ANCA-accoummnpoBaHHbI BaCKyIUT B maTtepuane Hedpobuoncmm
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CaHkT-MNeTepbypr
Bopobbesa O.A.



ANCA-accouMmMpoBaHHbIN BaCKYAUT 8 Mmamepuasae Hegppobuoncuu
OCHOBHbIE 00X EeHUSA

ANCA-accoumMmnpoBaHHbIN HEGPUT — ayTOUMMMYHHOE HEKPOTU3INPYIOLLEE NOPArKEHUE COCYA0B TKAHM NOYKN:
Kannnnapos = nonyayHHoOe nopaxkeHue Kaybo4ykoB; meaynnapHbin aHTUUT

ApTEPUON M apTEPUIM = AaPTEPUONUT, APTEPUNT

BeH v BeHyn - ¢dnebut, BeHynut

NMMYyHOKOMNIEKCHbIE AEN03UTbl OTCYTCTBYIOT MO0 «cnenoBbie»

BO3MOXKHO N30/IMPOBaHHOE NMoparKeHme rNnoYek, HO B 6onblInHCTBE cny4aes BbIABNAKOTCA NPU3HAKU CUCTEMHOTIO

3abos1eBaHMNA Pa3HOM CTENEHMU BbIPaXKEHHOCTN U AaBHOCTU

«J1eBUHaA» gona cnyyaes npmuxogntca Ha ANCA-Pr3 u ANCA-MPO, HO cnegyeT NOMHUTbL O T. H. «aTUMUYHbIX»

ANCA, BxoaAwWmX B CTaHAAPTHYO abopaTtopHyto naHenb «ANCA-Combi7» (MPO, Pr3, Elast, CatG, Lact, Lys, BPI)

YysctBuTenbHocTb ANCA-TecToB BbicoKa (=80%), HO He 100%

?



(1) Y pa3HbIx nauMeHToB rMCTONOMMYECKan KapTUHA LUMPOKO BapbupyeT
MO CTEMEHU aKTUBHOCTU U XPOHM3aL MU

(1) 3aBucnT oT ocobeHHocTeln 3abo01eBaHMNA Y KOHKPETHOTO NMaLMEHT],
[ABHOCTW NOPa*KeHUsA, NPOBEeAEHHOro 1e4YeHuns,
CPOKOB 3abopa matepurana bMoncmMmn 1 ero penpeseHTaTMBHOCTH

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



(v

l) B maTepuane 6uoncmm ogHOro nauyeHTa Yalle Bcero
COYETAloTCA NOBPEXKAEHMA PA3IMYHOM CTeNEeHN JaBHOCTU

(

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTKa P., 64 ropa

[ebioT:

*  OTuT, CUHYCUT

* B TeyeHue mecaua pebpununtet, cnaboctb
* CnycTta ewe 1 mec Hb 81, Crea 0,337

Bx no4yku cnycTa ewe 1 mec:

* Hb 76, Crea 0,462, CK® 8, CRP+ 103

* ANCA(+) 5,1

* Prot0,5r/cyt

dnbpuH

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



H&E, x100

H&E, x200

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»
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MauuneHTKa P., 64 ropa

ANCA-accouMupoBaHHbI HeppuT: . x100

0O4YaroBbl rPaHy1EMATO3HbIA HEKPOTUSUPYIOLLLMIA BACKYIUT C NOPaXKEHMEM apTEPUNO U MEIKUX apTEPUIA;

LIMPKY/IAPHbIE U KPYNMHOCErMeHTapHble KneTo4YHble nonynyHus (8/12);

andPysHoe Tybyno-nHTepCTULNANbHOE BOCMAIEHNE KPAaNHEN CTEMEHU TAMXKECTU, TOTA/IbHbIN OCTPbIN

KaHa/IbLLeBbI HEKPO3;

BE3 rnomepynocKkneposa, Tybyno-uHTepcTnLnmanbHoro pmubposa n apTepunosio-apTepuocKieposa

Jones’, x200

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTtKa A., 17 nert

[ebtoT:

* JluxopaakKa, 3a/10’}KeHHOCTb HOCa,
Kallenb, oAblLIKa
* [emopparnyeckas cbifb Ha NaabLax

*  ®yHKUMA Noyek coxpaHHa, OAM 6/0

* KT —wuHTEpCcTUUMANIBHOE NMOopaXKeHne
nerkmnx 70%,

* ANF(-), ANCA pe3ko(+)

* Mynbc-Tepanus; UP; Putykcnmab

Bx noyku yepes 8 mecaues oT aebioTa:

* Ob 60, anbb 38, XC 10,7, rntoko3a 3,7
Crea 0,07, CK® 84

* ANA(-), anti-dsDNA(-), APLs(-), ANCA(-)

PAS, x100

* Prot1,96r/n;3,9r/cyT

M3 nnyHoro apxmea Bopobbeson O.A., 000 «HLUKM»



MauyueHTtKa A., 17 nert ?

