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E.J1. HacoHoB T.B. bekeTtoBa

AHLIA-accoumnpoBaHHbie cuctemubie Backynutbl (AHLLA-CB) coxpaHfloT cBOe 3HaYyeHWe KaK ogHa U3 Hau-
60o51ee BaXKHbIX NPOBGMAEM Hay4yHOW M MPaKTUYECKOM peBmarofiornm. 3tn 3abofieBaHUs XapaKTEPU3YHTCA YMOPHbLIM
NPOrpeccupyoLLMM TEYEHMEM, CIOXHBIMU NaTOreHETUHECKMMIN MEXaHU3MaMK, reTEPOreHHOCTbI0 KIMHUKO-UMMYHO-
nornyecknx dopm. Oonroe spems AHLLA-CB cuntanmce datanbHOM natonornem, KOHTPoONnMpoBaTh TEHEHME KOTOPOI
ypesBblyaniHo cnoxHo. B nocnegHue roabl B neveHnn AHLA-CB HameTuncs 3HauMTeNbHbIM NPOrpece, YTo cnocob-
CTBOBAJIO CYLLECTBEHHOMY Y/yyLLIEHMIO NPOrHo3a. ATO CBA3AHO C ABYMA 0OCTOATENbCTBAMU: BO-NEPBLIX, C paclumpe-
Hnem Bo3MoxkHocTen amarHocTukn AHLLA-CB, 4To no3BonsAeT HavyaTb akTUMBHYO Tepanuio B paHHeN ctagumn 3abone-
BaHWA; BO-BTOPbIX, C pa3paboTKOM HOBOIO Kflacca npenaparos, Tak Ha3blBAEMbIX FTEHHO-MHXEHEPHBIX BU0IOMMYECKINX
npenaparos (MbI1), koTopble coBepwmnm HacTosLyo pesontounio B nedeHnn AHUA-CB n gpyrux BocnanmTenbHbiX
peBMaTUYECKNX 3aboneBaHu.

BmecTe ¢ Tem, HECMOTPA Ha BHELAPEHWE COBPEMEHHbIX JTabOPaTOPHbIX AMArHOCTUYECKUX METOL0B, COBPEMEHHOIO
MHCTPYMeHTanbHoro obcnenosaHusa, guarHoctrka AHLLA-CB npenctaenseT onpeneneHHble TpyaHOCTU ANs Bpayei
pasnUYHbIX CrMeLnanbHOCTeN, YTO B MEPBYI 04YepeAb CBA3AHO C MOMMOPraHHOCTHIO NMOpaXKeHuAa 1 pasHoobpasvem
KIIMHUYECKNX BapnaHTOB TeveHus. [peacTaBneHHbI XOpOoLLO NANKOCTPUPOBaHHLIN MaTepuasn, OCHOBaHHbIV Ha OnbiTe
MHOrOSIETHErO MCCnefoBaHnsa, NoAPOOHO OCBALLAET 0CODEHHOCTU KIIMHWYECKOro TeYeHUs pPasfinyHbIX HO30510rmye-
ckux dopm AHLLA-CB, Bonpockl COBpeMEHHOW KnaccuduKkauum 1 HOMEHKATYpbl CUCTEMHBIX BACKYIUTOB, OLLEHKM
KNIMHUYECKOoW akTMBHOCTM 1 nporHo3a AHLLA-CB.

Cospanue TVIBI HenocpeacTBEHHO CBA3aHO C MPOrpeccom B MPeACTaBAEHUAX O KIOYEBbIX MexaHu3max natore-
He3a 3abonesaHui. B HacTosAwee BpemAa BO3MOXHOCTb 3((EKTVBHOIO KOHTPOAA ayTOMMMYHHbIX NaTofIorMyecKux
COCTOAHUI NyTeM ucToweHua (U/mnn mopynaumm GyHKummn) B-KNeToK AoKasaHa B KIIMHUYECKMX MCCefoBaHUAX.
Putykcmumab (Rituximab, Mab6tepa «®. XoddmaHH-JIa Pow J1Ta.»), XumepHble MOHOKIOHaNbHble aHTuTena k CD20+
aHTureHy B-numdountos, KOTOpble NPUMEHAIOTCA B MeauumnHe ¢ 1997 ropa Ana neyeHna B-KneTouHbIX HEXOOMKCKUH-
CKMX immcdom, a B MOCNeSHNE oAbl — LWMPOKOr0 Kpyra ayTOMMMYHHbIX 3a60i1eBaHU, MOXET paccMaTpuBaThCA Kak
npoobpa3 HoBoro HanpaeneHua B neveHnn AHLUA-CB, B ocHoBe KOTOporo nexuT mopynauma B-kneToyHoro 3BeHa
nmmyHuteta. MexayHapoaHble paHAoMU3NPOBaHHbIE KITIMHUYECKME UCCef0BaHNA NPOAEMOHCTPYPOBAIM BbICOKYHO
3(pheKTMBHOCTb U OTHOCUTENBHYIO Be3onacHocTb putykcumaba y 6onbHbix AHLLA-CB. B despane 2013 r. npenapat
6b1n paspelweH ana neveHus AHLA-CB B Poccun.

B anpene 2011 r. 6611 co3gaH Poccurnckun pernctp 6osbHbix AHUA-CB nonyyatowmx neveHne putykcrnmabom, B Ko-
TOPOM NPUHKUMALOT yyacTue LeHTpbl Tepanuu MBI, opraHnsoBaHHble B ropogax Poccuu. He Bbi3biBaeT COMHEHUS, HTO
mMaTepuanbl perncTpa no3BosiAT NOAYYUTb YHUKaSbHbIE AaHHble 06 3D(EeKTUBHOCTM 1 6€30MacHOCTU NPUMEHEHNS
puTykcumaba B peanbHON KNMHWYecKol npakTuke. lNpencraBneHHble npeaapuTenbHble pesynbTaThl Poccuiickoro
pernctpa CBUAETENbCTBYIOT O BbICOKON addekTnBHOCTM aToro npenapara npu AHUA-CB, B Tom uncne y 605bHbIX
C OIMTENbHBIM PELMAVBUPYIOLLMM TeYeHNEM 3aboneBaHus U pedpakTepPHbIX K eHeHnto LKnodocdaHoM.

Akapemuk PAH,

npesnaeHT Accoumnauumn peemaronoros Poccun,
anpektop ®IreY «<HUNP nm. B. A. HacoHoBol»,
npodeccop Haconos E.JI.




CUCTEMHDLIE BACKVYJIUTDI

Cuctemubie Backynutbl (CB) - reteporeHHas rpynna 3abosieBaHUi, OCHOBHbIM MOP(hOIOrMYecKumM npu-
3HAKOM KOTOPbIX ABMAETCA BOCMANEHMNE COCYAMCTOM CTEHKW, @ KIMHUYECKME MPOABIIEHNA ONpeaensoTcs
TUNOM, KaNnMBPOM, ToKanmM3aumen NopaXKeHHbIX COCYA0B N TAXKECTbI0 UMMYHOBOCNANNTENbHBIX U3MEHEHWIA.

CoBpemeHHas knaccudumkauma CB, npunsaTaa B 2012 r Ha CornacutensHon KoHdepeHumn B Yanen Xunne
(Chapel Hill, USA) ', Bblgenset ocHoBHble rpynnbl CB, B nepByto o4epeab, B 3aBUCUMOCTM OT Kanubpa npeun-
MYLLECTBEHHO MOPaXEHHbIX COCYA0B (KPyMNHblE, CPEOHME, MENTKME) 1 NO BO3MOXHOCTU YYUTHIBAET 0COBEHHO-
CTV UIMMYHHbIX MEXAHN3MOB.

Chapel Hill Consensus Conference 2012

Mmmyﬂoxomnnekcuble BaCKyJ/INnTbl MEJIKUX cocyaos
KPWOrnoByNMMHEMUYECKUIA BACKYNUT
IgA - Backynut (LLleHnenHa-leHoxa)
TMMNOKOMMIEMEHTEMUYECKNN YPTUKAPHbIN
Backynut (aHTu-C1q Backynur)

3aboneBaHusA, acCCOLNMPOBAHHbIE
BacKynutbl cpegHuX cocyaoB ¢ anTu-BMK

Y3€eKOBbIM NONMapTepunT /\
6one3Hb KaBacaku | |

/\
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AHLUA - accouuvpoBaHHbl€ BaCKYNUTbl MEJIKUX COCyAO0B

MWKPOCKOMUYECKNUIA NOANAHTUNT
| rpaHyfnemaros ¢ nonvaHrumtom (BereHepa)

\V4 903UHOMUIBbHBIN TPaHyNemMmaTos ¢ NoANAHIMUTOM
BacKynutbl KpynHbiX cOCya,0B (Hepoxa-Ctpoc)
apTepuuT Takasacy

TMraHTOKNIETOYHbIN apTepunTt

OcHoBHble rpynnbl CB (CornacutensHas KondepeHuns B Yanen Xunne, 2012 r)




KJIACCNODUKALNA CUCTEMHbBIX BACKYJIUTOB
(CornacurenbHasa KondepeHumna B Yanen Xunne, 2012)

BacKynutbl KpynHbiX COCyA,0B
MpevmMyLLeCTBEHHOE NMOPaXKeHNe KPYMHbIX apTePUIA: a0pThl 1 €€ MaBHbIX BETBEN. MoryT GbiTb BOBAEHYEHbI apTepui
LpYroro Kanuopa.

= apTepunT Takascy

* TUraHTOKJIETOYHbIN apTEPUNT

Backynutbl cpegHux cocypoB
lNpenmyLLecTBEHHOE NOPaXKeHWE apTepuin CPeQHEro Kanmobpa: MaBHbIX BUCLIEPANIbHBIX apTepuin 1 ux BeTeel. MoryTt
ObITb BOBNEYEHbI apTepumn Apyroro Kanubpa. TunnyHo hopMrpoBaHme BocnanuTebHbIX aHEBPU3M M CTEHO3a.

* Y3€JIKOBbIV NOAMapTepuntT

= 6onie3Hb KaBacaku

Backynutbl MENKUX COCYA,0B
MopaxeHne MHTpanapeHxMmasbHbIX apTEPUIA, apTEPMOJI, KaNUNAPOB, BEHYJSI, C BO3SMOXHbIM BOBJIEHEHVEM apTe-
pUI 1 BEH CpeaHero Kanubpa.

