyHbl B oTHOWEHMM MPO. B HEKOTOPbLIX CAyYasx
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BbIABAAIOT atnunuuHble ANCA (aANCA), HanpaBAeHHble Ha HEeus-
BECTHbIE LIMTONAA3MATUUYECKME BEAKM U AaMUHBI [13].

CyLLLeCTBYIOT ABE OCHOBHbIE FMMNOTE3bI, 0OBACHAOLLME POAb
ANCA B pa3BuTMKM BacKyAuToB. COrAaCHO OAHOM TEOPWU BbICBO-
6oxaeHue anti-PR3u anti-MPO 13 rpaHyA HENTPOOUAOB UAU AU-
30COM MOHOLIMTOB BEAET K CBA3bIBAHWIO 3TUX @aHTUIEHOB C COCY-
AMCTON CTEHKOWM 1 06pa3oBaHM0 UMMYHHbIX KOMMAEKCOB in situ.
Apyrasa runote3a ocHoBaHa Ha ToM, 4To ANCA HenocpeACTBEHHO
B3aMMOAEMCTBYIOT C HEWTPOOUAAMMU, KOTOPbIE 3aTeEM HauMHatoT
NOBpEeXAaTb KAETKM 3HAOTEAUS. T. €. MMEeIT MEeCTO pa3AMUHbIe
MeXaHW3Mbl, BEAYLLINE K aAre3UU AeMKOLMTOB K 9HAOTEAUAAbHbBIM
KAETKaM, NeHeTPaLMn COCYANCTON CTEHKM, BbICBOOOXAEHMIO MO-
BpexAaroLWmx G¢akTopoB (LMTOKMHOB U XEMOKWHOB). NpKn rpaHy-
AEMaTo3e C MOAMAHTMWUTOM OMUCaHbl KakK KOAMYECTBEHHblE, Tak
M KauyeCTBEHHbIE HapyLIeHWUA NPOAYKLUMU LUMTOKMHOB. HO mexa-
HU3MBbI, AeXallme B ocHoBe npoaykumn ANCA, B yacTHOCTH, dak-
TOpbl, OTBETCTBEHHbIE 3@ 06pa30BaHWE 3TUX aHTUTEA, OCTAKOTCS
HesicHbIMUK [14, 15].

HepaBHME KccaepoBaHWs Mokasanud crnocobHocTb ANCA,
B YaCTHOCTH, K anti-MPO anti-PR3, BbI3biBaTb HEKPOTUIUPYHOLLLMHI
BACKYAUT U TAOMEPYAOHEDPUT B aKcnepumeHTe. lMpuuem ANCA
K MPO BbicOKOCMEUUPUUHBI AAA TPAHYAEMaTo3a C MOAMAHTUK-
ToM. ANCA k PR3 accoummpoBaHbl C 303MHODUAbHbBIM FrpaHyAeMa-
TO30M, MUKPOCKOMUYECKUM MOAMAHTMUTOM U MOTYT ONPEAEAATb-
CA NpU APYrMX ayTOUMMYHHbIX COCTOSIHUSIX: CUCTEMHAs KpacHas
BOAY@HKa, PEBMATOMAHbIM apTPUT, XPOHUYECKME BOCMAAUTEND-
Hble 3ab0oAeBaHWA KWLIEYHUKA, OHKOAOTMUeckne 3aboneBaHUsi
[16]. Anti-MPO u anti-PR3 moryT akTMBuMpoBaTb HEWTPODUABI
in vitro. B ecTecTBEHHbIX YCAOBUAX AOKa3aHa MaTOreHHOCTb
anti-MPO 1 ocnapuBaeTcs 310 CBOMCTBO AAA anti-PR3 [12].

B nocaepHve roabl MPEAAOXEH MNaTOreHEeTUUYECKUW Mexa-
HM3M ANCA-accouMMpOBaHHbLIX BACKYAMTOB MEAKWUX COCYAOB
KOTOPbIN 06BACHSAETCA B3aUMOAENCTBUEM MPaVMUPOBAHHBIX HE
TPpodMAOB ¢ ANCA 1 3HAOTEAMAABHBIMU KAETKAMW, YTO NMOATBEP-

AOTEAMAABHBIE MUKPOYACTULLbI. AT MapKepbl KOpPP!
TUBHOCTbIO Bone3HM [17].