ANCA-accoumMmpoBaHHbIN HeppuUT:

OB6LIMPHDBIA BTOPUUHbIA MOCTHEKPOTUYECKMIA CErMEHTapHbIN FoMepynockaepos (39%), c o4aroBoi Fas
rmneptpoduen n rmnepnniasnen MomepynapHOro sNUTeNna; NoaHbIN omepynocknepos (13%);

dnbposHble nonynyHus (13%); o4aroBoe ocTpoe NoBpeXAeHUe INUTENNS KaHa/IbLEB;

He3Ha4YuTeNbHbIM TYOYyNo-UHTEPCTULMANbHBIA Prbpo3 (20%); BE3 apTepnosiockneposa

* ANF(-), ANCA pe3ko(+)

* Nynbc-Tepanus; UP; Putykcmmab

Bx no4ykn yepes 8 mecAues oT AebtoTa:

* Ob 60, anbb 38, XC 10,7, rntoko3a 3,7
Crea 0,07, CK® 84

* ANA(-), anti-dsDNA(-), APLs(-), ANCA(-)

PAS, x100

* Prot1,96r/n;3,9r/cyT

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHT b., 59 ner

* Al'5ner
* CycTtaBHOM cMHAPOM 2 roaa
* 6 mec cybdebpuanter n cnaboctb B H/K

* COVID-19; ambynatopHo

* B TteyeHune 1 mec Crea 0,1-0,356
Bx noyku:

* [lporpeccupytowne aBuratesibHble
HapyLleHMA U cnabocTb B H/K

* JHMI — pemmnennHusnpyrollee nopakeHue
* Hb 73, Leu 13, CO3 58, CRP(+) 102,
Crea 0,287, CK® 25

* ANCA-Pr3(+) 1:320

* Prot 0,8 r/cyT, MMKporematypus

Masson’s, x100

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHT b., 59 ner ;

ANCA/Pr3-accoumnpoBaHHbIii HedpuT:

LMPKYNAPHbIE N KPYNHOCErMEHTapHbIe KNEeTOUYHble N GUBPO3HO-KNETOYHbIe nonyayHua (60%; 5:1);
NOMIHbIN Tnomepynocknepos (40%);
Bblpa*KeHHOe Tybyno-nHTepCTULMaNIbHOE BOCNAeHNe, TOTa/IbHbIA OCTPbIA KaHaNbLEBbIN HEKPO3;

BE3 Tybyno-uHTepcTuymanbHoro pmbposa u apTepnonockneposa

*  TIporpeccvpymoLlLne ABUTaTe/IbHbIE
HapyLleHMA U cnabocTb B H/K

* JHMI — pemmnennHusnpyrollee nopakeHue
* Hb 73, Leu 13, CO3 58, CRP(+) 102,

Crea 0,287, CK® 25

* ANCA-Pr3(+) 1:320

* Prot 0,8 r/cyT, MMKporematypus

Masson’s, x100

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



NMauyueHtKa b., 13 ner

* COVID-19; KT 30%

* B anHamuke ctomKkaa Al 140/90-165/120
Yepes 2 mec:

* Hb 54, CO347, Crea 0,486, Prot 14,0 r/n

* OrteKoB HeT

* ANCA-MPO(+) 16,5

* Tynbc-tepanua; 3MNT I; Putykcmmab

Bx no4yku cnycta ewe 1 mec:

* Hb 87, Leu 15, OB 56, anbb 35, XC 7,2, Crea 0,7

* (OTeKoB HeT

* Prot 13,6 r/n; 5,3 r/cyT

L0 .;} ’ s
Jones’, x100

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



NMauyueHtKa b., 13 ner

[McTONOrMYecKaa KapTMHA He-MMMYHOKOMMJIEKCHOTO NOPa*KeHUA TKaHM NOYEK C NoHbIM (65%) n
OBOLWMNPHbIM BTOPUYHBIM CeErMmeHTapHbIM (35%) rnomepynocknepo3om, ¢ AudPpy3HON MacCUBHOM
rmneptpoduen n runepnaasnen MomMepynapHoOro aNUTeNnaA; BoipaxeHHoe Tybyno-unHTepCcTuumaabHoe
BOCMa/ieHne, TOTa/IbHbIK OCTPbIN KaHa/IbLLEBbIM HEKPO3; BbIPAaXKEHHbIN TYOYN0-MHTEPCTULMANbHBIN GUbPO3