BaCKyﬂI/ITbI, accouumpoBaHHble C aHTI/IHei"ITPOCbI/IﬂbeIMI/I uuTorJiasmMmaTudeCKumMn aiturtenamm

* MUKPOCKOMNYECKNI NONMAHTNNT
= rpaHyfsiemato3 ¢ nonnaHrumtom (BereHepa)
* 303MHO(WNbHBIN rpaHynemartos ¢ nonuaHruntTom (Hepoxa-Ctpoc)

NMmmyHOKOMNIEKCHbIE BACKY/IUTbI MEJIKUX COCYL0B
= 3ab0s1eBaHuA, aCCOLMMPOBaHHbIE C aHTUTENaMK K 6a3asibHOM MeMbpaHe Kiny6o4koB (aHTu-bMK)
= KpMOrNobyIMHEMUYECKNIA BaCKYINT
= |gA-Backynut (LLleHnenHa-leHoxa)
* [MNOKOMMIEMEHTEMUYECKNI YPTUKAPHLIN BackynuT (@HTM-C1g-accoLmMpoBaHHbIA BACKYINT)

Bapua6enbHble BAaCKynuUTbI
Backynutbl 6e3 npeobagaroLLero TMna CoCyaMCcTOro BOBAEYEHWSA, MPU KOTOPOM MOTYT NOpaXaTbCA COCyApl Nt060-
ro paamepa (Menkue, cpegHvie 1 6onbLune) n Tuna (apTepum, BEHbl U Kanuanapbl).

= 6onesHb bexueta

= cuHgpom KoraHa

Backynutbl eAUHCTBEHHOrO OpraHa
* KOXKHbI NTEMKOLMTOKNACTUYECKUIA aHTUUT
= KOXHbI apTepUnT
* MEPBUYHBIN BaCKYJIUT LEHTPabHON HEPBHOW CUCTEMBI

* U30JIMPOBAHHLIN a0PTUT
= Apyrue 3abonieBaHus

BacKynuTtbl, accouMpoBaHHble C CUCTEMHbIMU 3a60/1eBAHUAMN
= BOJTYAHOYHbIV BACKyNuT = BaCKy/IUT Npu capKouzgose
= peBMaToMAHbIN BaCKyUT = apyrvie

Backynutbl, accoummnpoBaHHbie C onpeaenieHHoi 3Tuonoruein
* KpMOMOBYIMHEMUNYECKNIA BAaCKYIMT, aCCOLMUPOBAHHBIV C BUpycom renatuta C
® Y3EKOBbIN NONNapTEPUNT, aCCOLIMMPOBAHHLIN C BUPYCOM renatuta B
= a0PTUT, aCCOLMMPOBAHHLIN C CUPUINCOM
® IEKAPCTBEHHbIN MMMYHOKOMIJIEKCHbI BACKYNUT
= nekapcTBeHHbIn AHLLA-accoumMmpoBaHHbIN BaCKynuT
* MapaHeonIacTU4eCKNN BaCKyuT
= 1pyrne cocToaHuA




AHUA-ACCOUUUPOBAHHDLIE CUCTEMHDIE BACKYJIUTDI
(AHLUA-CB)

AHLLA-CB - HeKpoTM3upyoLLMe BACKyIUTbl C OTCYTCTBMEM (MU HEOONBLUVM KOSIMYECTBOM) MMMYHHBIX [e-
MO31TOB, C NPEUMYLLECTBEHHBIM NMOPAXEHNEM MESIKUX COCYA0B (KanunnAapoB, BEHyJ, apTEPUON N MESKNX ap-
Tepun), Npu KoTopbix nmeeTca runepnpogykuna AHUA co cneunduuHocTbio K Muenonepokecuaasde (MIM0)
vnu npotenHase-3 (MNP-3).

Ipynna AHLLA-CB o6beguHseT cnegyowme 3adoneBaHus:
= MUKpocKonuyeckuin nonvanrumt (MIA)
= rpaHynemaro3 ¢ nonvaHrumtom BereHepa (ITIA)
= 303MHOMWIbHBIN rpaHynemaro3 ¢ nonuanruntom Yepaxa-Crpoc (3ITIA)

OnpepeneHns oCHOBHbIX HO30n0rn4eckux popm AHLIA-CB

= MuKpockonuyeckunii NoNaHrMmnT
HekpoTuaupytoLumii BaCKyanUT ¢ 0TCYTCTBUEM/ HEGObLIMM KOIMHECTBOM MMMYHHbIX AEN03MTOB, C MPEVMYLLECTBEHHBIM NOpa-
YKEHVEM MEeNKVX cocyaoB (KanunaapoBs, BEHYN, apTEPMOIT), BO3MOXHO NMOPaXXeHWe apTepuii MeKoro 1 cpeaHero Kanuopa.
Tunn4HO pa3BuTVE HEKPOTU3NPYIOLLETO rMoMepynoHedpuTa. Hacto nprcoegmnHAETCA remopparmyeckuii anbeeonut. OTcyT-
CTBYET rpaHy/ieMaTo3Has BOCManuTeslbHana peakuys.

= Ipanynemarto3 ¢ nonuaivruutom (Berenepa)
HekpoTtuaupyiolLee rpaHyiemaTo3Hoe BOCManeHne ¢ BOBIEHEHNEM BEPXHUX U HUDKHUX AbIXaTesbHbIX MyTeN 1 HEKPOTU3NPYIO-
LUMIA BaCKyNUT NPEVNMYLLECTBEHHO COCYA0B MESIKOTO U CPEeAHEro Kanubpa (Kanunisapos, BEHYI, apTEPUON, apTEPUIA U BEH).
YacTto pa3BmBaeTcA HEKPOTU3MPYIOLLWIA IIOMepPYNIoHedpHT.

* Jo3nHO(UNbHLIN rpaHynemarto3 ¢ nonuadrumtom (Yepprxa-Crtpoc)
J031HOWIBHOE 1 rPpaHyNeMaTo3HOEe BOCMaNeHre C YaCTbiM BOBNIEYEHNEM [AbIXATeSIbHbIX MYTEW N HEKPOTU3MPYHOLLMIA BACKY-
JIUT NPEVMYLLECTBEHHO COCYA0B MENKOro 1 CpeaHero Kannbpa.
AccouunmpyeTcs ¢ 6poHXManbHOM aCTMOIN 1 303MHODUANEN.
AHLIA Hanbonee 4acTo onpeaenstoTca Npy Hanuuumn rmomepynoHedpuTa.

B ocHoBe Bcex Hozomnornyeckux opm AHLLA-CB nexxuTt cUCTEMHBI HEKPOTU3UPYHOLLLMIA BACKYUT, naTtore-
HeTnyeckun ceAsaHHbin ¢ AHLUA. Tpu TTIA noanaHrmmt conpoBoXaaeTca NoMMop@HO-KNETOUHONM rpaHyne-
MaTO3HOW BOCMANUTENbHON peakumen NpenmyLLeCTBEHHO B pecnmpaTtopHbix opraHax, npu 3 TIA Backynuty
conyTCTBYeT Nepudepnyeckan N TKaHeBaA 303MHOMPUINA, H4TO ABNAETCA OCHOBHbLIM OTIYMEM 3TUX BONE3HEN
ot MIMA. B otnenbHbIx crnydasx 3aboneBaHue, B aebtoTe cooTBeTcTBYtoLLee anarHody MIIA, B nocnencteum
MOXeT npuobpetatb YepThbl [TIA.

AHLA

Ipanynemato3Hasn HekpoTusupyiowuii Jo3uHohunusa,
BOcCnanuTenbHasn BacKynuT rpaHyniemaTo3Hoe
peakuus BOcCnasnieHue

< <

- . J03nHOUNbLHBbIN
paHynemato3 Mukpockonuueckui rpaHynemaros
C NOJINaHrNMTOM NOANaHrMNT

(BereHnepa)

C NOJINAHTUTOM
(Yeppxa-Crpoc)




AMMNOEMNONOIrMAa AHUA-CB

3a nocnegHve OeCATUNETUA B MUPE OTMEYEHa TEHOAEHUMA K yBenuyeHuto pacnpocTtpaHeHHoct AHLA-CB.
3abonesaemoctb AHLLA-CB konebnetca ot 4 oo 250 cnyvaeB Ha 100000 HaceneHus. ik 3aboneBaemMocTu
NPUXOANTCA Ha 45-55 NET, My>X4MHbI 00J1IEH0T HECKOJTbKO Yallle, YeM KEHLUWHbI.2

PacnpoctpaHeHHocTb [TIA Hambonee Bbicoka B cTpaHax CeeepHow EBponbl, B To Bpems, Kak yactota MIA n
BEPOATHOCTb MOPAXEHWA MOYEK BO3PACTAKOT MO MEPE NPOABWKEHNA B KXKHbIE LUMPOTbI U CTpaHbl A3nmn.*
Hanbonbluas 3abonesaemocts AHLLA-CB otmeudeHa B LLBeunn: 300 Ha 1 MITH. XKutenen, npu aTom aHTuTena
K MIO BbiABNAOT TONbKO y 35% 6onbHbIX. B T0 e Bpems, B AnoHnn y 91% 60MbHbIX 06HapYKMBaKOT aHTUTENa
K MI1O, n He 6bIN0 3aperncTpmMpoBaHo HU ogHoro cnyyas MTIAS

3abonesaemoctb AHLLA-CB B Poccuiickoin ®epepaunm He ycTaHOBJIEHa.

leorpacdunueckan pacnpocrpanesHoct AHLLA-CB
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Ha kaprte npepcraBneHo COOTHO-
weHne pacnpoctpaHeHHocTu IMA

L=t 'a "ﬂ : g E 1 MINA (3eneHbiii uBeT - npeoGna-
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PacnpocTpaHeHHOCTb CpepHuin Bo3pacTt

3a6oneBaHue (Ha 1000000 Ha4yaJa 3aboneBaHua, Hpezrzgj:ag.gﬁ:xaﬂ
HaceneHun) rogbl p
8,5 (2-12) 45 (1-76) CesepHas EBpona
6,8 (5,9-17) 60 (15-88) HOxxHas EBpona, Asusa
2,4 (0,9-3,1) 53 (38-63) [MoBcemecTHO

MonyyeHbl JoKa3aTeNbCTBA BAUAHUA FEHETUYECKMX (DaKTOPOB: rpaHysieMaTo3Has naTosiorns cBfa3aHa ¢ Ha-
nnumem HLA-DPB1*0401; runepnpoaykuma aHtuten K lMP-3 accoummnpyetca ¢ HLA-DP v renamu, Koampy-
wmmmn al-aHTutpuncuH (MHrnoutop MNP-3); Hannume anTuten K MIO ceasaHo ¢ HLA-DQ.® leHeTu4veckn
AeTepMUHMPOBaHa BblpaXeHHOCTb akcnpeccun MP-3 n MIMO Ha membpaHe HENTPOMUIOoB.

