MuHnucrepcrso 3apaBooxpanenus Joneuxon Hapoanoun Pecnyouku
T'ocynapcrBenHas oOpa3oBareibHAasi OPraHu3alus
BbICILETr0 NMPO¢eCCHOHATIBLHOI0 00Pa30BaAHUS
«loOHeU KU HAIMOHAJIbHBIA MEIUUUHCKUHA YHUBepcuTeT uMeHu M. I'opbKkoro»
Kadenpa Buyrpennux oosesnei Nel

J03MHOPUIBHBIN BACKYJIMUT
Yapax-Crpocca
(303MHO(PUIBHBIN I'PAHYJIEMATO3
C MOJMAHTHUTOM)

Credano Exarepuna AHApeeBHA — OpIAUHATOP
kadenpsl BHyTpeHHHX 0oje3Hei Nol

Ilyxkuna Ejgena BukropoBHa — 1.M.H., JOII.
3aB. Kadeapoii BHyTpeHHHX Ooje3neit No 1

I'pymiko Upuna BukTopoBHa — K.M.H.,
TOLIEHT Kadeaphl BHYTpeHHUX Oojie3Hei No 1

MakcumoBa Jlioogmmwia HOpseBHAa — K.M.H.,
TOIIeHT Kadeaphl BHYTpeHHUX Oojie3Heit Ne 1




OnpeneiicHrE U KiacCUu(pUKaILuys

CHUCTEeMHBIM HEKPOTU3UPYIOIIHUM BACKYJIUT MAJIBIX U CPEIHUX COCY/IOB C Pa3BUTHEM
AKCTPABACKYJISIPHBIX TPAHYJIEM, S03MHO(PUINMN 1 303MHOPUIBHON MH(PUIBTpaIun
TKaHEW.

J03MHOPUIBbHOE, IPAHYJIEMATO3H0E BOCIIAJIEHUE PECIIMPATOPHOIO TPAKTA U
HEKPOTU3HMPYIOIIMHA BACKYJIHUT.

[TopakaeT MeJIKMe 1 CPeHHEe COCY/IbI, COUETACTCs C aCTMOM M 203MHO(UIIHEH.

ITo knaccudukanmu ChapelHill, 2012 otHOCHTCS K TpyTITIe BACKYIUTOB MEJIKUX
cocynoB == AHI[A-accouunpoBaHHbI€ BaCKYIUTHI, COBMECTHO C:

*  MHKPOCKOMMYECKUM nosiaHnruutroM (MITA);

* TpaHYJIEMaTO30M C IOJHaHTHUTOM (rpanyiemaro3oM Berenepa) (I'TIA).

AHIIA (anTHHENTPODUIBHBIE IUTOIIA3MATUYECKHE AHTUTEIIA) - ACCOIMUPOBAHHBIE
BacKyJUThl (AAB) - rpynimna cpaBHUTENBHO PEIKUX ay TOMMMYHHBIX 3a00JI€BaHU I
HEU3BECTHOM 3THOJIOTUH, KOTOPBIE XapaKTEPU3YIOTCI HMMYHHBIM BOCHAJIEHUEM U
HEKPO30M COCYAMCTON CTCHKM.

Jennette JC, Falk RJ, Bacon PA, et al: 2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides. Arthritis
Rheum 65(1):1-11, 2013. doi: 10.1002/art.37715
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OCcoOEHHOCTH IIPOSIBIICHUS
( )

DKCTPaBACKYJISIPHBIC
HEKPOTU3UPYIOIIHE TPAHYJIeMbI
(c OOJIBIIIMM KOJTHUYECTBOM

L 303UHO(]PUIIOB) )
/'—Tame BCETO MOPAKAIOTCS: \
- IeTKHE (B PEAKUX CIydasX KauIIpUT — ( )
MPUYMHA AJIbBEOJIIPHOTO KPOBOTECUCHHS);
- KOXKA; J03UHOPUIUA
- CUHYCBI;
- CEpJICYHO-COCYUCTAs CUCTEMA; \ J
- HepBHas cucTeMa (IleHTpaJbHas U
nepudepruueckas);
- CyCTaBbI;
- KKT. /
( )
Backyaurt
(cocynbl Majaoro D03uHOPUIBbHASL
U CPEIHETO HHPUIbTPALUA
. Kaauopa) A )

