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OmnpeneneHue

¢ AHLHA-accoumupoBaHHbIM CUCTEMHbIA BACKYJIUT
(AHIIA-CB) - rpymma 3a00JIeBaHHi,
XapaKTEePU3YIOLIUXCS XPOHUIECKUM Maio(mayiu )-
UMMYHHBIM BOCHAJIEHUEM CTEHKU MEJIKUX COCYIOB,
NOJIUMOP(MHON KIMHUYECCKOM KAPTUHOM C YaCThIM
BOBJICUEHUEM JIETKUX U IOYEK Y HATTUYUEM
[UPKYJIUPYIONIUX ayTOAHTUTEN K [TATOIIA3ME

neiitpodmnos (AHLIA).



Omnpenenenne (2)

» AHILIA — cemeiictBo anTuten (AT),

pPEArUPYIOIINX C PA3JIMYHBIMU KOMIIOHEHTAMUA
[IEPBUYHBIX TPAHYI LIUTOILIA3MbI HEUTPO(DHIIOB

AT k nporennase 3 (CAHIIA)
AT x muenonepokcuaaze (pAHIIA)

C nomoLubo MeToga MMMYHOMNIOPECLIEHLNN
OTMeYaeTcs ABa OCHOBHbIX Tuna ceedeHnst AHUA —
unTonnasmaTtunyeckmn (LAHLLA) 1 nepnHykneapHbIn
(NAHLIA), KoTopble 3aBUCAT OT KITETOYHbIX MULLEHEN
HEUTPOMPUIBbHbLIX aHTUTUTEN, MO3TOMY UMEIOT BaXHOE
3Ha4yeHue B NOCTaHOBKe anarHosa. 1o aHanorum c
BbisBrieHnemMm AH®, npun donroopeCcLeHTHON MUKPOCKOMUN
anst obHapyxeHma AHLLA MOXHO OTMETUTb HECKOSbKO
TUMNOB CBEYEHUS uMTonNnasmbl Knetok. Kaxxgomy ms
TUMNOB CBEYEHUHA COOTBETCTBYIOT CBOWN @aHTUIEHHbIE
MuLeHn. [1ns onncaHna TMnos cBe4YeHns1 0Obl4HO
ncnonb3ytoTcs cokpalleHmsa — ubAHUA n nAHLLA.



M 30.1 — ITonmmaprepuuT ¢ MOpakeHUEM JIETKHUX
[Uepmxa-Crpocc]

CoBpeMeHHas knaccupuranus CB  NEERTeerr e

M 31.7 — MukpocKkonmndeCKUi MOJIUaHT AT

BackyauT ¢ nopaxenuem COCY10B KPYNHOro Kaambpa:
aprepuut Takasicy (ycrapeBiuee: Hecneunduueckuii aoproaprepunt): M31.4—+4A44.1
MrAaHTOKJIETOUYHBLI aprepuuT (ycrapesuiee: 6one3Hb XopToHa) ¥ peBMaTHyeckas nonuMmuanrus: M31.5—+4A44.2

BackyauT ¢ nopaxeHueMm COCY10B cpeHero Kaauopa:
y3enakoBblit noauaprepunt: M30.0—+4A44 .4
bonesns Kasacaku: M30.3—+4A44.5

BackyamTsl ¢ nopaxkeHHeM COCyA0B MEJKOro Kaamopa:
BacKyauThl, accounnpopaHubie ¢ AHLIA (otcyrersue tepmuna B MKb-10)—>4A44A:

MHMKPOCKONUYECKHit nonmaHruut: (orcyrcreue tepmuHa 8 MKbB-10)-+»4A44A0

rpaHy/IeMaTo3 ¢ NoJMaHruuTOM (ycrapesiuee: rpaHyiemaros Berenepa): M31.3—+4A44A1

303MHOMWILHBIN rPaHy/IeMaTos ¢ noaaHruuToM (yerapesuee: cuiapom Yepaxa—Crpoc): M30.1-+>4A44A2
MMMYHOKOMILICKCHBIC BACKYJIMTHI:

3abosneBaHus, accounuposatHsie ¢ abMK (ycrapesiiee: cunapom [yvanacuepa): M31.0—-»MKS5