3TnoJiormna AHUA-CB

Itmnonorua AHLLA-CB He yctaHoBneHa. Obcyxpaetcs yuactue Staphylococcus aureus B UHUUMAaLUMN FpaHy-
NlemMaTo3HOro BocnasieHus, accouMmMpoBaHHOro ¢ aHTuTenamm K MNP-3.78




NATOrEHETUMECKUE MEXAHU3MbI PA3BUTUA
AHUA-CB

AHLLA - cemencTBO aHTUTEN, HanpaBfieHHbIX NPOTUB KOMMOHEHTOB NEPBUYHbLIX FPaHyN LMTONAa3Mbl HEN-
TPOUNOB 1 MOHOLMTOB. HanbonbLyo KNMHUYECKYIO 3HAYMMOCTb MPOABAAKT aHTUTeNa co cneunduyHo-
cTblo K npoTtenHase-3 ([MP-3) n muenonepokcupase (MIMNQO).>1°

AHTUTENA CO CNELMPUYHOCTBIO

K npoTenHase-3 1 MUesonepoKcu-
[Jase npu Henpsamon UMmyHodIy-
OpEeCLEeHLMN C UCMOJIb30BaHNEM
HenTpodunoB, PUKCUPOBAHHLIX 3Ta-
HOJI0M, 06pa3yoT pa3nnyHbIe TUMbI
cBeYveHus: umTonnasmartmnyeckoe (A)
nnu nepuHykneapHoe (b)

A. UutonnasamaTruyecKoe cBe- b. lepuHykneapHoe cBevyeHne
YyeHune HenTpouIoB: aHTUTENa HelTpodunos: aHTutena Kk MIMNO
Kk MP-3

AHLLA HanpAamyto BO3AENCTBYHOT Ha KNETKN-MULLIEHWN (HENTPOMWIIbI, MOHOLMTBI) 3a CHET CBA3bIBAHWA C aH-
TureHamum (MP-3, MIN0), akcnpeccrpoBaHHbIMUW Ha MOBEPXHOCTU KIIETOYHOW MeMOpaHbI, U BbI3bIBAKOT aKTu-
BaLUVIO HENTPOMUNOB B Npeaenax CocyanmcToro sHaotenma.' '

AHUA yBennunsatT UMTOTOKCUYHOCTb HEMTPOMUIIOB B OTHOLLEHUW 3HA0TENMANbHBIX KIIETOK U NOBbILLAKT
9KCMPEeCCUI0 MONEeKyN aare3nn, cnocobCTBya TpaHC-3HA0TENMANBHON MUrpaLLMm akTUBUPOBAHHbIX HEMTPO-
(unoB.. Bbi3biBalOT HapyLLEHWA anonTo3a HENTPOMUII0B, CTUMYNUPYIOT nponudepauunto T-nMM@OLNTOB, 4TO
NHOYLMPYET XPOHN3aLMIO BOCMaJIeHNs.

4. NepuBackynapHas
UH(UNbLTPaALUA C Ha-
pyLIEHUAMU anonTo3a
HenTpocdunos n gug-
tepeHumpoBkn T-num-
ctphouutoB hopmupyrot
ouar XpoHU4Y€eCcKoro

1. lpemupoBaHHbIE Hell-
Tpohunbl akcnpeccupyoT
uuTonnasmaTuyecKue
npotea3sbl [IP-3 n MIMO

Ha NOBEPXHOCTUN KNEeTOYHO
MemOpaHbl C NocneayoLWum
cBA3biBaHneMm ux ¢ Fab2 n

Fc dparmentamn AHLIA BOcCnasneHua

2. AHLIA yBennumnBaioT LMTOTOKCUYHOCTb HelTpoghn- 3. AkTnBauuna HenTpodunnos B npegenax

NIOB B OTHOLUEHUW 3HAOTENNANbHBIX K/1IETOK 1 NOBbILIA- COCYAMCTOro 3HA0TENUA C BbICBOOOXAEHUEM
10T IKCNPECCUIo MOJIEKyN aare3nm, 4To cnocooeTByeT oKcupaa a3ora, NpoTeoNUTUYecKux (pepmeHToB,

Tpch-3Hp,0Ten|/|aanm7| Murpauun HeVITpO(I)I/IJ'IOB XeMOKMUHOB

Mpwn TTIA nonnaHrMMT ConMpoBOXAaeTCcs NOAMMOPMHO-KIETOUYHOWM rpaHy/ieMaTo3HOM BOCNanuUTeNbHON pe-
akuuen. Takana rpaHynemaTto3Has TKaHb MOMUMO CKOMAEHWUIA HENTPOMUIIOB, OKPYXEHHbIX aHTUTEH-NPE3eHTU-
PYIOLLMMN KNETKaMu, MaKpodaros, MHOTOAAEPHbIX ruraHTckux Knetok, CD4+CD28-addekTopHbix T-KneTok
namaty Th1 tuna, T-knetok, cekpetupytowmx UJ1-17, rmcTmoumToB 1 303MHOMUIOB, COAEPKUT (POKYChI ayTo-
aHTureH-cneundnyHbix CD20 B-numdoumToB 1 nna3maTtnyecKknx KNeTok, cnocobHbix npogyumuposats AHUA,
YTO AaEeT OCHOBaHWUA paccMaTtpuBaTtb rpaHyniemy npu [TIA Kak TpeTUUHY0 NUMMONAHYI0 CTPYKTYPY.




AHLA-CB OTHOCAT K NOJIUTEHHbIM
AYTOUMMYHHbLIM 3ABOJIEBAHUAM

B natonornyeckux peakuusax npu AHLA-CB yyacTByloT pasnuuHble TUMbl KNETOK, B MEPBYD 04vepenb
HenTpodunbl, T-KNeTkn 1 B-KneTkn, 0coBEHHOCTN MEXKIETOUHbIX B3aMMOOENCTBUI KOTOPbIX BO MHOIOM

He pacwndpoBaHbl.''?

T N N

= LleHTpanbHOe 3Ha4YeHne B No-
BPEXAEHNN COCYAUCTON CTEHKM

nmeet nHayumposaHHaa AHLLA
aKTMBaLmAa HENTPOMUIIOB C UX
[erpaHynaumen, BbicBoboxae-
HWEM KUCTIOPOAHbIX pajyrKanos

= T-KNEeTKM ABNAKTCA UCTOYHUKOM

pa3Ho0bpa3sHbIX LUTOKMHOB, Urpato-

LLMX KITFOYEBYIO POJib Ha BCEX aTanax

peanusaummn CROXHbIX MeEXaHU3MOB

AHLA-accounmnpoBaHHOro cocyam-
M CTOro NOBPEXAEHUA.

NPOTEONIUTUYECKMX (DEPMEHTOB.

= Hentpoduinbl ABAAIOTCA UCTOY-

Hukom ®HO-a, xemokunHa NJ1-8
WJ1-17, a Tak xe BLYS, urpato-

Lwero yHaaMeHTasnbHy0 posb B

B- knetoyHo natonorum.

= [lechekTbl anonto3a HeMTpou-

N0B CMOCO6CTBYIOT XPOHM3aLMM
AHLIA-CB.

= T-KneTo4Hble peakumn (Npexae
Bcero npu yyactum Th1 n Th17-kne-

b TOK) 3aHMMatoT LeHTpaJibHOE MECTO

B natoreHese rpaHyjiemaro3Horo
BOCnajieHnA.

= ®yHKUMOoHanbHbI feduumnt T-pe-
rYNATOPHBIX KIIETOK JIEXUT B OCHOBE
XPOHUYECKOro ayTOMMMYHHOIO
BocnaneHua npu AHLLA-CB.

= B pesynbrate anddepeHunpoBKm
B-knetok obpasytotca nnasmaru-
YyecKue KIIeTKM, NPoayumpyroLLme
AHLIA.

= B-Kknetku, ABNAKTCA NCTOYHUKOM
umtokuHos (WJ1-6, ®HO-a, UJ1-

10), NpoABAAKT CBOMNCTBA aHTU-
reH-MPE3EHTUPYIOLLNX KIIETOK, MOTYT
onddepeHumpoBaTbeca B AAUTENBHO
XKUBYLUME KIETKU NaMATU.

= B rpaHynemato3Hom TKaHu y
60nbHbIX [TIA NpUCcyTCTBYHOT NOAN-
KNoHanbHble B-KNeTky, B TOM 4ucne
KneTku, npoayumpytowme AHUA.

B natoreHese 3ITIA pononHUTENbHO 6OJbLLIOE 3HAYEHNE UMEET 303UHOMMANA, KOTOpas NoOAAEPKUBAETCA
BbICOKMM ypoBHeM WJ1-5.

= 3031HO(UIIbI BLIAENAT LIUTOTOKCUYECKME (DAKTOPbI, HEMPOTOKCUYHbIE U Kap-
LMOTOKCUYHbIE KaTUOHHbIE BENKM, aKTUBHbIE METaboInTbl KMCnopoaa 1 CTaHo-
BATCA LieHTpasibHbIM MOBPEXAA0LLMM (DaKTOPOM MPY UX aKKYMYALMMN B TKaHSX.

= AenAwTcA UCTOYHMKOM LmTOKMHOB (UJ1-1, LJ1-5), XeMOKNHOB, neKoTpreHa
C4, npoctarnaHavHa E2 n nposBnAoT CBOMCTBA aHTUIEH-NPE3EHTUPYHOLLX

KJIETOK.