(50%); BE3 apTepuonockneposa
Kommernmapui:

v" TUcTonornyeckas KapTMHa He MPOTUBOPEYUT KAMHUYECKOMY AMarHo3y U MoeT cooTBeTcTBoBaTb ANCA-

dCCOUMNPOBaAHHOMY NMNOPaAKEHUIO TKAHU NMOYEK

v Y4uTbIBaA U3MEHEHUA MIOMEPYNAPHOTO 3NUTENNA U MACCUBHYIO NMPOTENHYPUIO, KpaiHe
LenecoobpasHoO BbINOJHUTb TEHETUYECKOE UCCeA0BaHME HA COMETAHHYO OTATOWAOLWYH NaToO/I0TUI0

dYHKLUMOHaNbHbIX 6enkos nogounToB (B NepByto ovepeab, APOL1)

N3 nnyHoro apxmea Bopobbeson O.A., OO0 «HLUKMA»



MauueHt M., 39 ner

[ebtoT:

* Ar1eo0/110

* Crea0,2, CRP (+) 45
* Prot 13 r/cyt

Bx#1 no4yku — MonynyHHbI HeGpUT

(M 70%, NIC 20%, CrC 10%, IFTA 20%)

PekomeHgoBaHo onpegeneHmne ANCA

PempocnekmueHo ANCA (+) 1:180
Tepanusa: TKC; Putykcmmab

Yepes 1,5 roga 3MT M4,

Bx#2 noyku:

* Crea 0,48

* Prot2,7r/cyT

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTt M., 39 ner

ANCA-accoumMmpoBaHHbIN HeppuT:

NOCTHEKPOTUYECKMNIM CETMEHTAPHbIN ITOMepPY/I0CKNepo3 (26%); pnbpo3Hbie noaynyHma (8%);

NOJIHbIA rnomepynocknepos3(55%);

BblpaXKeHHoe TYbyNno-UHTepPCTMLMaIbHOE BOCNaNeHNe, TOTa/ibHbIN KaHaNbLLEBbIA HEKPOS;

TAXENbIN TYOYN0-MHTEPCTULMANBHBLIN GNbPO3 (>80%); yMepeHHbIN apTEPUONOCKIEPO3

PempocnekmueHo ANCA (+) 1:180
Tepanusa: TKC; Putykcmmab

Yepes 1,5 roga 3MT N4,

Bx#2 nouku:

* Crea 0,48

* Prot 2,7 r/cyt

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»




NMauumeHTKa b., 72 ropa

* [loxypaHue -25 Kr
* [unccemnHupoBaHHOE

nopaxeHune Nerknx

DDs: Mts? Tbc? Capkongos?
Bx noyku cnycta 3 roaa:

Crea 0,372, Prot 0,5 r/cyT

M3 nnyHoro apxmea Bopobbeson O.A., 000 «HLUKM»
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MauyneHTKa b., 72 roga
AndPy3HbIN TAXKENbIN FTPAHY1IeMATO3HbIA BAaCKYUT:

HEKPOTU3MPYIOLLME FPaHY/IEMbI C BOBJIEYEHNEM CTEHOK apTEPUO/ U apTEPUM MENKOTO U cCpeaHero Kaiimbpos;

NOJIHbIN rnomepynocknepos (12%);

TAaxenoe gudPysHoe TyOyN0-UHTEPCTULMANbHOE BOCNANEHNE, TOTA/IbHbIA OCTPbIN KaHaNbLEBbIA HEKPO3;
BbIPa*KeHHbIN TYOYN0-UHTEPCTULUMANbHBIN PUbPO3; BE3 NONYNYHHOIO IMOMEPY/IAPHOTO NOPAXKEHUA
Kommenmapui:

YunTbiBaA aHaMHe3, K/IMHNYEeCKNe gaHHble u MCTOJIONTMYECKYHO KapTUHY B ,D,VI(I)(I)eF)EHLI,VIaI'IbHOM AnarHose, B

nepsyto oyepeab, Heobxoamumo paccmatpusaTb rpynny ANCA-BackynuTtoB (rpaHynemartos Wegener's)

PempocnekmueHo — ANCA (+)

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauyueHTKa LU., 64 roaa
3N npasoro KC (roHapTpo3):
* Crea 0,08, mnkporematypus 65-70 n/3p

Cnycta 2 mecaua:

* [unoTteH3una, nnxopaaka ao 39, remoPpTun3
* KT — ABYCTOPOHHAA NHEBMOHMA
Cnycta ewe 1 mec:

* Hb 60, Crea 0,14-0,18, 3p 6/K

* Jlero4yHoe KpoBOTeYeHMe

Cnycta ewe 1 mec: PAS, x100

* (Cr0,486-0,696, rematypus;
* ANCA-Combi7: BPI(+), octanbHbie (-)

Yepes 5 mec oT gebtoTta HavaTta 3MNT I
Bx noykn yepes 2 Hep OT Havana 3[1T:

* Cr0,698, Prot1,0r/n, 3p 6/K

Masson’s, x100

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»
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Masson’s, x200

Masson’s, x400

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTKa LU., 64 roga é

ANCA/BPI-accouunpoBaHHbI HedpPUT:

1) uMpKynsApHbie KnetouHble nonynyHus (3/10), pUbpUHONAHDBI HEKPO3 IMOMEPYAAPHbIX KAaNUANAPOB;

MOAHbIN rnomepynocknepos (5/10); BbipaxkeHHoe TyOyN0-UMHTEPCTULMA/IbHOE BOCMaleHNe, TOTaIbHbIN

OCTPbIM KaHaNbLEBbIN HEKPO3; YMEPEHHbIN apTEPMONOCKNEPO3

i

[

2) Bblpa*KeHHbI MeayNNAPHbIA aHTUUT — HEKPOTU3UPYIOLW NI IEMKOLUTOKIACTUYECKUIM BACKYAUT vasa recta &

NB! Hannuue 1 cteneHb BbIpaXKeHHOCTU TYBYy10-UHTepCTULManbHOro pubposa oLeHKe He NoaiexaT M3-3a s

TAXECTU BOCMNMaJIEHNA N OTEKA

Masson’s, x200

o P iy WL

Masson’s, x400

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTKa [., 61 rop,

AdnntenbHaa BbiCOKaA NNXOopagKa

Obpa3oBaHua B 0b6enx novykax Ao 5,5 cm

DDs: Neo? Thc? 1gG4-TUH? ANCA-Backynut?

Ha momeHT Bx no4ku:

* A 120/80

* Hb 109, Thr 296, Leu 10,6, Eos 1,1%, CO3 40

* OB 76, anbb 33,0, Crea 0,08

* CRP(+) 98-28; ANCA/MPO (+) 85,5, ANCA/Pr3 (-)

* IgM 191(>), IgA 376(>), IgG 1’801(>), IgG4 0,56 (N)
* Prot 0,36 r/cyT, neik 15, ap 0-4

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



MauueHTKa [., 61 rop,

ther

AdnntenbHaa BbiCOKaA NS

Ha momeHT Bx no4ku:
* A 120/80

* Hb 109, Thr 296, Leu |;
OB 76, anbb 33,0, Cre

Prot 0,36 r/cyT, nenk

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»



M3 nnyHoro apxmea Bopobbeson O.A., 000 «HLUKM»
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CD138, x40

M3 nnyHoro apxuea Bopobbeson O.A., 000 «HUKMA»
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MauueHTKa [., 61 rop,
ANCA/MPO-accoyuupo8aHHbIli Heghpum:

- TAXKENbIA HEKPOTUIMPYIOLLLUIM FTPaHY/1IEMATO3HbIN BAaCKY/IUT C BOB/IEYEHMEM KaNUANAPOB, apPTEPUON N apTEPUIN MESTKOTO
N cpeaHero Kanmbpos; pMbpPO3HO-KNETOUYHbIE UMPKYAAPHbIe nonynyHua (3/10), BTOPUYHbBIN CerMeHTapHbIN
rnomepynocknepos (1/10), pa3pyLlieHune Kancynbl boymeHa (2/10); nonHbin rnomepynocknepos (4/10); anddy3sHbin

TAXKENbIA NHTEPCTULMANbHBLIN dnbpPo3 (60-70%)

- AnddysHoe BblparkeHHoe Tybyno-MHTepCTULManbHOe BocnaneHue ¢ npeobnagaHmem CD138(+) nnasmountos m

Pe3KMM yBenndyeHmem Konmyectsa IgG4-no3nTUBHbIX KaeTok (>50 n/3p, x400)
Kommenmapuii:

|lgG4-no3nTMBHAA NAa3MoKAeToYHaA MHOUNbTPaLMA, Yalle onnucaHHasa ana ANCA/MPO-BackynuToBs, B JaHHOM C/ly4ae
ABNSETCA HEOTbEMIEMOWM YaCTbtO NMATO/IOTMYECKOro NPOoLEecca: a) FTMCToIorMyeckas sBepnduKalma BackyauTa; 6) yyactume
lgG4+ nnasmoumToB B GOPMUPOBAHMN HEKPOTUIUPYIOLWLMNX TPpaHynem; B) IgG4-HeraTMBHaa MHPMUABLTPALMA Kancybl