KpuornodyanHemuyeckuii ackyaut: D89.1-+4A44.90

IgA-accoumupoBaHHbIi BaCKyauT (ycrapesiuee: remopparnyueckuii sackyaut Llenneiina—Ienoxa): D69.0—+4A44.92
TMMOKOMILIEMEHTEMHYECKHIT ypTHKapHbIi BackKyauT (aHTH-Clg-Backynur): (orcyrereue tepmuHa B MKb-10)—4A44.91

BapuabenbHblii BACKY/IHT:
bonesnb bexuera: M35.2-+4A62
cuHapom Korana: H16.3, H90.3 (orcyrcreue repmuna 8 MKb-10)—»orcyrcreue tepmuna 8 MKb-11

BacKkyauT ¢ nopakeHuem COCYI10B €JHHCTBEHHOIO OpraHa:
KOXHBIH JIeHKOUMTOKIacTHYeCKUit aHruuT: L95.8—+4A44.B0
KOXHBII aprepunt: L95.9—>orcyrcreue repmuna 8 MKb-11
nepuyHbiit Backyaut LLHC (orcyrersue tepmuna B MKb-10)—4A44.7
M30JIMPOBAHHBIIT A0PTUT
apyrue




DTHOJIOTHUS

nonuMophr3MaMu orpene’aeHHbIX TeHoB: [ TIA — ¢ monumopduzmamu
reHoB, konupytonmx amienb HLA-DPBI rraBrOro komriekca
TUCTOCOBMECTHMOCTH, nporennasy-3 (PRTN3) u ee anraronucr — ol-

anturpuncud (SERPINAL); Backynut, accoruuposanusiii ¢ Ip3-AHLIA
I'EHETUYECKAS — ¢ mommmopdusmamu PRTN3 u SERPINAI; MITA u Backynur,

HPEI[PACHOHO)KEHHOCTI) accounuposanHbiii ¢ MIIO-AHIIA, — ¢ nomumopdusmamu HLA-DQ

30JI0TUCTBIH CTAQHIIOKOKK, Y OOJBHBIX GaKTEPHaIbHBIM SHIOKAPAUTOM (aHTUTENA
I/IHCDEKLH/I Kk MIIO u I1P3), nenpoii, Ty6epkyiezom (anturena Kk [TP3), 5XMHOKOKKO30M
4 (anturena k MITO u nakropeppuny) [33], remarutom C (anTHTENA K KATENICHHY
QG), mapsosupycom B19 (anturena k MITO u I1P3)

JIEKAPCTBEHHDBIE .
T1HPEITAPATEI IIEHUIIIJIAMWH, JIEBAMHA30JI

®AKTOPHI BHEIITHEU CPE/IbI

KOHTAKT C KPCMHHUECM




Trigger

(e indecton)

Pro-Inflammatory Complement system activation
cytokines (particufarly, the alternative pathway)
PR3 I

PR3 and MPO (generally sequesterad in intracolidar granuies) differ in the

Cytakine C50 recoptor expression pattem on the resting neutrophil’s plasma membrane
recopior

IIaTorenes

P MPO exists exchasively in inteacsliulae granules

lrophils P PR3 exists a3 both transmembrane proteins and intracefular matenials

Resting neu
‘ - PR3 has o bimodal expression pattern: mPR3I-high or mPRI-low

nAHIIA — k
IIpPOTEeHHA3e 3
mAHIIA — k
MUETIOTICPOKCHIA3E

P Membrase expression of MPO

Priming of Neutrophils P Increased membreane expression of PR3

Neutrophil activation

P Binding of ANCAs 10 PR3 or MPO
P Crosshnking of ANCAS with Fo receptors

Reteave of
» A0S

l P Lytic enzymes

> NET s consisted of
7 - P Histones

. > MAPs
ANCA production %° P HMGBY, LL37, nectrophi clastase

P calprotectn (SI00AB/AS, MRPE/14) - "
Autcantibody production due 10 increased » MPO. PR3 { Endothelum
exposure of NET components

P Incomplete degradation of NET {vis DNase1) \ v
P Excessive NET fermation
Extravascular
inflammation