= 303nHO(GUIaM NPUHAANEXMUT BedyLlas ponb B Natodusnonorn 6poHxmnans-

HOWM acTMbl.




NATOMOP®0J10Irna AHLA-CB

[eCTPYKTUBHBIN BACKYNIUT C OTCYTCTBUEM (MM HEBOSBLUMM KOIMHYECTBOM) MMMYHHBbIX AEM03UTOB NPU UM-
MYHOJTIOMUHECLEHTHOM MUKPOCKOMUY — 06U MOP@0OIOrMYeCKnin NPU3HAK BCEX HO30JI0TMYECKUX HOopM
AHLIA-CB'. lNpeumyLiecTBEHHO nopaxarTca Menkue cocyapl (Kanunnapbl, BEHYSIbl, apTEPUOIbI), HO BO3-
MOXHO BOBJIEYEHME apTEPUIN MENIKOTO 1 CPEHEro Kannbpa n BeH.

IMA - npn 6uoncum CNM3NCTON HOca, NErKUX UM opbuTbl 0OHaAPYKMBAKT FTMIrAHTOKJIETOUYHbIE HEKPOTU3W-

pytoLme rpaHynémbl' ',

A. HekpoTusupyowmii BaCKynut
(OuoncuAa nerkoro y nauueHTa
cMA)

b. MHorosapepHasa ruraHTcKas KneTka
B cOCTaBe NoIMMOpP@HO-KNETOYHON

HEKpOTU3UpYyloLweiil rpaHynemMbl (ou-
oncua nerkoro y nauuenta c IMA)

NaToreHeTnyeckun ceAsaHHoOe

¢ AHLLA HeKkpoTu3mpytoLLee BOC-
nanexue cocynos (A) npu TIA

n I TIA conpoBoXaaeTca XpoHu-
4YecKoWn ayToMMMYHHOI Bocnanu-
TeNbHON peakumen ¢ popmmpo-
BaHMEM MOSIMMOPHO-KIETOHHON
HEKPOTU3MPYIOLLEN rPaHyneMb,
cofepXallen MHOroagepHble rv-
raHTckue knetku (B).

IAIMA - npy BUONCKM KOXM UAN KOXKHO-MbILLIEYHOIO JIOCKYTa 06HapyXMBaT KapTUHY AECTPYKTUBHO-NPO-
AYKTUBHOIO BacKymTa ¢ 3031HOMUIbHON NHDUNbTpaumen'.

KoM y naumeHTku ¢ IMA)

A. 3o3uHohunbl B cocTaBe BocnanutesibHOro uigunbtpata (6uoncun

OcobeHHOCTbH0 MOP(OIOrMYEeCcKnx
nameHeHun npu 3ITIA asnaetcs
TKaHeBasa 303nHoDunA (A).



PasnnyHble Hosonornyeckme dopmbl AHUA-CB 06beanHaeT cxoocTBO MOPGONOrMYECKUX NU3MeEHEHUN
B Moykax B BuAe (hOKasbHOr0 CErMEeHTapHOro MMMyHOHeratuBHoro rnomepynoHedputa (TH) ¢ «nony-
NyHUAMMK».'®17 HecmoTpA Ha CBA3b MaTONOMMYECKUX M3MeHeHuI ¢ npoaykuuen AHUA, npu nmmyHo-
NIOMUHECLLEHTHON MUKPOCKOMUM B TKAHW MOYKM HE 0OHapPYXMBaKOT MMMYyHHbIE AENO3UTbI (KMMMYHOHera-
TuBHbIN [H»). Mpu 6bicTponporpeccupytolem TedeHumn 'H obHapyxmBatoT «nosynyHusa» 6onee yem B 50%
KNyb0OYKOB MOYKK, MNOYHEHHBIX MPY Broncun.

A. KnetouHo-¢unbpo3Hoe «nonyny-
Hue» B KNy0Oo4YKe NOYKU y naumneH-
T1a ¢ AHLLA-CB m GuicTponporpec-
cupytowwvm '

Rl Tha '-' “f
PR i
- o= l-Jl-rl"i' B
b. ¢u6p03Hoe «nonynyHue» B Kiy-
60u4Ke Novkm y naumenrta ¢ AH-

LLA-CB u ucxopom Il'H B rnomepyno-
CcKnepo3

HeKpos CTeHKM Kanunaapos Kny-
60YKOB NOYKMN C Pa3pbIBOM Kanwn-
NAPHbIX NETESb 3anycKaeT NpoLecc
nponvdepauyn MOHOLMTOB U 3MK-
TeNManbHbIX KIIETOK, B pedysibTate
yero 06pasyTCcA CKOMIEHNS,
OKpYXatoLuye KanunnspHble Netan
Knybouka B Buae «nonynyHuin» (A).

B oTcyTCTBMM NneveHns Takne
KNIETOYHbIE «MOyNYHUs» BbICTPO
CKJIepo3UpYTCa U r’ManuHU3npy-
totea (B).

HeKpoTuaunpytowwmin BackynuT Mesikux cocynoB nerkux npy MIA nposBnseTca reMopparmyeckum anbBeo-

JINTOM.

.I.lE"l '$|

A. HekpoTusupyowmuii remop-

eHTa ¢ MINA

paruqecl(mﬁ ajbBeoJInT y naum-

b. UuTepcTuumanbHbiit huopos
NEerKkoro B ucxope anbBeonuTa
y naumenTa ¢ MIMA

HekpoTusnpyowmin anbBeonmnT
(A) npn MIA conpoBoxaaetcs
cenTanbHbIMU Kanuansputamm
C MaCCMBHOWN HENTPODUILHON

WHUNbTPaLMeEN, 3an0IHEHNEM
anbBeOn 3pUTPOLMTaMMU.

B ncxone anbBeoninta BO3MOXHO
pa3BuUTME NHTEPCTULIMAIIbHOIO
¢unbposa (b).




JIABOPATOPHOE ONPEAENEHUE AHLUA

MexayHapoaHbiM cTaHgapTom onpeaeneHna AHLLA aBnaeTca noatanHoe nabopatopHoe obecnenoBaHme® ™,

BKJItOHAIOLLEE:

= HenpaAMy ummyHodnyopecueHumo (HA®P) Ha HenTpodurnax 300poBbiX AOHOPOB, GUKCUPOBAHHBIX 3Ta-
HOMOM;

= nocneaywulee noarsepxaeHne cneunduiHoctn AHUA (Hanuume aHTUTEeN K npotenHase-3 UM Mmeno-
nepokcuaase) Npy NOMOLLM MMMyHoGepMeHTHOro aHanmn3aa (MIPA).

Uutonnasmatudecknin tmn ceeveHunsa npy HA® (uLAHUA) wnum antutena K [NMP-3 BbICOKOYYBCTBUTENbHbI U
cneunduyHbl ana MA (> 90%).

MNepuHykneapHbIi TN ceedeHus npu HA® (nNAHLLA) o6HapyxuBatoT y 30-70 % 60nbHbIx I TIA, HO He Bcer-
Aa co cneunduryHocTbto K MIMO. Mpy MIMA (> 90%) nprMepHO ¢ 0AMHAKOBOM YacToTol o6HapyXumBatoT 06a
Tuna ceedeHuns npu HAD mnum aHtutena k MNP-3 n MIO.

KnuHnuyeckue nokasaHusa pna onpepeneHna AHLIA

= [nomepynoHedpuTt, 0c06EHHO BLICTPONPOrPECCUPYHOLLIAT

= KpoBoxapKaHbe /fero4Hoe KpoBoTeyeHne, 0COGEHHO B COYETaHMM C roMepysioHedpuTom
= KoXXHbIll BACKyIUT, CONPOBOXAAKOLLMICA CUCTEMHbBIMU NPOABAEHUAMM

= IMHOXeCTBEHHbIE 04Yary NOpPa)KeHWs NIETKNX NPU PEHTTEHONTIOTMYECKOM UCCELOBAHNUN

= XpOHWMYECKOe AEeCTPYKTUBHOE NMOPaXeHNE BEPXHUX AblXaTeNIbHbIX MyTel

= 3aTsKHOe TeYeHne CUHycuTa UaKn oTuTa

= [logcknapgo4Hbii CTEHO3 ropTaHn /Tpaxeun

= MHOXeCTBEHHbII MOHOHEBPUT WK Apyras nepudepryeckas Hemponaruma

= [lceBooTymop opouThbl

AHTuTena K NP-3 n MIO asnatTcA HagexHbIMK ceponorndeckummn mapkepamn AHLUA-CB. Bmecte ¢ Tem,
AHLLA ¢ pasnn4yHoi annuTonHom cneun@uyHoCTb0 0BHapYKMBatOT U Npu APYrmx 3aboneBaHusx.




IdnutonHaa cneuyndpunyHocts AHLLA npu pa3nnyHbix 3a60n1eBaHNAX

Tun cBeuyeHun
(HND)

LuTtonna3maTunyeckoe
uAHLA

lNMepunykneapHoe
nAHLA

MepuHykneapHoe nnu
aTunuyHoe

CneumndunyHocTtb
AHLUA (MPA)

[poTenHasa-3

Benok, nosbiwaoWwmin NpoHn-
uaemoctb (BPI)

Mwenonepokcnpasa

KatencuH G

JlakTtodeppuH

Nunsouum

[pyrve aHTureHs

3ab6oneBaHuA
(yacToTa BbiAB/IEHMA)

[MA (+++)

MIA (++)

3IMA (penko)

MopocTphiii 6akTepranbHbIi 3HA0KapAUT (pPenKko)
Ty6epkynes (penko)

MykoBncunpaos (+)

WNHdekumm (+)

bonesHb KpoHa (+)

Hecneuunduyeckunin A3BEHHbIN KOAUT (+)
[epBUYHBI CKEPO3MPYIOLLMIA XONAHTUT (+)

MIA (++)
MmmyHoHeratuBHbIn TH (++)
AMA (+)

IMA (penko)

IXMHOKOKKO3 (peaKo)

CKB, cuHppom LUerpeHa (+)
Cvingpom ®entu (+)

PA (+)

Hecneuunduyeckunin A3BEHHBIN KOAUT (+)
[epBUYHBI CKIEPO3MPYIOLLMIA XONAHTUT (+)
IXMHOKOKKO3 (peaKo)

PA (+)
Hecneuunduyeckunin A3BEHHBIN KOAUT (+)

NHdekumm (+)

PA (+)

Hecneuuduyeckunin A3BEHHbIN KOAUT (+)
[epBUYHBI CKIEPO3MPYIOLLMIA XONAHTUT (+)
JlekapcTBeHHasa natonorua (+)

Pewarouwee 3HauyeHne B guarHoctuke AHLUA-CB npuHapnexurt getasbHoOMy
KIIMHUYECKOMY 00Cie0BaHNI0 NaUVeHTa C BbiAABJIEHMEM NaTOrHOMOHUYHbIX
CUMNTOMOB 3a060neBaHnA




OUATHOCTUKA AHLA-CB

TpebyeTca LeneHanpasfiEHHbI MOWCK NMOPaXeHUs NMoYeK U PecnupaTopHOro TpakTa ¢ 06sa3aTeslbHbiM NPOBEAEHNEM
PVIHOCKOMUK, NapUHTOCKOMNMK, KOMMNboTEPHOI Tomorpadun (KT) npyuaaToyHbIX nasyx v Nerkux.