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




ITHOJIOT U

OTHOJIOTHS 40 KOHIIA He H3BECTHA
(B page cimyuaeB DI'TIA Bo3HMKA TTOCTE: THNOCEHCUONIN3AIUN, IPUMEHEHNSI AHTHOUOTHKOB,
CyJab(paHUIAMHIO0B, IPENAPATOB MBIIIILAKA, XMHUAMHA, COJICH 30J10Ta, HOAUIAOB, OJJHAKO, HAJTMYUS YETKON
MIPUYMHHO-CJICICTBEHHOM CBS3M MOKA HE BBISBIICHO).

He BoisiBiieHO cBsi3u ¢ MH(eKnMen (Kak B Cliydae ¢ y3€JIKOBbIM MOJUAPTEPUUTOM U renaTutoM B).

N\ L

JIaHHBIX O HAJIMYMH HACJEACTBEHHOM MPeapacnol0KeHHOCTH K MATOJOTHH JeTKHUX Y
0oxbHBIX DI'TIA Her.

\Z

PaccmarpuBaeTcs ajjieprudecKuili MEXaHU3M C MPSIMbIM TTOBPEKICHUEM TKAaHEW 303MHO(PUIAMU U
NMPOAYKTAMHU Jerpajauud Heu Tpopuion

CuHAPOM BO3HHMKAET y MAIUEHTOB C ACTMOH,
AxtuBanus T-nmumdouuToB HAYaBIIEHCS y B3POCIBIX, AJIEPrHYeCKMM PHHUTOM,

CHOCO6CTByeT HOI[I[Gp)I(aHI/IIO HAa3AJBbHBIM ITOJIHUIIO30M HNJIN COYETAHHUEM OTHUX

303MHO(PUIBLHOIO BOCTIAJICHUSA IIPU3HAKOB.
ANCA - mpucytctBytot B 30%0-40% cayuaes.

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Dillm Med 2007 _ VUnl 12 No& _ P AAE_AEN
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PucyHnok 2. D03uHo(uiibHasi TpaHyieMa

PucyHok 3. D03MHO(PUIBHBIN BACKYJIUT
Yapmx-Crpocca.

A. Ha cHuMKe npecTaBiieHa apTepusi C
J TIIOTHOM MH(UIBTPaLUEN CTEHKH
MOHOHYKJICAPHBIMU KIIETKAMU U
503UHO(PUIIAMU.

B. HekpoTtusupyroias rpanyiaéma
HMMEET B IIEHTpe 001acTh
503UHO(MUIBHOTO HEKPO3a,
OKPY>KEHHOTO BaJIMKOM Makpodaros u
TUTaHTCKUX KJIETOK.




IIaTrorenes

[Tpunumarot yuactrue AHIIA, obnaaaromue crieiuUIHOCThIO K MHEJIONePOKCH/IA3E,
(mpu rpanyiemato3e Berenepa, k mpumepy, Beayinyr posb urparotr AHITA k
IpoTeHHa3e-3).

[ToBpIIIEHHAA UMMYHOJIOTUYECKAS YyBCTBUTEIBHOCTD IO TUMY (peHOMEHa ApTroca:
* OCHOBHOE MECTO B 3TOM PE€AKIMK OTBOAUTCS HMMYHOIVIO0YJIUHAM KJjiacca E
(IgE);

* IgE agcopOupytoTcs Ha MOBEPXHOCTH TYUHBIX KJIETOK U 0a30()HIIOB, BBI3BIBAIOT UX
AerpaHyJasilUI0 U BEIOPOC B KPOBb MEAUATOPOB BOCTIAJIEHMSI

*  POJIb 303MHO(PUIOB 3AKIIOYACTCA B MHHAKTUBAIIMHA MEIUATOPOB TYYHBIX KJIETOK
1 (harouuTo3€ UX rpaHyl;

* B I'PaHYJIax 303MHO(HIIOB COJIECPKATCS BEIIECTBA, CIIOCOOHBIC MOBPEXKIATH
CJIM3UCTBIE 000JI04YKH, JHI0TEJIUI COCYI0B M IHTIOKAP/I.

