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OTBeT Ha KNMHUYECKYIO 3agady
Answer to the challenge

IIpaBuibHbIA 0TBET: A (TpaHyJIeMaTO3 C MOJTMAHTUUTOM).

B nonw3y I'TIA cBuaeTenbCTBYIOT TaKKe MPOSIBJIEHUS,
KakK CMHAPOM IU(@Y3HOTO aTbBEOJSIPHOTO KPOBOU3IM -
SIHUSI ¢ KPOBOXapKaHbeM, OBICTPOIPOTPECCUPYIOIINIA
LJIOMepyI0HePPUT, TIPU3HAKY MOPAKECHUS BEPXHUX JIbI-
XaTeJIbHBIX IMyTel (XPOHUIECKUI CUHYCHUT), CPETHUI OTUT
u mactounut. Insg MITA Gonee xapakTepHO pa3BUTHE
rJoMepyJioHedpurTa, TOTIa Kak opakeHne JIETKUX BCTpe-
YaeTCs JIMLIB Y 73 00JIbHBIX (Yallle BBISBIISIOTCS «JIETYYUE»
503MHOMUIBLHBIE MHWILTPATHI WIN JIETOYHBIN (rbdpo3).
IMopaxxeHue BepXHUX AbIXaTeJbHBIX MyTeld U OPraHOB
cllyxa HexapakTepHo, Toraa kKak ajst DI'TIA xapakTepHa
TpUaga CHUHIPOMOB:

* HEKOHTpPOJUpyeMasl OpOHXMAaIbHAsI aCTMA;

*  TUMNEPI03UHOGUINS;

*  HEKPOTMYECKMI1 BACKYJUT (JIETOYHOE KPOBOMBITUSTHIE
u TiioMepynoHedput mpu DI TIA BeTpeuaroTcs KpaiiHe
penko) [5].

[To naHHBIM UMMYHOJIOTMYECKOTO O0CIeI0BaHMS [IIsT
AAB xapakTtepHbl cienytoliue (pakTophbl:

* 1npu I'TIA BBISIBASIIOTCS MOJOXUTEIbHbIE aHTUTEA
K rporenHase-3 (antu-I1P-3) (75 % ciyuaes);

* npu MITA — nojoXuTeabHble aHTUTEIA K MUEJIOIIe-
pokcunase (antu-MII0) (65 % ciaydaes);

« 1npu DI'TIA — antu-I1P-3 (5 % cnyyaeB) u antu-MI10
(45 % cnyyae) [6].

Cunapom I'yanacuepa (6one3ub aHtTu-I'bM) nposis-
JISIETCST JIETOUHO-TIOYEUHBIM CUHIIPOMOM 0e3 BOBJICUEHUSI
IPYTUX OPraHOB M cucTeM. UMMYHOJIOTUYECKIM Map-
KEepOoM CIIy>kaT aHTUTeJIa K 6a3ajibHOI MeMOpaHe (aH-
™1-I'bM) nouek, BbICOKME UMMYHHBIE KOMILIEKCHI [7].
Oo6HnapyxeHue AHLIA HexapakTepHoO.

KommeHTapui k 3agave

B Hacrostiee BpeMsl BACKYJIMTBI TPATULIMOHHO JEJISTCS
Ha 3 TPYIIIEI B 3aBUCUMOCTH OT pa3Mepa MOpakeHHBIX
COCYIOB, BOBJICUCHHBIX OPIraHOB M HAJIMYMSI OCHOBHOTO
3a00JI€BaHUS.

Cpeny BacKyJIUTOB, KIaCCU(UILIMPYEMbIX B 3aBUCH -
MOCTH OT pazMepa IMOopaxkeHHBIX COCYIOB, BACKYJIUTHI
MEJIKHX COCYIO0B MOIPa3NesTIOTCS Ha 2 TPYIIIIHL:
 AAB;

*  BaCKYJIMTBI, aCCOIIMMPOBAHHBIE C UMMYHHBIMU KOM-

iekcamu (cuHapoM ['yamacuepa u ap.) [8].

B otnmyne oT UMMYHOKOMIUIEKCHOTO BacKyJuTa,
AAB xapakTepu3yloTcsi HEKPOTU3UPYIOIIMM BaCKyJIUTOM
(XpoBoXapKaHbe, TeMaTypHsi) ¢ HEOOJBITUM KOJIMIECTBOM
MMMYHHBIX KOMITIEKCOB WJIM 0€3 TAKOBBIX M aCCOLIUUPY-
1oTcs ¢ ooHapyxxeHuemM AHILIA. 3ateM B cOOTBETCTBUM
C KJIMHUYECKUMU, 1a00OpaTOPHBIMU, PAAUOJIOTMUECKUMU

1 MOp(hOoJOrnIecKUMHU rpru3HakamMmu AAB nonpazaensior-

cs Ha 3 nmoarpynmnsl (ITIA, MITA u BITIA) [6].