[Tatorenes (2)

o llosiBlIeHHME aHTUTEJ K aHTUT€HAM HEUTPO(DUIIOB CBI3BIBAIOT C OAKTEPUSIMHU, KOJIOHU3UPYIOIITAMHU
HOCOIIIOTKY (CTa(pHIOKOKKH ), KOTOPEIE IIPOU3BOIAT CyllEpaHTHIEHBL. KpoMe Toro, BocmaaeHue
MPUBOJIUT K SKCIPECCUN AHTUTE€HOB AaHTUHEUTPO(PUIILHBIX AHTUTEI HA TOBEPXHOCTH
JIEUKOIIUTOB M SHJIOTENIMA. XOTS TOUHbIM Mexann3M nHAyKinu AHIIA ocraercst HEM3BECTHBIM,
JI0KAa3aHO, YTO CBSI3bIBAHUE AHTUHEHUTPOPUIBHBIX AaHTUTEJ C COOTBETCTBYIOIIUMHU MUIIIEHIMU Ha
AKTUBUPOBAHHBIX IPAHYJIOIMTAX IPUBOIAUT K UX MIPEKIACBPEMEHHON JIETPAHYIISIIIU. DTO
HAPYLAET TPAHCOHAOTEIUAIBHY MUTPALUIO JIEUKOLIUTOB U3 COCYAUCTOrO PyCia U MPUBOIUT K
00pa30BaHUIO BOCHAJIUTEILHON IPAHYJIEMbI, COCTABIIAIOIIEH OCHOBY MOP(OJIOrnueCcKon
KapTUHBI TPAHYJIEMATO3HbIX BACKYJIUTOB.



Buabt AHLIA -accoumnpoBaHHBIX BACKYJIUTOB

MuKpOCKOTMYECKUM Hexkporusupyrommii  BaCKyJIMT  NPEUMYLIECTBEHHO  MEJKHX  COCYHOB
(KanmuJIsipel, BEHYJbI, apTEPHUOJbI) C OTCYTCTBUEM HMMYHHBIX JIEHO3UTOB.
MoryT Tak ke Mopa)kaTbCsi apTepUr MEIKOTO U CpeaHero kanuopa. TUUYHO
pa3BUTHE HEKPOTU3UPYIOIIETO TIIIOMEpYyJIoHehpPHUTa, YACTO MPHUCOCIUHSICTCS
rEMOPPArNYECKUHN AJIbBEOJIUT.

IIOJIMAHTUUT

I'panynemaros ¢ nosmanruutoM HekpoTusupyromiee  rpaHyJIeMaro3HOE  BOCHAJEHHE C  BOBJICYEHUEM
JBIXaTEIbHBIX MYTEH W HEKPOTU3UPYIOIIUM BACKYJIUT COCYIOB MEJIKOTO H

Berenepa
( pa) cpemHero kamuOpa (Kamwuisapbl, BEHYNBI, apTepHOJibl, aptepuu). Yacto

Pa3BUBAETCS HEKPOTU3UPYIOIIUNA IITIOMEPYIOHEDPUT.

D03UHO(DUIIBHBIN D03uHOPWIbHOE,  IPaHyJIeMaro3HOE€  BOCHAJIEHHWE C  BOBJICYCHUEM
PECTIUPATOPHOTO TPaKTa U HEKPOTU3UPYIOIIUN BACKYJIUT COCYIOB MEIKOTO U

IpaHyJIeMaTo3 C MOJTUAHTUUTOM . . .
cpennero kanubpa. Coueraercst ¢ OpOHXHAIBHONW aCTMOM U 303UHOGUITUEN.