OI[HI/IM N3 OCHOBHBIX OPIraHOB, B KOTOPLIX U ITPOUCXOAAT OIMMCAHHBIC U3MCHCHU,
ABIAKOTCA JIETKHUC.

OcCHOBHOM MAaTOMOP(OJTOTUYECKUN MPU3HAK: MEJIKUE HEKPOTUUECKHUE TPaAHyJIeMbI U
HEKPOTHYECKUI BACKYJIUT MEJIKUX APTEPUIl U BEH.

Jennette JC, Falk RJ, Bacon PA, et al: 2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides. Arthritis
Rheum 65(1):1-11, 2013. doi: 10.1002/art.37715
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TeueHue 3a00J1eBaHUS

[TepBb1 mepuon —
NPOJIAPOMAILHLIN

2-3 roga, uHorma —
HECKOJIBKO MeCSIIEB U JI0
50 aer;

Pa3BUTHE AJLJIEPIHYECKUX
3a00J1eBaHUM
(amIepruv4ecKuii puHMUT,
MOJUTMHO3, OpOHXHUaJIbHAs
acTMa WM uX
KOMOMHAIINHN);

aJJIEPru4eCKU PUHUT —
MOYKET CTaTh MEPBbIM
MIPOSIBJICHUEM
3a00JICBaHHUS;

aJIEPrU4EeCKUN PUHUT
COXPAHSIETCS B TCUCHUE
MHOTHX JIET;

OCJIOJKHSIETCSI ITOJIMIIO30M
HOCA, PeIUANBUPYIOIUMU
MH(PEKIIMOHHBIMU
CUHYCHUTaMHU.

Bropoit nepuon —
303UHOGUIUA

OAK - 303uHOpuIUA
(80%0);
703UHO(UITBHAS
HHQUIBTpAIUs
TKaHEH;

KIIMHUYECKU MOYKET
HallOMAHATh CHHAPOM
Jledduiepa
(HakomJieHue
303UHO(UJIOB B
aJIbBe0JIaX B OTBET HA
napasuTapHyIo
HHBAa3UI0, K IPUMeEPY,
acKapu103), BKIOUas
XPOHUYECKYIO
503UHOPHUIIBHYIO
ITHEBMOHUIO U
503UHO(PUIIBLHBIN
racTPOIHTEPHT.

Tpetuil nepuoa — IPU3HAKHU
CHCTEMHOI'0 BACKYJIUTA U

Ir¢eHepaJdu3anmum Ipoiecca

o0Ire CHMITOMBI (JTMXOpaJiKa,
o01mast c1aboCTh, CHI)KCHUE BECA);

apTpaliTuy, apTPUTHI, MBIIIICUHAS
00JIb;

MTOJIMOPTaHHbIE HAPYLICHHUS.

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




[lopaxeHne HUKHUX JbIXATCIIbHBIX IyTEH

CUHIPOM rHINEPPEAKTUBHOCTH OPOHXOB, MPEANICCTBYET KJIMHUYECKUM MPOSBICHUSIM
cuctemMHoro Backyinuta. Hepeako OponxuansHas actMma (bA) ocinoxusieTcss HHPeKIUOHHbIMHU

IpoucccaMm B JICTKUX.