HeaaBHee vccaepoBaHWE BCero reHoma n
acCcoUMMPOBaHHbIMU BaCKyAUTaMK MOATBEPAM
HETMYECKU 0OYCAOBAEHHOM CBSI3U MEXAY

yCTaHOBAEHa B3aWMOCBA3b C CUCTEM
DQ-aHTureHom [18].

AOMNOAHUTEABHBIM MOBPEXAAOLL,
pYMeEHTe U Npu HabAAEHUH 3a
T-AMMPOUMTLI, KOTOPbIE, MO-BUA
BaHWU rpaHyaembl [19].

Mo mMHeHuIO pspa aBT
CTENEHU ONpeAensieTca B

poBaHa natoAorusa nouyek [22, 23,
ToB ¢ anti-PR3 Bhilwe B CeBepHoi EBpone,
OHUK 1 Kutae [25, 26, 27].

KAnHuKa. - HEKPOTM3UPYIOLLMI rpaHyaAeMaTos, nopa-
XatoLLMIN BEPXHUE U HUXHWE AbIXaTeAbHbIE MyTU U HEKPOTU3UPY-
IOLLMIA BACKYAUT C BOBAEYEHUEM MPENMYLLECTBEHHO MEAKUX CO-
CYAOB (KanuAASIPbI, BEHYAbI, apTEPUOAbI, aPTEPUN U BEHDI).

KnaccudpukaumoHHble Kputepuu, cOOPMyAUPOBAHHbIE
B 1990 roay ACR, BkAtouatoT [28]:

e BocnaneHuMe HOca M MOAOCTM pTa: fi3Bbl B MOAOCTU pTa;
FHOMHbIE AW KPOBSIHUCTbIE BbIAEAEHUSI U3 MOAOCTH HOCA.

O630pbI 1 TeKIUN Y

e M3MeHeHUss npu peHTreHorpaduuyeckomM WUCCAeAOBaHWUU
AETKMUX: Y3EAKU, UHOUABTPATBI MAM MOAOCTH.

e /I3MeHeHuA MOouu: MuKporematypusa (>5 3puTpoUMTOB
B MOAE 3PEHUS) UAU CKOMAEHWUS IPUTPOLMTOB B OCAAKE MOUYM.

e buoncusa: rpaHyAeMaTo3Hoe BOCNaneHWe B CTEHKE apTepum
WA B MEPUBACKYASIPHOM UM 9KCTPABACKYAAP NpPOCTPaHCTBax.

Hannune y 60AbHOrO ABYX U Honee KpUTepueB MO3BOASIET
NoCTaBWUTb AMArHO3 C 4YyBCTBUTEAbHO
CTbt0 92%.

YCAOBHO BbIAEASIOT CAEAYHOLL,

e /\OKanbHasi, KOrpa UMeLT mMe
WAU TA@3. BO3MOXHbBI AMXOPaA

M3yeTca nopaxeHnem
NOP-opraHoB W AErkux. B APYruMx opraHax (Koxa,

HEepBHaA CUCTEMA, MOYK]

AENEHN

M MOpaxXeHns BEPXHUX AbIXaTEAbHbIX MyTen
YECKUW PUHUT, CUHYCWT, 3aAOXEHHOCTb HOCAa,
KW B HOCY), COMPOBOXAAIOLLMECA apTpaArus-
M KOXHbIMUW NposBAeHUsAMU [33].

3AHUX CTaAMAX 3a60AEBaHUS, MPOTEKAIOLLMX C AECTPYK-
M, MOXeT chOopMMUPOBaTLCS CEANOBHAHAA AedopMa-

OAOTKM NMPUBOAMUT K 06pa30BaHMIO 13B, TMHTUBUTY, OXPUMAO-
QAOCa U CTPUAOPY 3@ CUET NOpPaxeHUs roptaHu. Bo3mMoxHoO
BOBAEYEHME HAPYXHOIO M CPEAHErO yXa, XOHAPUT YLIHOW pako-
BWHbI C BTOPUYHON aTpodueit. Mpu pa3BUTUM BaCKyAUTa COCYAOB
YAUTKU MOXET BO3HUKHYTb HEMPO-CEHCOPHAA TyroyxocTb. Bonb-
Loe 3HayeHue uMeeT BUOoNCUsA CAU3UCTON BEPXHUX AbIXaTeAbHbIX
nytei, ocobeHHo B ANCA-HeraTMBHbIX CAyYasx, T.e. B Hauane 3a-
6oneBaHus [34].