Kpowme Toro, npeanpuHuMaIuch NOMBITKA Pa3aeanuTh
AAB Ha nmoarpymnmnsl B 3aBucumMocty oT Tuna AHILIA:

+ wmuenonepokcunaza-(MPO)-AAB;

+ mporenHasa-3-(PR3)-AAB;

*  AHIA-oTpuuarteabHbIil BACKYIUT (MOCKOJIbKY UMEH-
HO 3T aHTUTeJIa UTPAIOT KITIOUYEBYIO POJIb B TIaTOTeHE -
3¢ AAB) [9].

Jlo HacTosIIero BpeMeH! NMpeanpuHUMAIOCh He-
CKOJIBKO MOMBITOK CO3AaHUsI KJIacCU(PUKALIMOHHbBIX KPH -
TepueB AAB:

+ kimaccudukanmonHeie Kputepuu ['TIA u OI'TIA, mipen-
JIOKeHHBbIe AMEPUKAHCKOM KOJUIeETHEll peBMaTOJIOTOB
(American College of Rheumatology — ACR, 1990) [5];

s anroputm kjaccudukauuu AAB 1 y3eaK0oBOro mo-
JIMapTepunTa, TIPeIIOKEeHHBII EBpomnelickiM areHT-
CTBOM TIO JIeKapCTBEHHBIM cpeactBaM (FEuropean
Medicines Agency — EMA, 2007) [10];

* mepecMOTpeHHast HoMeHkKJatypa BackyautoB CHCC
(2012) [8].

B 2022 r. ACR n EBpomneiickum ajgbssHCOM accolya-
uit peBmarosioroB (Eeuropean alliance of Associations for
Rheumatology — EULAR) npenioxeHbl HOBbIE Kaccubu-
KaIlMOHHBIC KPUTEPUU, KOTOPBIE pEKOMEHIYETCS UCITOJTb-
30BaTh y 00IbHBIX AAB 1Tpu NCKITIOUEHUM IPYTUX MEIM -
LIMHCKUX COCTOSTHUI, UMUTUPYIOIIMX BacKyauT [11—13].

OOpaiualrot Ha cebs1 BHUMaHMe 2 SIBHBIX OTJIMYUS HO-
BbIX KpuTepreB ACR / EULAR (2022) oT mpeabIaymmx.
OmHO M3 HUX 3aKJTI0YAeTCS B TOM, YTO HOBBIC KPUTEPUU
pasaeseHbl Ha KIIMHUYecKue, J1abopaTopHble, peHTre-
HoJIoTMYecKue 1 Mopdosiornueckue Kkateropuu. Jlpyroe
OTJIMYME COCTOUT B TOM, UTO KaXKIOMY KPUTEPUIO ITPHICBa-
MBAIOTCS OasUIbl, OOIIE CYMMOI KOTOPBIX OMpPeaeIsieTCs
BeposiTHOCTDb nuarHo3a ['TIA, MITA unu DITIA.

Hrak, kimaccupukanmonueie kputepuu ACR /
EULAR (2022) nynst T'TIA nipencrasnens! 10 myHKTamu,
00BbeIMHEHHBIMU B KJIMHUYECKNE, JTabopaTOpHbIe, TUCTO-
JIOTUYECKUE U PEHTIeHOJO0TUYecKre Kputepuu (tadi. 4).
ITpu cymme GayioB > 5 MOXHO YCTaHaBJIMBATh IUATrHO3
I'TIA. B npencraBjieHHOM KJIMHUYECKOM HaOII0IeHUN
YUCIIO OaJUTOB (10 TIPOBEACHMST MOP(OIOTUIECKOTO HC-
clieIoBaHMSI TTIOYeK) cocTaBuiio 11, 3TOro 10CTaTOUHO AJIst
nuarHoctuku ['TIA. O6mas cymma 6ayiioB ISl AUArHO-
ctuku MITA u OI'TIA okasanach HIKE JUAarHOCTUYECKOTO
YPOBHSI.

[TpuMeyaTenbHO, YTO MOpPaAKEHUE BEPXHUX AbIXa-
TEJIBHBIX ITyTel W TTapeHXUMBI JIETKMUX OKa3aJInch 0oJjiee
YyBCTBUTEJIBHBIMU K UMMYHOTIOAABIISIONICH TEpaITnH,
yeM ObIcTporiporpeccupyomnii Hedput. [IpusHak qud-
¢y3Horo «<MaroBoro crekia» nmo gaHHeiM KT OTI'K B co-
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Tabauua 4

«Pe3stome» KaaccugpuxauyuoHHbIX Kpumepuee
Amepurxanckoeo Koaredxnca pesmamoaoeuu / Eeponeiickozo
aavsanca accouuauuil peemamoao2o6 (2022) oan
2DAHYAeMAmo3a ¢ NOAUAHSUUIMOM, MUKPOCKONUYECK020
noAuaH2UUMA, 03UHOPUALHO20 2PAHYAEMAMO3a