NMNOYKHU

=7

N3 nnyHoro apxmea Bopobbeson O.A., OO0 «HLUKMA»



ANCA-accouuupoBaHHbIN BaCKyIUT 8 Mamepuane Heghpobuoncuu

He monokKo(!) n He 06s3amenbHO(!) nonynyHHOE NoparKeHue K1ybo4yKoB

CBoWCTBEHHAs 04a2080CMb nopaxeHwus, 0CObEeHHO Ha paHHeVI CtTaaunn, esudem HaA penpe3eHmamueHOCMb

MmaTepuana Hebppobrnoncmu
[McTONOrnMYecKasa KapTuHa 3asucum om cmaouu 3aboneBaHMsA, Ha KOTOpYo Npuwenca 3abop maTepuana

Hanbonee yacmeie natonornyeckne NPM3HaKmM — HEKPOTUIMPYIHOLLLNIA TTOMEPYNAPHbBIN Kanuaaapum (noayayHus) v
BTOPUYHbIN ceameHmapHbliii 21oMepynocKaepo3 B Ntob6om BapmaHTe (MOCTHEKPOTUYECKUIA MAN MHCYAATUBHDIN, C

MaCCUBHOW peaKkumen rMomepynspHoro anutennsa nnbo 6e3 Takosoi)

Heuyacmobie naTonornyeckne NpusHaku — 2paHysemMol, HEKPOTUSUPYIOLLIEE MopaXceHue apmepuosn U MesaKux

apmepuii, NeENKOLUUTOKIACTUMECKUI MeOYAAAPHbIU aHauum

ANCA-HezamueHocmb He 03Ha4aem omcymcmeaue u Heyyacmue ANCA B natoreHese 60/1e3HU (4yBCTBUTENbHOCTb

He 100%)

ANCA-no3umueHocme elle He ecmb ANCA-eacKynum (cneundumyHoctb He 100%) — oHa MOXKET ObITb 3NNPEHOMEHOM

NPW HEKOTOPbIX NopaXKeHuax (B yactTHocTu, CKB u IgA-HedponaTtums)

?



ANCA-accouuupoBaHHbIN BaCKyIUT 8 Mamepuane Heghpobuoncuu

IgG4+ 1ybyno-nHTEpCTMUMANbHOE BOCNANEeHUE —> CHadana uckaroyumoe ANCA-sackynnt, CKB w Sjogren’s,

npexae 4em AymaTtb o ropasao 6onee peakom 1gG4-accoummMpoBaHHOM CUCTEMHOM 3aboneBaHUU

O6buwasa nna ANCA-Backynuta n IgG4-TNH ocobeHHOCMb — BO3MOXKHOCTb KPYNHOOYaroBoro onyxosneno0ob6Ho20

NoparkeHus

ANCA-accouMnMpoBaHHbIN NENKOLMTOKIACTUYECKUIN MedynnapHbIl aHauum (vasa recta) — aucmosnoz2uvyecKkuli
8apuaHm, CaMoCToATEeIbHbIN NGO B COMETAHNM — QUA2HO3 CYLLECTBEHHO 3d8UCUM Oom pernpe3eHmamueHocmu

Hegpobuoncuu (rnyboKknin mo3rosoi caom)

ANCA-accoummnpoBaHHbin HedppuUT — HE-ummyHoKomnneKcHbil npouecc, HO MmoxKeT ocnoXHATb (overlap)

TeyeHue noboro «aenosmtHoro» Hedputa (MK-FH, C3-N'H, MIM3, Bce TMnbl amunonaosos, Fibr-NTH n ap.)
Kak npasuno, B8 popmmpoBaHmumn 6onesHmn yyactsyetr 0OUH mun namoz2eHHobix ANCA-aHmumen
KpalHAs peaKocTb — UCTUHHAA ABOWHaA No3nTMBHOCTL (Pr3+MPO) - ncKkaTb MeAUKaMeHTO3HbIU XapaKTep

He peakocTtb — aBoMHasa no3ntnsHoctb ANCA & AGBM =15-20%

?



? HAITMOHAJIbHBIN 1TEHTP
KJIMHUYECKOM MOP®OJIOTMYECKOM JIMATHOCTUKHA

B/IATOAAPHO 3A BHUMAHUE!
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