MpennoxeHbl kKnaccupmkaunoHxoie kputepun MNMA n 3MMA.8°

Knaccudmkaumonoie kputepum IMA Knaccudwmkaumonssie kpurepun 3IMA

1. BocnaneHve Hoca 1 nonocTu pTa (THOMHbIE, KPOBA- 1. Actma
HUCTbIE BbIZIENIEHNA N3 HOCA, A3BbI B MOIOCTU PTa) 2. Jo3nHopunna >10% oT o6LLEr0 KONMYECTBA NIENKO-
2. I3MeHeHNA B NETKNX MPU PEHTTEHOSIOMMHYECKOM uMToB MM >1,5 x 10%/n
nccneposaHun (y3enkn, HOUbLTPaTbl, MO0CTN) 3. MoHO- 1nu nonvHeponarns
3. MameHeHua moun (rematypus, 3puUTPOLUTAPHBIE 4, PeHTreHONOrNYecKye NPU3HAKKM MUrPUPYIOLLUX fe-
UWMHAPbI B OCAZKE MO4M) FOYHbIX MH(UILTPATOB
4. [laHHble Brioncum (rpaHynemaTto3Hoe BocnasneHve 5. [aTonorna raiiMopoBbIX Nasyx
B CTEHKE apTepun Unn B NEPNBACKYNIAPDHOM U KC- g _MepppackynapHas WHOUALTPAUMA 303MHO(GUIAMM

TpaBacKyNAPHOM MPOCTPaHCTBE) [0 faHHBIM B1ONCUN

Tpebyetcsa He MeHee 2 U3 4 NPU3HaKoB TpeOyetcsa He meHee 4 U3 6 Npu3HaKoB

KnuHunyeckas oueHKa NpOABNEHUN, OTPaXaloLWMX FPaHyIeMaTo3Hy0 BOCNANUTENbHYI0 PeaKkLuMio Un He-
KPOTU3MPYOLWMIA NOANaHTMKT, UMeeT BoMblioe 3HaveHWe Kak ansa gmarHoctukn AHLA-CB, Ttak n gns
anddepeHumansHon auarHoctukn mexay MA n MIA, onpeneneHus nporHo3a 1 BbipaboTKM onTuManb-
Hol neyebHon cTpaternn. C aTon Lenbio NpeasioXkKeHbl, TaK Ha3blBAEMbIE, «CyppPOraTHbIe» KPUTEPUN FPaHy-
nemarosa v Backynuta.?’

«CypporaTtHbie» KpUTepUn BacKynuTa «CypporatHbie» KpUTepum rpaHynemaro3a

1. nomepynoredpuT: 1. [paHynemarto3Hoe BocnaneHve npu 6uoncun
" rematypus Uin rematypua B COMETaHNM C NPOTe- 2 YudunbTpatbl/yanbl B NETKUX:
NHypuen = cTonkue (bonee 1 mec) ¢ pacnagom, obpa3oBaHNEM
* TMCTONIOTMYECKaa KapTuHa (hOKaNIbHOr0 CermeH- MOJIOCTEN /NN CTEHO3UPYIOLLNI SHAOBPOHXUT

TapHOrO  MasloMMMYHHOTrO  [MoMepyioHedpuTa

3. MopaxeHune JIOP-opraHoB, rnas:
C NOAYNYHNSAMM

" NoNnnoBnaHoe yTosileHne C/IU3NCTON npuraaToYHbIX

2. 3KCTPHP?Ha”beM BacKy/nt: nasyx Hoca, mactonaut (OJIMTENbHOCTbIO HE MeHee
" KOXXHbI/ BaCKynut 3 Mec)
Pl U = nep@opauma HOCOBOW MNEPEropoiKun, AECTPYKTUB-
* MHOXECTBEHHbI MOHOHEBPUT HbI CUHYCUT

* NMOACKJIaA0YHbI CTEHO3 ropTaHu, Tpaxeu
* IceBAOTyMOpP OpOUTHI

TpebyeTtca cooTBeTCTBME XOTA Gbl 1 NPU3HaAKY Tpebyetca cooTBeTCTBME XOTA Obl 1 NPU3HAKY




OLEHKA KJINHWYECKOW AKTUBHOCTU AHLLA-CB

[na pacuyeta knnHndeckon aktneHoct AHLLA-CB B 6annax npeanoxxeH bBUpMUHIEMCKUIA MHOEKC aKTUBHO-
ctn Backynuta (Birmingham Vasculitis Activity Score, BVAS).?' B 3aB1ucrMMOCTU OT floKanmMsaummn nopaxeHus
npu3HaKky 3aboneBaHnA pasgeneHbl Ha 9 rpynmn, Npy pacyeTe MHAEKCA aKTUBHOCTM CYMMUPYHOTCA MaKCu-
MaJibHble 3Ha4YeHusi 6ansoB, NOMyYeHHbIE B Kaxaon rpynne (CymmapHbI MHAOEKC He npeBbilLaeT 63 6anna).
lMpun oueHKe aKTMBHOCTY NPUHUMAIOT BO BHUMAaHWE 00YCNOBEHHbIE BACKY/IMTOM CUMMTOMbI, UMEIOLLMECSH Ha
MOMEHT OCMOTPA, a TaKXe NOABMBLUMECA MM NPOrPECCUPOBABLLME B TEYEHVE NOCNEHErO MecaLa.

bupmuHremckuin MHAEKC akTuBHocTU Backynuta (BVAS)

I. CuctemHble NpoABnNeHNA:

Il. KoxxHble NOKpoBbI:

Ill. Can3sucrbie 060n04kun/

1. Mvanruu/apTpanrun/aptput 1 1. Mypnypa/ppyroii BackynmT 2 rnasa:
2. Jluxopapka (<38,5°C)" 1 KOXW 4 1. A3Bbl NonocTn pTa 1
3. Jluxopapka (>38,5°C) 2 2. A3BbI 6 2. f13Bbl NOIOBLIX OPraHOB 1
4. MMotepsa maccel Tena (<2 Kr) 2 3. laHrpeHa 6 3. KoHbloHKTUBUT 1
5. MoTepsa maccel Tena (>2 Kr) 3] 4. MHOXeCTB. raHrpeHbl NasbLEeB 4. Inuckneput/ckneput 2
5. Yeeut 6
IY.é'IOP-oprar;bl. 2 ‘1 J(';erl(ue. / 9 6. OTek/remopparmm ceTyaTku 6
. BolmeneHns /3anoxeHHoOCTb . Oppbiwka/actva 7. McesnoTyMOp op6uTHI 6
Hoca 2. Y3enku nnm ¢ubpos 2
2. Cunycut 2 3. UHdunbTpat 4 L CepaeuHo-cocyancrasn
3. HocoBoe kpoBoTeyeHne 4 4. KpoBoxapkaHue 4 L
4. KpoBsiHble KOPOYKM B HOCY 4 5. [neBpanbHbIi BLINOT/NNEBPUT 4 1. Lymbl ’ 2
g. gbl,ﬂ,eﬂel:ll/lﬂ 13 yuiemn 2 6. Jlero4uHoe KpoBoTEYEHNE 6 2. OTCyTCTBME NybCa 4
- LPEARNV OTUT VIIL. Moukn: 3. AopTanbHas HeoCTaTOMHOCTb 4
7. Tnyxora 6 1. [lnactonuyeckoe 4 4.Tlepukapamt 4
8. OxpunniocTb/napuHruT 2 : OVIM
9. CteHo3 roptaHu 6 ALl >90 mm.pr.CT. > 6
2. Mpotentypus (>1r nam 4 6. HK/kapgvomvionatusa 6
VII. XXenypo4Ho-KuweYHbIi >0,2 r/c)
TpaKT: 3. Tematypusa (>1ap. unu 8 IX. Hepenaa cuctema:
1. Bosb B XuBOTE 3 >0,2 ap./mn) 1. OpraHnyeckme HapyleHus, 3
2. KpoaBas anapes 6 4. KpeaTuHuH 125-249 mkmonb/n 8 AemeHuna ;
3. HdapKT KnweyHnka/nepdo- 9 5. KpeaTuHuH 250-499 mkmons/n 10 2. I'IepmpepmquKavﬂ Henponatna 6
paums 6. KpeaTuHuH > 500 MKMOMb/N 12 3. MHoxXecTBeHHbIl ABMraTeb- 9
4. OcTpbIl naHKpeaTuT 9 7. BIrH 12 HbI MOHOHEBPUT
4. Cynoporu 9
OnpepensalT MaKcuManbHble 3Ha4eHUA B KaXKa0n u3 9 kateropui. 5. NHcynbT 9
CymmapHbIii UHAEKC He npeBbillaeT 63 6anna. 6. MNopaxkeHne cNMHHOro Mo3ra 9
100 o o Xopoluo n3sectHo, 4To AHLLA, aBnasck
[ ] L)
2 e BaXXHbIM JMarHOCTUYECKUM MapKeEpPOM
[ ]
2 8 v AHLA-CB, nMetoT HEBBICOKYIO LIEHHOCTb
Y s ANA MOHUTOPUPOBAHMA aKTUBHOCTM 3abone-
o BaHUA. 2%
=
= 40 o ¢ AHUA moryT npucyTcTBOBaTbH B CbIBOPOTKE
E 20 4 S — KpoBuW Aaxe B nepunon, MOJTHOM KIMHNYECKOWN
(] [ ]
E =t . ° . 'l. Se L3 e L ° PEMUCCUN N HE oNpenenATbCA Npn peunan-
< 0 ‘ ‘ ‘ ‘ ‘ ‘ ' VIKA Be AHLLA-CB, HECMOTps Ha BbICOKYO aKTUB-
0 ° 10 15 20 2 30 35 HOCTb BacKynura.
Huskasa koppenauna AHLLA v BVAS y GonbHbix A