B nebrore 3a001eBaHus OPOHX0CHA3M BBIPAXKEH YMEPEHHO, HO B TAJIbHEUIIIEM MTOCTENIEHHO
pa3BuBacTcs bA, koTopas OTJIM4aeTCs:

*  MO3AHMM HaydaJioM (4are B Bo3pacte okoJio 40-50 ner);
* HMEET TECHJICHIIMIO K TAKEJIOMY Te4eHHUI0,

* TpeOyeT pAHHEro HAa3HAYEHMSI CUCTEMHBIX KOPTUKOCTEPOUI0B, KOTOPBIE YaCTO OBIBAIOT
Masiod3(PHEKTUBHBI.

Ha ¢one cunapomHoit BA B jerkux nosiBiasiOTCs HHPUIBTPATHI, KOTOPbIC HOCAT
MUTPUPYIOIINN XapaAKTED, JOKATU3YIOTCS B HECKOJIBKUX CETMEHTAX, YaCTO JIBY CTOPOHHUE.

NuduabTparsl OBICTPO UCUE3aI0T HA (POHE KOPTHUKOCTEPOUIHON Teparnuu.
B nerkux paszsuBaercs:

*  HEKPOTH3UPYKWIUHH BACKYJIHUT COCYI0B MEXKAJIbBEOJAPHBIX IIEPETOPOIOK, KOTOPBIN
MOXXET OCJIO)KHUTHCS AJIbBEOJAPHBIMHA KPOBOU3JINSIHUSIMH,

*  BO3MOXHO U (DOPMHUPOBAHUE MJIEBPAJTBLHOIO BBINIOTA, COJACPKAIIETO OOJIBIIOE KOJIUYECTBO
503UHO(UIIOB; TIJIEBPUTA C BOBHUKHOBEHHUEM OOJIM B TPYAHOMN KIJIETKE U YCUICHUEM
OJIBIIIKH.

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




Churg-Strauss Syndrome

Puc. 11.37. Cunapom Hepaxa—CTpocc. Y4acTkm Kot
CONUAALWA U YIINOTHEHWA TUNA MATOBOrO CTeKNa N
Ka3aTensHobl AN Nero4HOro KPOBOU3NuaHus. Moxe
HaONIOAATLCA YTONLLEHME MEXA0NbKOBbIX (@) 1
BHYTPVAONbKOBbIX (6) neperopoaok
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A — So3nHodunbHas
NMHeBMOHUA. [uddy3sHbIN
ABYCTOPOHHUI UHUNBTPAT U
9KCCYAaTUBHbIN NNEBPUT

B - [MonoxutensHas
AnHamMmuka yepes 7 gHen Ha
doHe Tepanuu
rMIOKOKOPTUKOMAaMU

C - laTHUCTbIE
ABYCTOPOHHUE
UHTepcTuUnanbHbie u
anbBeonspHbie
UHpUNBTPaThl Y BONBHOrOo
cuHagpomom Yapra-Crtpocca

D - NMonoxuteneHasn
ANHaMuKa Ha hoHe Tepanuu
rMOKOKOPTUKOMAAMU




[TopaxkeHue KEMYTOUHO-KUILIEYHOTO TPAKTA

03MHOPUIbHBIH
racTpo3nrepur (6omu
B JKUBOTE, Uapes)

B otnenbHbIX ciyyasx
BO3MOXKHBI KeJTYT0YHO-
KHIIIeYHbIE
KPOBOTEYECHUS,
nepgopaums CTCHKU
KUIIKW, KUIIICYHAsI
HEINPOXOAMMOCTb,
MePUTOHUT

03uHOPUIbHBIN
racTPOHTEPUT

IIPEAIIECTBYET
Pa3BUTHUIO CUCTEMHOIO
BaCKYJIMTA

J03MHOPUIbHBIH
racTPOIHTEPUT BO3ZHUKACT
Ha ()OHE TreHepannu3alu
npoliecca B Iepuos
pa3BUTHS BaCKyIUTa

dopmupyeTcs uiemMusi OpbLKeiiKu
KHUIIKHU B CBSI3U B BACKYJIMTOM, KaK

CIIEACTBUE — IIPU3HAKU ITOPAKECHU
KKT

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




Ilopaxenue cepieuH0-COCYIUCTON
CUCTEMBI

MuoxapauT (3a cyeT GopMUPOBaAHUS 203MHODUIBHBIX IPaHyJIEM B
— MHUOKap/e), KaK CICACTBUE — cepeaHasi HeA0CTATOYHOCTh
(mpeodJiagaroniee mopakeHue)