(Uepmxa- Ctpoc)




| panysIeMaTO3HbIN ITOJTUAHTANAT

Ma3yxu Hoca

& BerHI/IC AbIXAaTCJIbHBIC ITYTH
Tpaxed ————— KpoBEHOCHBbI1

/B */ coc
Nérkue 1 : 2 & Jlerkue

& lloukm

Puc. 2. MNpuMepsl ACKMNTOMHONO NOPAXEHWUA pecnupaTopHoro Tpakra npu MA no pgaHHsm KT

a — YTONWEHHe CNu3ucTon 060N04KKM NEBOA rakMoOpPOBON NA3YXH W HOCOBOrO X0Aa B OTCYTCTBME KNUHKYE
CKOR CUMNTOMATUKK ¥ naumeHTa 20 ner ¢ gedtorom IMA; 6 — aCUMNTOMHO NPOTEKAKOLNA AECTPYKTHBHLIR
CHHYCHT y naumeHTa 56 ner, crpagasowero pedpakrepHon hopmoit A € TRKENLIM NOPAKEHHEM NEMKUX;
B — MHOXECTBEHHbIE 04arv C AAECTPYKLMENR B NErKuX, BLIABNEHHLIE NPX ANHAMUYECKOM 06CNEA0BAHNN

B NePHOA KNUHUKO-NabopaTopHOA PEMMCCUK Y NALMEHTKK 45 net



D03MHO(PHUIBHBIN I'PAHYJIEMATO3HBIN IIOJIMAHTUHUT

Act™Ma

Dosunodpuaus > 10% B nepudeprdeckoil KpOBH

Cunycut

Jlerounbie HHPUIBTPATHI, THOTAA TPAH3UTOPHBIC

['mcroornyeckue NpU3HAKKA BaCKY/IUTA C SKCTPABACKYIIPHBIMU 303UHO(DHIIAMH

MHOX€eCTBEHHAss MOHOHEUPOTIATUS UJIA IOJIUHEUPOIIATHS



MUKPOCKOITUYECKUHU TTOJTUAHT AT

[TopaxxkeHue NEerkux U movyek
nmAHITA

['panynemaTo3 rnpu OMOICUHN
OTCYTCTBYET

bonee ocTtpoe HayaIo U arpeCCUBHOE
TEUCHUE

Oco0ennoctu kauHndeckoro TeueHuss MITIA. ¥V 50%00npHb1x MITA nposiBisieTcst B BUAC
TSDKEIIOTO TI0YEYHO-JIerouHoro cuuapoma. MITA umeer muoro obmux uept ¢ ['TIA,
OTIMYAsICh OTCYTCTBUEM TPaHyJIEMaTO3HOTO BOCIIaJICHMsI, BCiencTBre yero MITA He
CBOWMCTBEHHBI MTOJICKJIAI0YHBII JJAPUHTHUT, CEIJIOBHIHAS JeopMarus Hoca,
nepropOuTanbHbie rpanyaeMsl. [aronorus nerkux (35-70%) npu MITA npezcrasieHa
HEKPOTHU3HPYIOIINUM aJIbBEOTUTOM. [Ipr peHTTe€HOIOTHYECKOM 00CIICIOBAHIH BBISBIISIFOT
uHOUIBTPaTHl 0€3 pacnajaa, 9acTo ¢ peakiueit mieBpsl. [lopakenue nerkux npu MITA
IpOTEKAET THKEN0 (0COOSHHO P HAJTMYMU aHTHUTEN K IIPOTENHA3€e-3), Y IOJOBUHEI
OOJIBHBIX OCJIOKHSETCS JISTOYHBIM KPOBOTCUCHHUEM, UTO B KXKJIOM BTOPOM CITy4ae
ctanoButcs datanbHbiM. [Ipun MITA ¢ runeprpoaykiinel aHTUTEN K MAETIOTIEPOKCHIA3e
OIMMCaHbI c1y4an Gpudposupyromero anseosmta. [lopakeHue mouek ormedaercs y 90%
HALMEHTOB U HEPEIKO XapaKTepU3yeTcs ObIcTponporpeccupyromum teuenrem (40-55%),
0COOEHHO TSIKEIO MPOTEKas npu Hanmuuuu anturel K [1P-3. [Topaxenue koxu (70%)
XapaKTEPHU3YETCs TEMOPPArHICCKUMU HITH SI3BEHHOTEMOPPArndeCKUMHU BBICHITIAHHSIMH
MIPEUMYIICCTBCHHO Ha KOXKE KOHEYHOCTEH, HEKPO3aMHU KOXKH U TTOJICHKAITUX MATKUX
tkaneit. [l mopaxenus oprana 3penus (30%) cBONCTBEHHO Pa3sBUTHE CKIEPUTA U
sruckiepura. [lopaxenue nepudepryeckoit HepBHoi cucteMsl (30%) nposBiseTcs
ACMMETPUIHBIM CEHCOPHO- MOTOPHBIM MHOXECTBEHHBIM MOHOHEBpHUTOM. [lopaskeHune
XKKT (10%) xapakrepusyeTcs 0OISIMH B )KUBOTE, AUAPEEH, HHOIIA KPOBOTEYEHHEM
BCJIC/ICTBUE PA3BUTHS UIIICMHUYECKHX SI3B JKETy/IKa U KUIIICIHHKA.