ObLUVNE 3AKOHOMEPHOCTU KJIINMHNYECKOIO TEHEHUA
AHUA-CB

KnuHuyeckne ocobeHHoctn AHUA-CB B nepByto ouyepefdb ONpenensalTca Kanubpom u nokanus3aumen
BOBJIEYEHHBIX COCYAO0B, CNELNMUYHOCTBI0 aHTUTES, 0COOEHHOCTAMM TKAHEBOTO pearnpoBaHuA B 6acceiHe
nopaxeHus, B cBA3n ¢ Yyem npoasrieHnsa AHLLA-CB moryT 3HaumTeslbHO BapbupOoBaTh: NPOTEKaTb Kak reHe-
panu3oBaHHoOe 3ab0neBaHKe C TAXKENOM MNOSIMOPraHHOM NaToNorMen UM orpaHNYMBaTLCA JIOKaNbHbIM MO-
paXXeHeM BEPXHUX ObIXaTeNbHbIX MyTen n/nnu rmas. PagsepHyTyto KnuHu4veckyto kaptuHy AHLLA-CB npe-
K[Oe BCero onpeaenser Tpyaga nopa)KeHua opraHoB C BOBJIEYEHVEM BEPXHUX [AbIXaTeNIbHbIX NYTEW, NErkux

M NOYeK.
n=152
HepBHasn
cucrtema
29% JIOP-opraHbi
88%
MnoYKnN
72%
nerkue
73%
CycCTaBbl
57% Kowa
48%
HaunGonee yacTtas nokanusauva nopaxxkeHus npu AHLLA-CB

Mpw IMA BbigenaoT fokanbHyo hopmy ¢ n3onmpoBaHHbIM nopaxeHnem JIOP-opraHoB u/unn ras?,
4TO CO BPEMEHEM MOXET TPaHC(HOPMMNPOBATLCA B reHepann3oBaHHOEe 3ab0neBaHume.

* /130/1MpOBaHHbIN A3BEHHO-HEKPOTUYECKNIA PUHUT
Knununueckue = A3BEHHO-HEKPOTUYECKNI PUHUT B COYETAHUN C:
NpoABneHns - NopaXkeHWem opraHa ciiyxa, CUHyCUTOM

JNOKasnbHOro - NOACKNAA0YHbIM NAPUHTUTOM
BapuaxTa IMA - NopaxeHnem opraHa 3peHus
* /I3onMpoBaHHOe nopa)keHue opraHa 3peHusa (nceBaoTymop opbuThl)




da3bl KnuHNnuyeckoro teyeHnsa AHLUA-CB

AKTUBHanA BVAS
¢asa <63 6annos

KnuHnyeckue 1 nabopaTtopHble NpusHaky ae6iota 3a6onesaHus

YactnuHan 50% ot YMeHblUeHne B pe3ysibTaTte NPOBOAVMOrO JIeHeHUss MHAeKca
pemuccusa NCX0OHOro KIMHMYECKOM aKTMBHOCTU Ha 50% OT MCX0gHOro

OTcyTCcTBUE NPU3HAKOB KIIMHUYECKOWN aKTUBHOCTU
Monnan
3 0-1 6ann BVAS 1 HeobXxoguMOCTU B TEpanuy NpyY HOpManbHOM YPOBHE

emMuccus
P C-peakTtuBHoro 6enka
4 YmepeHHoe <5 6aNNoB lNosiBneHve KNMHUYECKMX NPU3HAKoB 3ab0JieBaHMs
o6ocTpeHune* C yBesindeHnem o6Liein cymmbl 6annioB o 5

BoBneyeHre KU3HEHHO BaXXHbIX OPraHOB UM CUCTEM
Tsxkenoe >
5 oBocTDeHne* >6 6annos (nerkumx, noyek, LIHC, cepaeyHo-cocyamcTon cnuctemel), Tpebyto-
p LLlee aKTMBHOIO NMaToOreHeTUYECKoro nevyeHuns

JIOHHOCTb unanBam, B Neps! yepenb, CBOMCTBEHH
* CKNOHHOCTb K pe a epByto oyepenpb, cBoricTBeHHa IMTIA

BoigenaioT pedpakrepHbiii BapuaHT TeueHua AHLLA-CB

OTcyTCTBVIe OﬁpaTHOFO Pa3BUTUNA KIIMHNYECKNX HpOHBHEHMﬁ 3aboneBaHua nUnu yBe-
JNINYEHME KITMHNYECKOWN aKTUBHOCTN, HECMOTPA Ha NPpoBOANMYIO B TEHEHNE 6 Hepenb
CTaHAapPTHYK NatoreHeETN4eCKy Tepannio Ll.VIKﬂOd)OCdJaHOM N MIOKOKOPTUKOnOamum

PecpaxkrepHoe

Te4yeHue

AHLUA-CB pedpaxKTepHOro reueHusa Tpedyet npuMeHeHns

anbTepHaTUBHbIX METOAOB TEpanuu, B TOM YUCJIE€ UCNOJIb30BaHUA
reHHO-UH)XXEHEPHbIX GMOoNorMYecKnx npenapaToB




AHLA-CB - MOJINOPTAHHAA NATOJN0InA

n=120
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MOYKN JIOP-opraHbi nerkune/ KOXa cycTaBbl HepBHan
OpoHxn cucrema
¥ A a-np-3 [l vnA a-np-3 Il mna a-mno 3rnA a-mno

YacTtoTta nopaxeHusa opraHos B 3aBucumoctu ot popmel AHLLA-CB (IMA, MIMA unu 3IMA) v anutonHomn
cneuncguuHoctu AHLA (antutena k IMP-3 vnn MNO)

MIIA cBoiCTBEHHO OONee arpeccuBHoe Te4deHue, yem INMA nnn 3IMA

Becb cnekTp pasHo06pasHbIX KNMHUYeCKmx nposasneHuin MIA o6ycnoBneH pa3BuTMeM HEKPOTU3MPYIOLLETO
BaCKy/uTa MeJIKMX COCyA0B pasnnyHon nokanusaumu. Y 50% 6onbHbix MIMA nposBnseTca B BUAe TAXKENOro
NEroYHO-NOYEYHOro cHapoma n ocobeHHo HebnaronpuATHO NPOTEKaeT Npu HannMymMn aHtuten K MP-3.

[Onsa TIA xapakTepHa OBOMCTBEHHOCTb BOCMANUTENbHbIX PEAaKLUMNA: HEKPOTU3UPYIOLLIMIA BACKY/IUT C OAHOM
CTOPOHbI, U cBOe0Opa3Has rpaHyfiemMmaTo3Has BocnanmTeNibHas peakuua B opraHax pecnMpaTopHoro TpakTa
C [pYrovi CTOPOHbI, He pa3BMBatoTCA NapasnenbHo, NPOABASA Pa3fINYHYIO CTENEHb BbIPAXKEHHOCTM B Pa3HbIX
opraHax u cuctemax opraHu3ama u cBoeobpasue y Kaxaoro nauneHTa.

Mpun 3IMIA 0cob6eHHOCTN KNNHUYECKOWN KapTUHbI ONPEAENATCA Han4mMem nepmndepuyeckon n/mnmn TKaHe-
BOV 303UHOMMNNK, BbIPAXXEHHOCTb KOTOPOW TaK e MOXET BapbMpOBaTh HA pa3Hbix aTanax 3aboneBaHuA
OZIHOTO NauMeHTa 1 'y OTAENbHbIX B0JIbHbIX.




NOPAXXEHME NO4YEK NPU AHLA-CB

Mopakenue no4yek Hanbonee yacto otmeyaercs npu MIA (> 90%) wn ITIA (80%), 3HaUNTENBHO pexe Npu
IIMA (<45%). Ona AHLUA-accoumMmpoBaHHOro rnomepynoHedpuTa CBOMCTBEHHA CKIIOHHOCTb K ObICTPO-
nporpeccupytowemy TedeHuto (BINMH)* co cHmxkernnem CK® Gonee yem Ha 50% B TeYeHUE HECKONbKUX
Heaenb unu mecaues. N3 Bcex cnyyaes BINTH 6onee 50% coctaenatoT 6onbHbie AHUA-CB (Il Tun BIMH).

OTnuuntenbHble 0CO0EHHOCTU KnuHnyeckoro tedyeHna AHLLA-TH:
= coyeTaHue ¢ APYrMMM CUCTEMHbBIMU MPOABNEHNAMM HEKPOTU3UPYHOLLLErO BacKynuTa
* CKJIOHHOCTb K BbICTPONpPOrpeccupyoemy Te4eHnto
= yMepeHHasi apTepuasnbHas runepTeH3uns
= NPOTEVHYPUS, He NpeBblLLaoWasa 3 r B CyTKM
= MUKporemaTtypus (peako Makporematypus)

Hanbonee yacto BINIMH paseuBaetca npu MIA (40-55%), ocobeHHO Taxeno npotekasa npu Hanuumm AHUA
co cneundmyHocTbio K MP-3. [na 3ITIA cBoicTBeHHO 6onee A0OpoKavecTBeHHoe TeveHue MTH.