é;f =zl 1 Koponapur

Z B .
= E —  HWH@apKT MuoKapaa + BaCKyJIUT KOPOHAPHBIX apTepUi
8o

Q ’E Bm IlepukapauT, NaTOJOTUs KJAANMAHHOTO aNNapara
S 2

SISt BoBjeyeHue IHI0KAP/IA -

&3l H SHJIOMHOKAPAUT (BO3MOXKHO, C

= © TPOMOO3HPOBAHHUEM )

OCIIO)KHEHHUS CO CTOPOHBI CEPACYHO-COCYAUCTON CUCTEMBI -
— (HeT0CTATOYHOCTH KPOBOOOPAIIEHHUsI, HHCYJIBT) CTOST Ha TICPBOM
MECTE B KQU€CTBE MPUYHH JIETATbHBIX UCXOA0B npu DI TIA

Jennette JC, Falk RJ, Bacon PA, et al: 2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides. Arthritis
Rheum 65(1):1-11, 2013. doi: 10.1002/art.37715
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| A- HOpPMAaJZIbHBI @
KKM
B- unpuasTpanyn
203HMHOPUIAMH
C- dubdpos
D- nexkpoz KKM

Ul
0%
O
—
)
=
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[lopaxeHue apyrux OpraHoB U CUCTEM

HepBHas cucreMa: ¥4 Nallu€HTOB — MHOYKECTBEHHAsi MOHOHEBpoNaTus (MHOKECTBEHHbIN
MOHOHEBPUT), CHMMETPUYHASI CEHCOPHO-MOTOPHAsI MOJIMHEUPOIIATHS.

1/3-1/4 manmeHTOB - OTMEUaeTcs SHIehaaonaTws, THIePKUHE3, HHCYIIBThI, ICHXHYECKUE
paccTpoiicTBa, reMHUIIape3, HapylIeHUE CO3HAHHSI, KOMa C TOpaXEHUEM WJd 0e3 TTOpaKeHUS
YEpPEIMHOMO3TOBBIX HEPBOB WJIM C MIPHU3HAKAMM MHCYJIBTA, YTO OTPAYKAET MaTOJOTHIO
IEHTPAJbLHON HEPBHOM CUCTEMBI.

Hecnemuduueckre KoxkHbIe MTposiBiieHUs (MpuMepHO y 50% MalMeHTOB): MeTeXnuu, Mypmypa,
IPUTEMA, KPANIMBHUILIA, KO)KHBIC HEKPO3bI, CeTYATOE JIMBEA0, MOAKOKHbIE Y3€JIKHU:

*  y3Jbl U NAMYJIbI TOSBIISIOTCS HA Pa3rMOaTEIbHBIX TOBEPXHOCTAX KOHEUHOCTEHN (BhI3BAHBI
AKCTPABACKYJISIPHBIMU IPaHYJIEMAaTO3HBIMU MTOPAXKEHUSAMHU C IIEHTPATHHBIM HEKPO30M);

* Mmypnypa Wuiv IPUTEMATO3HbIE MAMYJIbI - BCJICACTBUE JICHKOIIUTOKIACTUYECKOTO
BAaCKYJIMTA C BBIPAXKEHHON 203MHODMILHON HHMUIBTpAIIUEH WK 0€3 Hee.

IHoukM (peaKo BOBJIEKAIOTCS B MATOJOTMYECKUN MPOIIECC):

* pauci-immune (Max0-UMMYHHBIH ) TIIOMEPYIOHESPPHUT (TIPOSIBICHKS BAPBUPYIOT OT
M30JIMPOBAHHOIO MOYEBOTO CUHIPOMA JI0 OBICTPOIIPOrPECCUPYIOLIETO MNIOMEpPYIoHEPpUTa
— IMOYJIYHHOTO M HEKPOTHU3HUPYIOIIETO);

OnopHo-aABUraTeILHbINA annapar: apTpairui, MUaJITUH, apTPHUT.