BoBAeueHUe Aerkux otmeuaetcs y 45% nauveHToB B Ae6t0-
Te 3aboneBaHuA U pocTUraet 87% Npu AaAbHEMLLEM TEUYEHUMU.
XapaKTepHbIMU KAMHUYECKUMWU CUMMNTOMaMKU ABASIOTCA YMop-
Hbll KallleAb, HapacTalollan OAblLIKa, HEPEAKO KPOBOXapKaHbe.
B pebrote 3aboneBaHUA MOpaxeHUe Aerkux HabAOAAETCst PEAKO,
a pa3BMBaeTCs C TeUeHUeM BPeMEHU NpU TpaHCchopMaLmMK B reHe-
paAn30BaHHY0 GopMy. KAUHUYECKUMU U PEHTTEHOAOTMUYECKUMMU
NPOSIBAEHUSIMW FPaHYAEMaTO3HOro BOCMAAEHUS B AETKUX SABASIHOT-
€A CTOMKME MHOUABTPATbI U Y3Abl C y4acTKaMu AECTPYKLMKU U dop-
MWpPOBaHMEM NOAOCTEN, a TaK Xe CTEHO3UPYOLLMIA SHAOBPOHXMUT.

Mepexos B reHepaan3oBaHHOe 3aboneBaHME MNPOABAAET-
€A pa3BUTMEM aAbBEOASPHOTO KanUAASPUTA, KPOBOXapKaHbeM,
NosIBAEHUEM MHOUALTPATOB B AerkuX. Mpu PeHTTEHOAOTMYECKOM
UCCAEAOBaHUU TUNMUYHA KapTUHa aAbBEOASIPHOTO AW aAbBEOASIP-
HO-MHTEPCTULIMAABHOTO OTeKa Aerkux [35, 36, 37].

Ha BTOpOM MecTe no yacTtoTe HaxoASiTCS MOpPaxXeHus raa3
M OpOUTbI, TAKUE KAK KOHBIOHKTUBUT, KEPATUT, CKAEPHUT, YBEMWT,
06CTPYKUMS Ha30-AaKpUMAAbHOrO TpakTa, MPOTPY3Us TAA3HO-
ro abaoka, NCeBAOTYMOPO3HblE M3MeEHeHMWs. PacnpocTpaHeHue
FHOMHOrO CUHyCWTa U pa3BUTUE BTOPWUUHON BGaKTepUanbHON WUH-
deKuMnM NPUBOAWUT K reHepaArM30BaHHOMY BOCMAAEHUIO TAA3HW-
ubl. MpU3HakamMu reHepaAM30BaHHON CTaAUM SABASIOTCS 3MUCKAE-
PUT, BACKyAUT 3PUTEABHOIO HEPBA M OKKAKO3MA apTepuit cetyat-
KW. BocnanuTenbHble UBMEHEHUS TAa3, Kak M30AMPOBAHHbIE, Tak
1 COMPOBOXAAKLMECH BMOCAEACTBUN CUCTEMHbBIMU NPOSIBAEHUSA-
MW, MOTYT BbITb NEPBbIMU NpU3HakamMu 3aboneBaHus [38, 39].
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BoBneueHne nouek (MpOTEWMHYPUS, U3MEHEHUSA MOYEeBOro
ocapka, HapylleHWe noyeyHon ¢yHKUMKM) oTMevaetca y 50%
60AbHbIX C BNepBble YCTAaHOBAEHHbIM [TIA. B nocaeaytowem ata
undpa yseanumsaetca A0 80%. XapaKTepHo pa3BuTue BbiCTpO-
NPOrpeccupyoLLero raoMepyaoHedputa ¢ MUKporemMatypuen.
MpoTenHypusa 06bIYHO HE AOCTUraeT HedpPOTUUYECKOrOo YPOBHS.
MopaxeHWe Novyek npoTekaeT 6e3 NOoBbILEHUS apTepranbHOro
AaBAeHUSA. TIpy TMCTOAOTMUYECKOM UCCAEAOBaHKM BronTaTa NoYkm
06HapyXM1BatT NPU3HAKU HEKPOTU3MPYIOLLETO TAOMEPYAOHEDPU-
Ta. broncua Noukn paet BaxHyto MHOOPMALMIO AN OLEHKU aK-
TUBHOCTW BaCKyAUTa U OMPEAEANEHWUSI TAKTUKM BEAEHUS MaLMeHTa
[40, 41, 42].