YacToTa nopakeHua novyexk
npv pa3nuyHbiX Ho3onornyeckux popmax AHLLA-CB

Yacrtora nopaxxeHusa no4yek npu AHLLA-CB Yacrora 6bicTponporpeccupyiowero 'H

n=152
MA MA B
MMA MIMA
AlTA AlMA

'H moxeT 6bITb AebtoTHEIM NpossneHem AHLLA-CB nnmn npucoeamHATLCA B X04e NOCNeayoLmx 000CTPEHMIA.

MokasaHna ana puarHOCTUYECKON Guoncumn NoYKu:
= HedpponaTnA HEACHOrO reHe3a ¢ NPoTeVHypuen 6onee 1 r/n, NOCTOAHHON UNW PELNAVBUPYIOLLEN Kiy-
604KOBOW rematypmen
= OCTpas UM NoAocTpas novyeyHas HefoCTaTO4YHOCTb ¢ cuMmnTomammn MH nnm ¢ cuctemHbIMK NposBene-
HUAMM

Tpe6GyeTca MOHUTOPUPOBaHNE NOKa3aTesnei Nopa)KeHUA no4vek
Ha BCeM NPoTHKEeHUn 3a6oneBaHnna




NMOPAXXEHUE OPIAHOB AbIXAHUA
NMPU MUKPOCKONMUYECKOM NOJINAHITUNTE

Mopaxkenue BepxHux abixatenbHbix nytein npu MIIA BcTpeyaeTca B BUAE XPOHMYECKOIO HEKPOTUYE-
CKOro nnm atpoduyeckoro puHuta (30-70%), cnHycuta (10-30%), cpegHero otuta (20-30%). MNepdopaumsa
HOCOBOW NEPEropoaKu BO3MOXHA, HO (hOpMUPYETCA peaKo.

Hanbonee yactblM NpossBNEHNEM NOPAXKEHWA BEPXHUX Obl-
xaTenbHbIX NyTen y 60nbHbIX MITA ABNSETCA XPOHUYECKUI
puHnT (A).

A. PuHut y naumenta ¢ MINA

MaTtonorua nerkux npu MIMA (25-70%), B NnepByto o4epenpb, NpeacTaBieHa HEKPOTU3MPYHOLWUM reMoppa-
TMYECKNM anbBEOSIMTOM C KPOBOXapKaHbeM, NOBbiLeHeM AndhY3MOHHOM CNOCOBHOCTYM NTETKNX AJIA OKUCK

ymepoaa (D, ,,) » BTOPMYHON MMOXPOMHON aHemMnen*2. Y nonoBmHbl 60JIbHbIX TEYEHME aNlbBEOSINTa MO-

YKET OCNOXHATHCA JIEFOYHbIM KPOBOTEYEHNEM, HEpeaKo daTanbHbiM. [eMopparnyecknii anbBeoNUT npoTe-
KaeT 0COBEHHO TAXKENO NPy Hanuyiuu aHTuTen K MNP-3.

Y 6onbHbIx MIMA B ncxoae remopparMyecKkoro anbBeosinTa BO3MOXHO (pOpMMUPOBaHME NHTEPCTULMANBHOMO
(unbpo3sa, 4To accoummpyetca ¢ runepnpoaykumen antuten K MIMO n HabnogaeTca NPENMYLLLECTBEHHO Y
JIIL, NOXKUoro Bospacra.?




NMPUMEPbI UBMEHEHWUMW B JIETKNX
NMPU KOMNbIOTEPHON TOMOIPA®UM Y BOJIbHbIX MIA

A. MHOXeCcTBeHHbIe y4acTKN HePaBHOMEPHOro Nno-
HMKEHUA NHeBMaTU3auumn Néro4Hon napeHxnumbl no
TUNY KMaTOBOrO CTEK/a» 3a CYET MHTEPCTULNANBHOIO
1 BHyTpuanbBeosapHoro otéxka y naumentkn ¢ MIMA

b. UHTepcTMumnanbHoe nopaxeHue JIero4Hoi napeH-

Xumbl 1 poKycbl UHUNLTPALMN B NPAaBOM JIETKOM
y nauueHtku ¢ MINA

B. MHTepcTuumanbHbiii pudpo3 B ucxope remopparm-
yecKoro anbBeonurta y naumeHTku ¢ MIMNA
accouuvpoBaHHbIM ¢ aHTuTenavm k MIMNO




NMOPAXXEHUE OPIAHOB A1bIXAHUA NMPU TPAHYJIEMATO3E
C NOJIMAHTUNTOM

MopakeHue BepxHUX AbIXxaTeNbHbIX NMyTel pa3BMBaeTcs y nogaBnfawowero 6onbwmnHcTBa 60MbHbIX [TIA
(>90%) un, Kak npaBwNO, CTAHOBUTCA MEPBLIM NpOosiBNieHMeM 3aboneBaHuns, B COYETAHUN C TUNepTepMumen
(65%), nopaxkeHnem nerkmnx (25%) n aptpanruamm (25%).

I'Ipumepbl rpaHynemMmaTo3Horo nopaxXeHuda BepxHux AbixaTteJibHbiX HyTEVI npumn MA

A. AA3BEeHHO-HEKPOTNYECKNIA PUHUT: YTOJLLLEHNE CN3N- b. [lecTpyKTUBHbBIIN NAHCUHYCUT
CTOI1 HOCOBOrO X0A,a 1 raiimopoBbIX Nasyx, nepdgopauua
HOCOBOI1 Neperopoakun

. Y

. TpaxeocToma BcneacTBue CTEHO3a FOpPTaHu,
OCJI0OXKHMBLUEro NOACKIAaA04HYI0 FpaHynemy
B. CepnoBupHasn pecopmauns Hoca ropTaHm

fA3BEHHO-HEKPOTMYECKMIN PUHUT CONPOBOXKAAETCA Xanobamm Ha 3aN0XKEHHOCTb HOCA, CYKPOBUYHOE OTAe-
NAeMOe N3 HOCa, KPOBAHMCTbIE KOPKW, PELMAVBUPYIOLLME HOCOBbIE KDOBOTEYEHUNA U OCIIOXHAETCA nepdo-
pauve HoOCOBOW Neperopofkn ¢ hopmMupoBaHneM CeafioBUaHON fAedopmaumn Hoca (25%). bonee vem
y 60% 60nbHbIX [TIA gnarHocTupyoT pa3HoobpasHOe NopaxeHne NPUAATOYHbIX Na3dyx: 0T U30/IMPOBAHHOIO
ranmopuTa, GpoHTUTA, MacToMamnTa A0 TAXKENOro AECTPYKTUBHOIO naHcuHycumTa.*

Y 25-50% nauueHnTtos c TIA HabnopaeTca nopaxeHve opraHa cnyxa.

dopmMupoBaHne nNoackNago4Hom rpaHysemMbl roptaHu (35%) OCNOXHAETCA CTEHO30M FOpTaHW, YTO MOXET
noTpeboBaTbh NPOBEAEHUA TPAXEOCTOMUMN.

BocnanutenbHoe 3a6onesanue JIOP-opraHos npepwecreyeT
manugectauum IMA y 60% 060nbHbIX




Mopaxenue nerknx npu IMA gnardoctmnpytoT y 60-85% 6onbHbIX. Kak npaBuio, OHO CO4ETAETCA C Nopaxe-
HMeM LpPYyrvux OpraHoB, HO Y 9% NauneHTOB MOXET ObITb OCHOBHbIM WUAN €AMHCTBEHHBLIM NPOABNEHMEM 3a00-
nesaHuA. [Npu peHTreHorpamyecKoM nccnefoBaHN ONpPeaenalT OBYCTOPOHHME, HEPEAKO CyOnneBpasnbHO
pacnonoXeHHble, y3Mbl UM MHGUABLTPATBI, CKITOHHbIE K pacnagy 1 (opMUPOBaHMIO MOJIOCTEN, KOTOpblE 00-
Hapy>1BatoT 6onee, 4em Yy MOSIOBMHbI OOMbHBIX C SlIero4Hon natonorvein.*® ObpasoBaHne 04aroB AECTPYKLMN
B JIEFTOYHOW MapeHXUMe 3HAaYUTENbHO MOBBILLAET PUCK NPUCOEANHEHUA MHDEKLMNOHHBIX OCIIOXHEHWIA.

MHoecTBEeHHbIe o4arm ¢ AeCTpyKuuen B Nerkux — TunudHoe nposasnedue NMA

“r N

A. MHoXeCcTBeHHbIe o4aru nopaxe- b. IpaHynembl ¢ nonoctamu pacnapa y nauneHtku c IMA
HUA B NIETKUX

rpaHynemaToauoe BOCnaJsieHnue opraHoB AbiXaHUA MOXeT NpoTeKaTb aCUMNTOMHO

O6cnenoBaHne 60nbHLIX ¢ NpeanonaraembiM anarHo3om AHLA-CB TpebyeT LeneHanpaBieHHOro novicka
NnopaxeHNs pecnMpaTopHOro TpakTa ¢ NPoBEAEHNEM PUHOCKONUW, napuHrockonuu, KT npnaatoyHbix nasyx
n nerkux. [laxe BblpaXeHHble U3MEHEHUA B NpuAaToYHbIx nadyxax npu KT u Taxenoe nopaxeHue nerkmx
MOFYT COMPOBOXOATbCA OTCYTCTBMEM UN CKYAHOWN KITMHUYECKOM CUMNTOMAaTUKOWN.

Mpumepbl aCMMNTOMHOrO NOpaXXeHNa pecnupaTopHbixX opraHos npu MA

A. YTonueHve cnusncToi nesomn b. YTonweHne cnmsmncroii n aecTpyk- B. Ouaru c pecTpykuuei B ner-
rafimopoBoii Na3yxu u HOCOBOro LUA MeauanbHoN CTEHKU NpaBoi KWX, BbIABJIEHHbIE NPU AVHaAMU-
XoAa B OTCYTCTBUM KJIMHUYECKON rariMmopoBoii na3yxu B OTCYTCTBUM Yyeckom o06cnefoBaHUM B NEpUOp,
CUMMTOMATUKN Y naumeHTa 20 1eT  KIMHUYECKOI CUMNTOMATUKM y na- KJINHMKO-N1abopaTopHoii peMmuc-
c peo6rotom IMA uueHTta 60 net ¢ ge6rotom IMA cum y naumeHTku c IMA

PentreHorpacdmsa rpyaHoi knetkv npu AHLLA-CB o6napaet meHbLuein
MH(POPMaTUBHOCTbLIO B CPABHEHUN C KOMMNbIOTEPHON TOMOrpaduen?