¢ noauaneuumom [9]

Table 4

“Summary” of the American College of Rheumatology /
European Alliance of Rheumatology Associations
classification criteria (2022) for granulomatosis with
polyangiitis, microscopic polyangiitis, eosinophilic
granulomatosis with polyangiitis [9]

Jil:E] Tpeﬁoaauvm: BbICOKas BePOATHOCTb BAaCKyNUTa MENKUX COCyaoB
W UCKNKO4eHne apyrux 3aboneBaHui, UMUTUPYIOLLUX BACKyNUT

Knuxuyeckue kputepum: A MMA ArnA
* nopaxeHue HOCOBbIX X0A0B +3 -3
* nopaxeHue xpswen +2
* TYroyXxocTb +
* 00CTPYKTUBHBIE 3a00MeBaHUs NErkux +3
* HOCOBbIE NONMMbI +3
* MHOXECTBEHHbI MOHOHEBPUT +
JlaGopatopHble kputepum:
PR3-AHLIA (unu C-AHLIA) +5 -1 -3*
MPO-AHLIA (unu P-AHLIA) -1 +6
* 303nHohunma kposu > 1 000 B 1 Mk -4 -4 +5
* rematypus -1
Mopdonoruyeckue kputepuu:
* [paHynema, rpaHynemaro3Hoe BocnaneHme, 9
TUraHTCKue KNeTK1
* ManouMMyHHbIW rMomepynoHedputT +1 +3
* 3KCTPaBacKyNsAPHOe 303MHOGUNLHOE "
BoCManeH1e
PeHTreHonoruyeckve Kputepuu:
* NIErOYHbIE Y3eNKK, IEro4Hble MHGUNLTPaTHI, )
4acTo ¢ pacnapom
* NIErouHbIN Ghnbpo3 +3
* CUHYCHT, MacTouauT +1
Tpebyemoe uncno 6annos 25 25 26

Mpumeyanme: MMIA - rpaHynemaro3 ¢ nonuanruutom; MIMA — MUKPOCKONUYECKWH NONUaHTUKT;
SIMIA - 303MHO(UNBHBII rpaHynematos ¢ nomaxrmTom; AHLIA — aHTuHelTpodunbHble
LuTonnamatuyeckue antutena; PR3 - npotenHasa-3; MPO — muenonepokenaasa; * — kpure-
pUV AMarHOCTUKY rpaHynemaro3a ¢ NONMaHrMUTOM M MUKPOCKOMIMYECKOrO NONMaHrMuTa Tpaay-
LIOHHO BKMOHAIOT NOYENHbIA BACKYMUT, KOTOPBIA XapaKTepU3yeTcst HanmJ1eM remMarypum,
fvemopdmama apuTpoumTos (> 10 %) unm codeTarmem rematypun (2 2+) 1 NpoTeNHYpU

(2 2+) B aHanm3ax mouu.

Note: *, The diagnostic criteria for granulomatosis with polyangiitis and microscopic polyangiitis

traditionally include renal vasculitis, which is characterized by the presence of hematuria, red

blood cell dysmorphism (> 10%), or a combination of hematuria (> 2+) and proteinuria (2 2+) in

urine.

YeTaHUU C KPOBOXapKaHbEM U TSKEJION aHEMUEN cKopee
BCEro oTpaxaeT CUHAPOM NUGpGY3HOTO aJbBEOJSIPHOTO
KPOBOUBIIUSITHUS, MOP(HOJIOTMYECKO OCHOBOI KOTOPOTO
SIBJISIETCSl KAMTMJUISIPUT JIETOYHBIX cOCynoB. OTpUlIaTeNIb-
HbI€ Pe3yJIbTaThl OPOHXOATBBEOJISIPHOTO JaBaxa He Mpo-
TUBOPEYAT TaHHOMY MPEATOJTOXEHUIO, T. K. UCCIIEA0-
BaHUE MPOBEIEHO MOC/e KYITMPOBAHUSI KPOBOXapKaHbs

B pe3yJibTaTe JICUSHMSI.

3aknioyeHue

Takum obpa3om, Mo pe3ysibTaTaM NpoOBeAeHHON OUO-
MICUU TIOYKM MMpaKTU4YeCcKu noaTsepxkaeH nuarHo3 I'TIA.
Tak, nogasisoliee 60MbIIMHCTBO (96 %) MmauneHTOB
C MAJIOUMMYHHBIM TJIOMEPYJIOHE(PUTOM C TTOTYTYHUSIMHA
ctpanaioT AAB [14]. Jleuenne, mpoBeaeHHOE B COOTBET-
CTBUU C KIMHUYECKUMU pekomeHnauusamu no I'TTIA [15],
0Ka3aji0Cch J0CTAaTOYHO 3(p(PEeKTUBHBIM, TOCTUTHYTA TO-
JIOXKUWTEbHAS TMHAMUKA MTpoliecca.
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