Hozomornueckas
dbopma

I'panynemaros
C IIOJINAHTUATOM
(Berenepa)

D03UHOMUIIBHBIN TPaHYIEMaTO3
C TIOJINAHTUUTOM
(Yepmxa- Ctpoc)

JluarHocruka

Kpurepun
1. Bocnianenue HOca U MOJIOCTH pTa
2. 3MeHeHus B JIETKUX MPU PEHTTEHOJIOTNYECKOM

HCCJIENOBAHUNA
3. U3meHeHnss Moun

4. JlanHbBIC OHMOIICHH

XapaKTepucTHKa

S13BBI B IOJIOCTH PTa; THOWHBIE UIN KPOBSHUCTHIE
BBIJICIICHUS U3 HOCA.
V3enku, nHOUIBTPATHI WK MOJIOCTH B JETKUX

I'emarypus (> 5 5pUTPOLMTOB B MOJIE 3PEHUS) WIH
SPUTPOLMTAPHBIE IMJIMHAPHI B OCAKE MOYH.

I'panynemaTo3HO€ BOCHAJIEHHWE B CTEHKE apTepuUu
WIM B TEPUBACKYJISAPHOM M SKCTPABACKYISIPHOM
MIPOCTPAHCTBE.

Hanuume 2 u 6osnee kpuTepreB NO3BOJSET MOCTABUTH JUArHO3
C YyBCTBUTEIBHOCTHIO 88% U criennpuaHoCcThI0 92%.

1. BpouxuanbpHas actMa

2. DozuHopumnus

3. MoHoO- unu noJuHeponaTus

4. PeHTreHOoJ0rn4eCcKre MPU3HAKU JIETOUHBIX
UHQUIBTPATOB

5. ITarosorus raiMoOpoOBBIX Ma3yXx

6. DKcTpaBacKyJsIpHas 203MHOPUIIUS TI0 TaHHBIM
ouorcuu

3arpynHeHue apixaHust Wik qudy3HbIe XPUITbI
IIPU BJIOXE.

DozuHodunusa > 10% ot 001Iero Koau4ecTna
JIEUKOLIMTOB.

MoHoHelponarus, MHOKECTBEHHAs
MOHOHEUPONATHUs WU MTOJTUHEUPOIIATHS TIO TUITY
MEepYaTOK UJIU YYJIOK.

Murpupyromue Wi TpeXoasue JeroyHble
WHQUIBTPATHI, BBISBISIEMbIC TIPH
PEHTTEHOJIOTUYECKOM HCCIIEIOBAHUU.

bosb Wi peHTreHOJIOrnYeCKUE N3MEHEHUS.

CkoruieHre 303uHO(HUIOB BO BHECOCYIUCTOM
MIPOCTPAHCTRBE.

Hanuuue 4 u 6osiee KpUTEpHEB MO3BOISET TOCTABUTH TMATHO3
C YVBCTBUTEIBLHOCTBLIO 85% U cielimdnuHOCTLIO 99%.




[Ipu AHIIA-CB y 0oabIIrMcTBa NalMEHTOB BOZHUKAET OBICTPOIIPOTrPECCUPYIOIIHIMA
riomepynonedpur (BIIT'H, AHITA-TH)

AHIIA -accouuupoBannslii iiomepyiaonepput (AHIIA-T'H) MamonMMyHHEIH
(hOKaJIbHBIN M CETMEHTapHbIN HEKpoTHU3npyromui ['H.