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




Livedo reticularis Livedo racemosa Purpura retiforme
(funcional) (organica)




Jlnaranoctuyeckue KpuTepun (AMeprKaHCKas KOJJIETrusl peBMaTOJIOTOB)

CornacHo pekoMeHanusM, TpuHAThIM B 2012 romgy Ha KOHCEHCYCHOM KoHpepeHnu B Yamnen
Xumn, OI'TIA onpenensieTcs Kak 303MHO(PUIbHBIN BOCIIAJIUTEIbHBIH HEKPOTHYECKUI
rPaHyJIeMaTo03 ¢ BOBJICYeHHEM AbIXaTeJIbHbIX IYTell 1 HEKPOTHYECKUM BAaCKYJINTOM
MEJIKHX U CPEIHUX COCYI0B B COYETAHMH C aCTMOM U J03UHO(PUIMEeH:

1. Act™Ma — 3aTpyJTHEHUE JbIXaHUS WJIM XPUIILI IPU BBIIOXE.

2. JozuHoduaus — 6onee 10% npu nojacyuere JICHKOIUTOB.

3. AJleprusi B AHAMHeE3€e — CE30HHAas ajlyieprus (AUIEPruiueCcKuil pUHNUT) WU JPYTHE
aJJIEpruuecKue peakiuu (MUIeBasi, KOHTAKTHAA), 38 UCKJIIFOYEHUEM JIEKAPCTBEHHOM.

4. MOHOHEHPONATUS UJIM MOJUHENPONATHS — MOHOHEUPOIATHS, MHOYKECTBEHHAsI
MOHOHEMpoONaTus WIX NOJIMHEUPOIATHS TIO TUITY MePUYaTOK/qyJIOK.

5. JIerouHble MHPWIBTPATHI — MUTPUPYIOIIUE WX TPAH3UTOPHBIE JIETOYHbIE MH(WIBTPATHI,
BBISIBIIIEMBIEC IIPU PEHTTEHOJIOTUYECKOM UCCIEAOBAHUM.

6. CMHYCHTBI — 00J11 B 00J1aCTH MPUJATOYHBIX Ma3yX HOCA UM PEHTIEHOJIOTUYECKUE
MU3MEHEHUSI B HUX.

/. BHecocynucTbie 303MHOGUIIbI — CKOIUJIEHUS 303MHO(QUIIOB BO BHECOCYAUCTOM
IPOCTPAHCTBE (MO TaHHBIM OMOTICUN).

Hannune y 001bHOTO YeThIpex U 0oJjiee JI00bIX MPU3HAKOB M03BOJISACT NOCTABUTh JUATHO3 C
YYBCTBUTEJIBLHOCTHIO 85%0 1 cnenuduunocTsio 99%.




JIaGoparopHas
JIUArHOCTHKA

HNHcTpymMeHTanbHas
ANArHOCTMKa

Jlnarnocruka

OAK (p03unOumms 6onee 10% mpu moxcuere selikonutrapHon popmybl), C-P
COD (aKTUBHOCTH BOCHIIAIMTENBHOTO TIponiecca), OAM u ypoBEeHb KpeaTHHUHA

(IOYKM), yPOBHH 3JEKTPOIUTOB;

HMMYHOJIOTHYECKOE HCCJIeI0BAHNE KPOBH ( IypOBHI/I UK (IgE), IypOBeHB

obmero IgE I/II tuTpbl AHIIA co cnenupuyHOCThIO K MUETTOTIEPOKCHIA3€ —
creurpuuecKknii UMMYHOJIOTHYECKHUI MapKep).

noaTrBep:kaeHue DS, yrouHeHue BoIpaXKCHHOCTH OPTaHHOW MTUCQYHKITUH,
nudpdepennuanbias DS OI'TIA ot apyrux 303uHOGUIBHBIX 3a00J€BaHUN