MN3MeHeHUs1 Co CTOPOHbI KOXM B BUAE MaAbMMPyEMOK nypmy-
pbl, NanyA, BE3WKYA, F@HTPEHO3HON MUOAEPMUU, MOAKOXHBIX He-
KPOTU3MPOBAHHbIX Y3€AKOB B 06AacTv 6eaep, SroAuL, U KPYMHbIX
cyctaBoB oTMeuvaeTcs y 50% nauneHToB. ATW NPOABAEHUS cove-
TaloTCA C AMXOPAAKOW, apTPaATUSIMKU, apTPUTaAMMU.

BO3MOXHO BO3HUKHOBEHWE rpaHyAeMaTO3HOro MWOKapAM-
Ta, KOpOHapuTa, BaAbByAUTa ¢ GOPMHWPOBAHUEM HEAOCTATOUYHO-
CTW @0PTAAbHOIO U MUTPAALHOIO KAANaHoB. Y 4acTu NaLMeHToB
pa3BUBaETCs A3BEHHOE MOPaXeHUE KULLEYHWKA C BOAAMU B XU-
BOTE, AMapeen, kpoBoTeueHmem [10].

lMopaxeHne roAOBHOIO MO3ra COMpPOBOXAAETCA GOPMUPO-
BaHWEM rpaHyneM. B pa3BepHyTyto cTaauto 3aboreBaHusA HabAo-
AaeTcA NOAMHENponaTusa, aHuedaronaThs, LeHTPaAbHbIE Napanu-
Un, KPOBOU3AUAHKUSA B MO3T [43].

Mepuoa oT Hayana 3aboneBaHWA AO Pa3BUTUA MaKCUMMaNb-
HO BblPaXeHHON KAMHUYECKON KapTUHbI COCTaBASIET MO A@HHbIM
BeketoBoi T. B. B cpeaHem 5,5 mecsUEB 1 3aBepluaeTc GopmMu-
poBaHWeM reHepaAn3oBaHHoOM GopMbl 3aboreBaHus [33]. leHe-
paansoBaHHasa dopma [TIA xapakTepusyeTca He TOAbKO MOAUOP-
raHHOCTbIO MOPaXeHWUs, HO U Pa3BUTUEM YPreHTHbIX COCTOSHUM.
Co cTopoHbl AOP-opraHoB MOryT HabAtOAATLCA HOCOBbIE KPOBO-
TeyeHus, nepdopaLmsi HOCOBOM NEPEropoAKU, CTEHO3 FOpPTaHMU.

[opaxeHue AErkux U BPOHXOB B 3TOT MEPUOA MOXET,
NPOBOXAATbCA KPOBOXapKaHbeM, AErOYHbIM KpPOBOTEYEH
dopmMHnpoBaHMeEM mnoAocTer pacnapa. OAHMM M3 caMb

3aboneBaHMi, HO Haubonee yacTo BCTpeyaeTcs n
Backyautax: IMTIA, MUKPOCKONUYECKOM MOAWAHTU

n 6one3Hn bexueta. CucTemHble 3aboreBaH
HOW TKaHW, TaKhe Kak CUCTeMHas KpacHa

Toca CAAK.
B TpaHCNAGHTOAOIMK (CTBOAOBbLIE KAETKM, A€ nUcaHbl CAy-
yan passutns CAAK. Taxenao npote

HbIX MOBPEXAEHWI AeroYHON nape

6aHaAbHOW MHEBMOHUK. [pK
HbIx ¢ CAAK cneundun UM
OTCYTCTBYIOT MaTOrHO bl€ JPEHTTEHONOTMYECKNE MPU3HAKK
OCAOXHEHMUA. epHOW TOMOrpadumn Aerkmx y naumeH-
TOB OMUCLIB3 TO Oro CTeKAa», o4aroBble MHOUAb-
AeHLIMeN K CAUAHWIO. BoBAeUEHKe B npoLiece
MXKEHWIO CKOPOCTH KAYBOUKOBOW GUALTPALIMM
BMAOTb AO TEPMUHAABHOM CTAAUK NMOYEUYHON HEAOCTATOUHOCTH.

YuutbiBasi 60AbLIOE pas3Hoobpasne KAMHUYECKUX MPOSiB-
AEHWI, BAapUaHTOB TeUYEeHUs, AASl CTAHAAPTM3aLUMKU HayUHbIX, WUC-
CAEAOBATEAbCKMX, AUATHOCTUUYECKUX U AeuebHbIX MOAXOAOB pas-
AMUYHBIMU aBTOpaMu NPEAAOXEHbI U MPUMEHSAIOTCA Ha NPaKTUKe
W B Hay4YHbIX UCCAEAOBAHUSAXPA3AUYHbBIE CXEMDbI.