B ocHoBe AHIIA-T'H nexxuT HeKpOTU3UPYIONIUM BACKYJIUT KAOWJIISIPOB KIyOOUKa,
MMATOTEHETUYECKU CBSA3aHHbIN ¢ nupKyaupyrommumu AHITA.

BricTpo nporpeccupyromuii rmomepyinonedpur (BITTH), Bux HEQPUTHIECKOTO
CUHAPOMA, SIBISETCS MAaTTHUCTOIOTHYECKUM JUArHO30M, KOTOPBIA COPOBOXKIACTCS
OOIIMPHBIM (POPMHUPOBAHMEM KITYOOUKOBEIX IONIyayHui (T.€. > 50% uccaenyeMbIx
KJIyOOUYKOB COZEPIKAT MOJTYJIYHHS, KOTOPBIE MOYKHO YBUJETE TP OMOIICHH 00pasiia) U IIpu
OTCYTCTBUH JICYCHUS IIPOTPECCUPYET A0 TEPMUHATBHOW CTAJIMU MOYECYHON
HEJIOCTATOYHOCTH 3a HEJICIN UIIU MECSIIBI.




JluddepenmanbHas JUarHoCTHUKA

o ompenenenue AHIIA B CbIBOPOTKE KPOBU METOJA0M HENPAMON UMMYHODIIOOPECIICHIIUMN WU C
MIOMOIIbI0 UMMYHO(DEPMEHTHOTO aHaIu3a ¢ onpeacncHuem crernuduunoctu k [1P-3 u MIIO:

() st TTIA BeICOKO9YBCTBHUTENBHEI U crierduunsl (>90%) AHIIA ¢ nuTormiasMarnye CKiUM
THITIOM UMMYyHOIroopecieHTHOro ceedenus (HAHIIA) nin anrurena k ITP-3

@ ipu DT'TIA (70%) obnapyxusaror AHITA ¢ nepunykieapasiM TuiioM ceeuenus (mAHITA)

 npu MITA gacrora obHapyxenus anruren k [1P-3/cCAHLIA nim MITO/pAHLIA npumepHO
paBHa.



JluddepenmanbHas JUarHoCTHUKA

» OO aHATK3 KPOBU: 3HAUYUTEIbHOE MOoBbIIeHNE COD, HOpMOXpOMHAsI aHEMUSI,
HEUTPOPMILHEIN JEHKOIUTO3, TpoMOoIuTO3, mist DA xapakTepHa s03un0bumus (>10% obuiero

KOJIMYECTBA JIEUKOIIMTOB )

« OO aHAIKM3 MOYH: TPOTEUHYPHUs (0T MUHAMAJILHOM 10 MACCHBHOI ), SPUTPOLUTYPHSI, KK
MIPABUIIO, BEIPAXKEHHAS], HAIMYNE SPUTPOIATAPHBIX HWINHIPOB, JCUKOIUTYPHS.

* bBHOXMMHUYECKHM aHAIU3 KPOBHU: TUIIONPOTEUH- ¥ THI0AIb0yMUHEMHUS, OBBIIICHUE
KOHIICHTPAIIMXA KPEATUHWHA, MOYEBOM KUCJIOTHI, KAJIU, TACITUIIUIEMUSI.



JluddepenmanbHas JUarHoCTHUKA

* IMMYHOJIOTHYECKHE UCCIIETOBAHMSI.
o IToBeimenue C-peakrusHoro 6enka (CPB) (ormeuaercs koppensuus Mexxay yposaeM CPb u akruBrocTeio AHITA)
O IIpu OIII'A - yacTo noBbIIeHUE ypoBH: IgE

* [UCTONOrMYECKHE UCCIIEL0BAHMS OMOIITaTa, B3ATOIO U3 MOPAKEHHON TKaH! (CAM3UCTON 000J0YKH HOCA, TKAHH
JIEFKOT0, KOJKU WJIN TI0YEK ) JKeNareIbHbI IIPU 00CIIEI0BaHNH IALIMEHTOB ¢ IpenoaaraeMeiM quarnozom AHIIA-TH.