(mapa3utapHbIX HHPEKITUH, TOOOYHBIX PEaKIINI JICKAPCTBEHHBIX MPEMapaToB, OCTPOU

303UHO(UILHON MTHEBMOHUU U XPOHUYECKOU 203MHOMUIILHOM THEBMOHUH,

AJIEPTUYECKOro OPOHXOMYIbMOHAIBHOTO aCMEPruiiie3a U TUIEPI03UNHOPUIBLHOTO

CHUHJIpOMA)

"

/

* RQOI'K - TpaH3uTOpHBIC MATHUCTHIC JICTOYHBIC WH(DHITBTPATHI.

* Ix0KT - y Bcex manueHToB B HaYaje UCCIEOBAaHUS; €€ MOBTOPSIIOT Yepes
HEKOTOPOE BPEMSl, €CJIM Pa3BUBAIOTCSI CUMIITOMBI U/ WU MIPU3HAKU CEPACUHOMN
HEJOCTaTOYHOCTH.

* Ouoncus Hanboee T0CTYTHON MOpaXEeHHON TKaHHU.

\

/

Jennette JC, Falk RJ, Bacon PA, et al: 2012 Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides. Arthritis
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Jleuenue

basucnas tepanus — I'KC. B 3aBucuMocTH OT TSDKECTH TeUeHHs 3a001eBaHUs HadadbHAs 1032
npeaHu3onoHa cocrapiset 40-60 Mr/cyTku, 4To IpUOIU3UTEIHHO COOTBETCTBYET 1 MI/Kr/cyTku. Takyto
703y IPUMEHSIOT B TCUCHHE HECKOIbKHX (3-4) Helesb, a 3aTeM MOCTENEeHHO CHUKAKT B 3aBUCUMOCTH OT
JTUHAMUKH KIIMHUYECKUX, JJAOOPATOPHBIX U PEHTTEHOJOTUYECKUX JaHHbIX. [lonHas oTMeHa
KOPTHUKOCTEPOUJI0B BO3MOKHA HE PaHee YeM Yepe3 roJ 0T HAa4aJjia JiedYeHu .

[Tpu Henocrarounoit adppexruBHocTr ['KC — + mucTrocTaTuKMU:
* nukJjgodochamua B 03¢ 1-2 MI/KI/CYTKH C TOCTEIIEHHBIM CHIKEHHEM JI03bl B TEUCHHUE 6-9 MecsIIeB;

e azatuonpuH B 03¢ 150 mr/cytku 1 mecsir, 100 mr/ cytku 3 mecsiiia, 50 mr/cytku 3-6 MecsIieB.

PurykcuMad — MOHOKJIOHAJIbHOE aHTUTEJI0 MPOTUB MeMOpaHHoro antureHa CD20 B-numdonutos,
CYIIECTBEHHO YMEHBIIIAET UX KOJIMYECTBO U AKTUBHOCTb.

Jlo3el: 375 mr/m? — B/B Meanennas nHdy3us (HaurHas ¢ 50 Mr/MuH), OC/Ie BHYTPUBEHHOTO BBeAeHMs 100
MI MeTHIINpeHu3010Ha 1 pa3 B Heaento. Kype — 4 undysun.

B 1ienioM psifie cephe3HbIX UCCIAEA0BAaHUM PUTYKCUMA0O OKaszajcs He Xyxke MukiIodocdamuia mo yacrore
JTOCTWKEHHST peMUCCuil pu Tshkenbix BapraHTax ANCA-BacKyJIUTOB, HO MEHBIIIE PUCK MOOOYHBIX

¢ pekToB.

Putykcumab MoXeT OBITh Jydilie, yeM mukiodochamu 1 Moaoabix (rukiodocdamu cCHIXaAET

OBapHaJIbHBIA PE3€PB, MOXKET BbI3bIBATh OBAPUAIIbHYIO HEAOCTATOYHOCTh, HAPYIIEHUE MOABUKHOCTU
CIIEPMATO30U/I0B, & PUTYKCUMAO TakuX 3(PPEKTOB HE UMEET).