AN OLEHKU TAXECTU KAUHUYECKKUX NpoaBAeHMi TTIA npeano-
XeH BUPMUHTEMCKUI MHAEKC KAMHUUYECKOW aKTUBHOCTU [44].
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NabopatopHbie M3MeHeHHUA. VI3MeHeHusa obLero aHanu-
3a KPOBW 3aKAKUAKTCA B HEUTPODUABHOM AEMKOLMTO3€E, TPOM-
60UMTO3Ee, HOPMOXPOMHOIM aHeMuH, yBeanuyeHun CO3J. Cepono-
ruyeckum mapkepom ITA saBasetcss obHapyxeHre ANCA k PR3
n MPO. Ux onpeaeneHWe MMeeT OCHOBHOE 3HAuyeHWe AAST AM-
arHOCTUKK, OLEHKWU aKTUMBHOCTM, YyTOUHeHUs “AporHosa. loutn
y Bcex BOAbHbIX ONMPEAEASIOT LIUTONAA3MaTUUeC ANCA v ToAb-
KO Y HEKOTOPbIX NepUHyKAeapHble. 10% [MA umetot

B KAMHMYECKOM AMarHose [45]. O6Ha
HE TOAbKO AASl CUCTEMHbIX BACKyAUTOB.
n atmnuyHble ANCA BcTpeuatoT
CUCTEMHAs KpacHaa BOAYAHKA
KpoHa, NnepBUYHbI CKAEPO3
AEAAIOTCS M NPU TaKux 3a6
[47], Ty6epkynes [48], pa3
CKAEPO3MPYIOLLEM XOAAH
notpebutener (koka

TecTupoBaHue
yecTBEe CKPWHUHra.
KAMHMUYECKUX AAHHBIX,
BaTb B NMOAb3Yy BacKyAUTa [

Taku 6pa3omM, He CYLIECTBYET «30AOTOr0 CTaHAApTa» AAS
AWATrHOCTUKM T

I apTpuT, 60AE3Hb
aHruT [46]. ANCA onpe-

ANCA npu COOTBETCTBYHOLLMX
Bcero, 6yAeT CBUMAETEALCTBO-

Ie MCCAeAOBaHMA BLINOAHAIOTCA C Lie-
HbIX MopaxeHui. Tak, AAS BbIABAEHUSA
AAAbHBIX, OpBUTaAbHBIX (PETPOBYAbOAPHBIX)
€HEHUI, a TaK Xe AAS AMarHOCTUKM Liepeb-
XOAMMO BbINMOAHEHWE MaArHUTHO-PE30HAHCHOW
) uepena [53]. CybraOTOUHbIN CTEHO3 Tpaxew,
AASI TPAHyAeMaTo3a C MOAMAHTUUTOM, AMArHOCTU-

pponroruueckoe MccAesoBaHUE SIBASETCA HeoOXOAW-
3T0AOM MOATBEPXAEHUA AnMarHo3a [TIA. buoncusa npoBo-
TCSl M3 TIOPaXEHHbIX YY4aCTKOB CAM3UCTOW 0BOAOYKM Ha3oda-
reanbHoW o6aacTu. MpU TMCTOAOTMUECKOM MCCAEAOBaHWUM
ONUCbIBAIOT NPU3HAKKM BaCKyAMTa, NapeHXMMaTo3HOro HeKpo3a,
rpaHyAeMaTo3HOro BocnaneHusl. Bmecte ¢ Tem, 6uoncusa raasa,
Tpaxewu, TpaHCOPOHXMAaAbHAA BUOMNCUS UMEIOT HU3KYH MHDOPMa-
TMBHOCTb (0T O A0 42%) [55].

CyMMUPYSA UTOTU MHOTOUYUCAEHHBIX UCCAEAOBAHWI NO AMar-
HOCTMKE BacKyAuTOB, accoummpoBaHHbix ¢ ANCA, aBTOpbl Npea-
AaratoT CAEAYHLIMIA aArOpUTM AASl MOCTAHOBKU KAMHUYECKOTO
AMAarHo3a: KAMHWYECKME AaHHble B COYETaHMU C pe3yAbTaTaMu
MOPGOAOTMUECKOro nccaepoBaHma u/uan Tutpamu ANCA [56].
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