['ucrosiornyeckue npu3HaKku BaCKyJIuTa:
0 MudunsTpaius coCyaucToi CTEHKA HEUTPO(DHIAMI, MOHOHYKIIEAPAMH H/UIIA TUTAHTCKUMM KJIETKaMU
0 OUOPHUHOUIHBIN HEKPO3 (pa3pylleHre BCEX CI0EB CTEHKU COCYI0B) O JlelikonuTokaasus (pa3pymnicHue JIEHKOIIUTOB )

o IlepuBackymspHas uabunsTpanus (HecnenuuaecKuii MOp(OIOrHIeCKHU IPU3HAK )



JluddepenmanbHas JUarHoCTHUKA

o Cungpom I'yamacuepa — BBISBISIOTCS aHTUTENA K KOMIIOHEHTaM 0a3ajibHOM MEMOpPAHBI allbBEOJI
1 [TOYEeYHBIX KIy00ukoB (anTr-BMK-AT); IerouH0-II0YeYHbIi CHHIPOM C IEPBUYHBIM
IMOPAXKEHUEM JIETKUX



OO11e NPUHLIMIIBI JICUCHUS

VHAYKLIUA PEMUCCUN KOPOTKUM KYPCOM arpeCCUBHOU TEPAIUH;

HOJIEPKAHKE PeEMUCCHH ITpy oMoy JummrensHoi (0,5- 2 roga) repanuu
MMMYHOCYIIPECCAHTAMHU B J103aX, IOCTATOYHBIX JJISI IOCTHXKEHUS CTOMKOU
KJIMHUKOJ1a00paTOPHOM pEMHUCCHH;

JICYCHUE PELIUIUBOB.



Jleuenue

» Monotepanus rmokokoprukongamu (I'K) sanmmaer ocHoBHOE MecTO B jteuennu CB, mo3Boss
JOCTUYb PEMUCCHUU U MOJJCPKUBATH €€ B OOJBIIIMHCTBE CIIy4acB.

[Tysnbc- Tepanus metuinpenauzononom (MIT) ucnonssyercs Iuokokopmukouds:

npu HedphexTuBHOCTH MOHOTEepanuu 'K, B ciydasx ¢ TPHAMUMHONOH 4r, 40Mr;

BBICOKOU akTHBHOCTHI0 CB, HaHureM mopakeHUsI Oeramerason 0,1%, Masb, Kpe;
)KU3HEHHOBAKHBIX OPraHOB M HEOIAarONPUATHBIX Aexcamerasod 0,5 mr, 1.5 r, TaGnerxa;
IPOrHOCTUYECKMX PU3HAKOB, B COYETAHHU C HH(Y3HOHHOM
tepanueil nuxiopochanom (LD).

METHJINPEIHH30JI0H 4Mmr, 16Mr B TadiieTkax;
MPEAHU30JI0H, 5 M, TabdJleTKa;
npeaHu3050H, 30 Mr, aMmmyna.




| loka3zaHus K IIPOBEACHUIO ITYJILC-TEPAIUA
METHIIIPETHN30JI0HOM

¢  MHUKpPOCKOIMYECKUN MOJIMAHTUNUT: TIOMEPYIOHEPPHUT, aJTbBEOTUT OCI0KHECHHBIN
KPOBOXapKaHbEM HJIM JIETOYHBIM KPOBOTEUEHUEM, BHICOKASI aKTUBHOCTH 3a00JICBAHUSI.

o I'panyremaTo3 ¢ IMOJIMaHTUUTOM: TJIOMEPYJIOHEDPUT, MOpAKEHUE JIETKUX, (HDOPMUPOBAHUE
MOJICKJIaJIOYHON IpaHyIeMbl TOPTaHU, 0 TATbMOJIOTHYECKUE OCT0KHEHMS, BHICOKAsi aKTUBHOCTh
3a00JICBAHMS.

& D03uHOPMILHEIN rpanyiemaros ¢ noaranruutoM (YepmxaCrpoc) - mopakeHue cepana,
MOJIMHEHPOIIaTUs, INIOMEPYIOHE(DPUT, BHICOKAsI aKTUBHOCTD 3a00JICBaHUS.