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




Jleuenue

[IpuMeHeHne SKCTpaKOpHOpaIbHBIX METOAOB JieueHus (Mmiaadmadepes) Hapsay ¢ 0a3UCHBIMU MpenapaTaMu
MO3BOJISIET 3HAYUTEIHLHO OBICTPEE TOCTUYD PEMUCCHH.

B nHactosimiee Bpems mnazmadepe3 cUuTaeTcs MoKa3aHHBIM B CIIy4asx pa3BUTHS y O0IBHOTO (B Hauase
3a00J1€BaHUS WU MPU €T0 PEUIUBE) OBICTPOIPOrPECCUPYIONIETO MIOMEPYIoHEDpUTA TIPU YPOBHAX
KpeaTUHWHA CHIBOPOTKH KpoBH > 500 MxMmouib/i1. [TokazaHo, 4TO €ro MPUMEHEHHE aCCOIMUPOBAHO C
yaydiieHreM (yHKIUH TT0YeK M YBEIMUYEHUEM BPEMEHH JI0 Hayajla JUAJTU3HOTO JICUCHUS.

Taxxe razmadepe3 MOKET ObITh UCIIOB30BaH B JICUEHUN OOJIBHBIX C TSKENIBIMU TU(PHY3HBIMU
aJbBEOJISIPHBIMUA TEMOPPATrUsiMHu.

B 2020 r. 3aBepmuniocsk kpynHoe ucciaegoanue PEXIVAS, B koTopoM He ObLIO OTMEUEHO OJIaronpusiTHOTO
BIUSHUS T1azMadepesa (B 100aBICHUE K CTAaHIAPTHOMY JICUECHHUIO MUKI0(POoCchaMUIoM WM PUTYKCUMAOOM)
Ha TeueHue Tsoxenoro ANCA-BackynuTa ¢ nopaxkeHueM noyek npu ypoHsix CK® B npenenax 20-50 mi/MuH

B 3aBHCHUMOCTH OT BBIPa)KEHHOCTH OPOHXO0CHACTHYECKOI0 CHHAPOMA UCTIOIB3YETCS MIUPOKUMA THAMa30H:

*  COBpPEMCHHBIX OPOHXOJIMTHYECKHX NMpPenaparoB (caan0yTamMoll, (heHOTepoI1, POopMOTEpOII, CaTbMETEPOII
 JIp.);
. HHIAJSIMOHHBIX KOPTHKOCTEPOHI0B (OeKkiamMeTa3oH, OynecoHu 1, (OIFOTUKA30H U Ip.).

B (1)2136 PEMHUCCHUHU ITIOKA3aHO ITOAACPKUBAIOIICC JICUCHUC KOPTUKOCTCPOUAAMH, CUMIITOMATHICCKAA TCPaIlus.

Alberts W.M. Pulmonary manifestations of the Churg-Strauss syndrome and related idiopathic small vessel vasculitis syndromes // Curr Opin
Pulm Med. — 2007. — Vol.13. Ne5. — P.445-450.




[IporHo3 u npodruiIaKkTuKa

4 N

IMepBuynas
be3 jieueHunst mporHo3
o NpoPUIAKTHKA HE
HeO0JIaronpusITHBIN. 5
m Yxyauaer npor1o3’ paspaooTana.
pY CBOEBPEMEHHOM S ORTETETS T Bma
e TIATOJIOTHYECKUI TIPOIIECC npoduiaKTHKa
MaTOT€HETUYECKOTO
— cepaua n cocyaos 3aKJIFOYAETCS B
o HCHTPAJIbHON HEPBHOU MPOBEICHUH aJ€KBATHOU
TepareBTUYECKUI TR 9
. MOJIJICP>KUBAIOIIICH
MIPOTHO3 ISl 5KU3HU
. Teparuu B yCIOBUAX
0JIarONPUATHBIN.
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