KomOmHMpoBaHnHas tepanusa nukiaopochamuaoM u I'K

KomOunupoBanHas tepanus nukiopochamuaom u 'K nokazana npu AHIIA- CB

Jleuenune 11D npomomkaeTcs B TeueHUE 3- 12 MecsmeB. boiee IIUTeNbHBIN MPHEM aCCOIUUPYESTCS C
BBICOKOW YaCTOTOW MOOOYHBIX PEAKIINM, B IEPBYIO ouepeib HHOEKIMOHHBIX. [[pumenenune LD B
PEKUME MYJIbC- TEPANUH B CPABHEHUH C HA3HAYEHUEM BHYTPbD ITO3BOJISIET CHU3UTh KYMYJISITUBHYIO JI03Y
IIPY COXPaHCHUH TEPAIIEBTUUCCKOTO 3(PheKTa M YMEHBIINTDH YaCTOTYy NOOOYHBIX peakumit. [1pn
MTOBBIIIIEHUH CHIBOPOTOYHOT'O KpEaTUHMWHA WM B OKUJIOM BO3pACTE MAIMEHTA UCIIOJIb3YIOT 00Jiee
auskue 10361 LD, [Ipu Haznauenuu LD BHYTpS A03a H0MKHA OBITH CHIDKEHA Ha 25- 50%.

Bospacr | Kpearuuun Kpearuuun

®
< 300 mmo.1b/ 300- 500 ?::OI:MO:C?H 200 mr
MMOJIB/J1 1 ¢nakon ;’

3% 3HpokcaH’
i8
= n CTBOpa §x' KnohochaMua
15 12.5 Horo : 50Mr

1 0B0nosKOA SOMF
S TaGnerku noKpuiTbie CAXapHOR

IOy By RS T : Ty BpRIA
MI/KI/ITYJIbC MI/KI/ Iy Te | o o sua o0

12.5 10 mr/kr/nynse
MI/KI/yJbe

7,5 mr/kr/nynse
MI/KI/IYJIbC




NMPOTUBOOMYXONEBOE CPEACTBO M3 rpynnbl
MOHOKIOHanbHbIX aHTuTen. MNpeacraenset cobon

P 6 CUHTETUYECKME XUMEPHbIE MOHOKIOHAalbHbIE
I/ITYKCI/IM& aHTUTENna Mbilln/yenoseka, obnagatoLme
cneumdunyHocTbro K CD20 aHTureny,
oOHapy>xmBaeMoMy Ha NMOBEPXHOCTU HOPMaIbHbIX U

['eHHO- MHDKCHEPHAsE aHTH- B- KileTouHas Teparnusi pUTYKCHMAN MasnurHn31poBaHHbIX B-IMMEOLIMTOB.
npumensiercs y 0onpHbIx ¢ AHIIA-CB. Jleuenue PTM npu 3tux
3a0051eBaHusIX conocTaBuMo 1o 3dpdexkruBHoctH ¢ LD, uto
COYETAETCH C OTCYTCTBUEM JOKA3ATEILCTB YBEINYEHHS YaCTOTEI

TSOKEITBIX WH()EKITHOHHBIX OCI0KHEHUH. sy e e

B kadecTBe npemnapara nepBoro psijaa HazHauenrne PTM mMoxkeT ObITh Rituximab ):!
MPEANOYTUTEIBHO B CIIy4asX, KOrja o pa3JiMyHbIM MPUYUHAM RITUXAN™ &=
HE)KeJaTeJIbHO Ha3HadeHue 1 D.

[IporuBonokasanueM g HazHaueHus PTM sBisercsa Hanuuue :
MOJI0KUTEJIbHOM BHYTPUKOXKHOM TyOSPKYJIMHOBOM IIPOOHI, :;frtlllximap
MHQUIMPOBAHUE BUPYCOM renaTuta B, 3HaUnTEIbHOE CHH)KEHUE IMM:AN
COIepKaHMs B CEIBOPOTKE KpoBH [gG, HeliTponeHusI. . o] Mg e

;:? "Vuib:luld by;
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e, L0 0 wm
eh, lag., tith San Francen, (A




Croacu0o 3a Bgumauue)!