NMOPAXXEHUE OPIAHOB AbIXAHUA
NMPU 303NHODPUJIbHOM IPAHYJIEMATO3E
C NOJIMAHTUNTOM

KnuHuueckoe passutre 3ITIA nogpa3gensaoT Ha 3 cTagun, KOTopble, Kak NpaBusio, NOciea0BaTeNlbHO pasBo-
payMBalOTCA Ha NPOTHKEHNN HECKONbKNX NET.*® 3anHTEPECOBAHHOCTb OPraHOB AbIXaHVA OTMEYAOT YXKe Ha paH-
Hew ctagmm I TIA, ona KOTOpPON CBOMCTBEHHO NOCTENEHHOE Pa3BUTUE CUMMITOMOB GPOHXMAaNbHOWM acTMbl, an-
NEPruvecKoro pUHUTA, CUHYCKTa, NPOABIEHNIA JIEKAPCTBEHHOW HENEPEHOCUMOCTK, NMPW 3TOM nepudepryeckas
903MHOMUNVA HE BCErAa BblpaXeHa.

Crapumn knuHnyeckoro teueHusa 3IMA

1. Pannasa crapua Nepudepuyeckan [NocTeneHHoe pa3BuTUE CUMNTOMOB BPOHXMAILHOM aCTMbl, al-
((oIGCimddiliel vl 9031MHOMUANA HE BCEr-  JIEPrMYECKOro PMHWUTA, CUHYCUTA, NPOABAEHNA NEKAPCTBEHHON
£0 30 net) [a BblpaXkeHa HEnepeHocumMocTn

Yacto coyeTaerca ¢
nepudepunyeckom
303uHodmnuen >10%

2. MaHudecTHan
crapgusa

lNpucoeaonHeHne 3nNM30[0B 303MHOMUIBHON WHGUALTPaLUU

TKaHel (3031HOMWNbHAsA MHEBMOHUA UAW FraCTPO3HTEPUT)

CBoncreeHHa nepude- = CrvcTeMHbI HEKPOTU3VPYIOLLMIA BACKYNIUT, KOTOPOMY, KaK npaBu-
puyecKas 303uHO@U- | 110, CONYTCTBYET 303MHOMUNBHOE rpaHyieMaTo3Hoe BocnaseHue.
nna >10% B aToT nepron Bo3amoxHa pemuccusa BpoHX1anbHOM acTmbl

3. Pa3BepHyTas
crapus

MopakeHne BepxHUX AbixaTesibHbIX NyTell — paHHee npoasneHue JIMTIA

IOns JITIA xapaKTepHo pa3BuTue ansep-
rmyeckoro pmHuta (55%), NnoNnMNo3Horo
cuHycuTa (A), KoTopble Hapsaay ¢ 6POHXU-
anbHOM acTMOWN OTHOCATCA K AeBIOTHBIM
cvmMmnTomam 3aboneBaHus.

A. Monuno3Hblii pPUHOCUHYCUT Yy NauueHTkn ¢ paediotom IMMA

I'IpanmbHan OLEHKa 6p0quaan0|7| dCTMbl 3aHMMaAET UEHTpPaJIbHOE MEeCTO

B auddepeHunansHon guarHoctuxke IIMA

Mopaxenue nerkux npu 3JIMA:
- 303VIHOC|)I/IJ'IbHaFI NMHEBMOHNA
= 303MHOGWbHAA rpaHynemMa
* HEKPOTU3UPYHOLLMIA aHTUUT

Mpu 3ITIA nopaxkeHne Nerkmx guarHocTupytoT y 70% naumeHToB. XapakTepHo 06pa3oBaHMe MUMPUPYHOLLMX UH-
(hunbTpaToB (303MHO(GUIbHAsA MHEBMOHWS) UK y3noB 6e3 nonoctelt pacnaaa.®* KpoBoxapkaHbe Habnogaercs y
TPETM BOJIBbHBIX C NOPAXKEHWNEM NIETKUX, Cllyd4aun IEFOYHOTO KPOBOTEYEHUA KpaviHe peaku. Bo3moxHO BoBneveHve
nnespbl (303VHOMWIBHBIV NNEBPUT), yMEPEHHOE YBENMYEHNE BHYTPUMPYAHbIX TMMQATUYECKIX Y3/10B.




NOPAXXEHMUE CJINSUCTDLIX U TT1A3 NPU AHLIA-CB

lNopakeHune opraHa 3peHusa y Kaxgoro nAatoro 6onbHoro MA npueoaut k cnenote. [na MIA cBolicTBeH-
HO pa3BuTME NceBAOTYMOpa opbuThl (25%) BcneacTeue hopMmMpoBaHma NepUOpPOouTanbHON rpaHyiemMbl.®> %
Mpy [ecTpyKTMBHOM 3TMOMAUTE BO3MOXHO PacnpoCcTpaHEHWE rpaHyfNiemMaTo3HON TKaHu B opbuty. Pexe
npu MA HabnogatTCs KOHbOHKTUBUT, 3NMUCKIEPUT, YBEUT U BTOPUYHBIN AAaKPUOLUMCTUT, 00YCNOBNEHHbIN
rpaHyseMaTo3HbIM BOCMNasieHneM C 3aTpyAHEHMEM OTTOKa XXMAKOCTM MO clie3HOMy KaHany. BeTpevatotea
HEBPUT 3PUTENBHOIO HEPBA, OKKJIH3UA LEHTPaNbHOM apTEPUN CETHATKN.

Mpu MIMA 1 3ITIA nopaxeHue opraHa 3peHus (30%) xapaKTepU3yeTCA CKNEPUTOM U INUCKIEPUTOM.

A. U3ba3BneHne MArkoro Heda b. Anucknepur npu INMA B. lNceBaoTymop opouThl y NauvieHT-
npu MIMNA ku c IMA

KOXXHbI BACKYJIUT NPU AHLIA-CB

lNopakeHune Koxu vale Habntogaercs npu MIA (70%) n 3 TIA (65%), yuem npu ITIA (25-35%). XapakTtepu-
3yeTcA remMopparnyecKUMn Unm A3BEHHO-FEMOPPArMYECKNMU BbICbIMAHUAMN MPENMYLLECTBEHHO HA KOXe
KOHEYHOCTEN, pexe YPTUKAPHbIMW BbICbIMaHUAMM, NOAKOXKHbIMKU y3enkamu, livedo reticularis, Hekpo3zamum
KOXW 1 NOANEXALMX MATKNX TKaHEWN.

A. fisBeHHO-remopparnyeckue Bbl- b. JluBeno n pnutenbHo He3axxuBa- B. Flemopparunueckne BbicbinaHusa
cbinaHuAa B 06/1acTu NOKTENn ouan A38a Ha roJIeHn

I. PacnpOCTpaHEHHble A3BEHHO-remMmopparn4yeckKkue BbiCbinaHA Ha KOHEYHOCTAX U TynoBuuie




NOPAXXEHVUE HEPBHOW CUCTEMbI NPU AHLLA-CB

Mpwn 3ITIA nopaxeHune nepudepmnyeckor HePBHOM CUCTEMbI pa3BuBaeTca Yalle (65-75%), 4em npu opyrux
dopmax AHUA-CB (20-50%).7%7

Ona AHUA-CB xapakTepHOo pa3BuTue aCUMMETPUYHOIO
CEHCOPHO-MOTOPHOTO  MHOXECTBEHHOTO MOHOHEBPUTA,
3HaYMUTENbHO pexe HabnaaeTca AucTanbHas CUMMeE-
TPUYHaA NoanHenponaTus.

AmMmuoTpoduma Kuctn BcneacTteue MHOXKECTBEH-
HOro MoHoHeBpuTa y nauuenTa ¢ 3IMA

NOPAXXEHUE CEPALA NMPN AHLUA-CB

MNopaxeHne cepaua Hanbosnee yacto BeTpedaetca npu AITIA (30-50%) 1 nNposBAseTca pa3HOObpasHol naTo-
JIOTMEN, KOTopasa CTaHOBUTCA Hambosiee YacTon NpuUYMHONM fieTanbHOro ncxopa.®® lNoepexaeHne cepaua npu
IAITIA B nepByto o4epenp CBA3aHO C 303MHOMUIVEN U BbICBOOOXAEHNEM 303MHOMUIBHBIX KapAMOTOKCUYHbBIX
NPOTENHOB.

Mpoasnenua nopaxenuna cepaua npmu 3IIMA:
* OCTPbI NN KOHCTPUKTUBHBIA NepUKapauT
= 3HAOMMUOKapAUT
= anddysHaa nwemmnyeckasa KapamommonaTus
= cepAeyvHas HeQoCTaTouHOCTb
= HapylleHuna puTMa 1 NPoBOAUMOCTU
= OCTPbIl KOPOHAPHbI CUHAPOM, YTO MOXET ObITb 0BYCNOBIIEHO BACKyNIMTOM KOPOHAPHbIX apTepui

Y Bcex nauveHToB AHLLA-CB noBbileH PUCK cepaevyH0o-COCyAUNCTbIX 3a00neBaHunin®s:
* MwemMmnyeckon 6one3Hun cepaua (B nepByo o4epeab, 0OCTPOro MHdapKTa MroKkapaa)
* MHCyNbTa
= nepudepMYECKON apTepmanbHON OKKI3UK

NMOPAXXEHUE XENYAOYHO-KULLEYHOIO TPAKTA IPH
AHUA-CB

Mopaxenne KT (10%) nposenserca 601aMU B XUBOTE, ANapeei, NHOrAa KPOBOTEYEHMEM, BCNEACTBUE
pa3BUTUA ULEMUYECKUX A3B XeENyAKa U KULWEeYHWKa, BNoTb A0 nepdopaunn. OnucaHsl cuHapom Budd-
Chiari, naHKpeaTuT, X0NeuMcTUT, NEPUTOHUT, acLMT, NaTonorns nedeHn (renatomeranms).

Mpun 3IMA nopaxeHue XXKT MoxeT ObITb CBA3AHO HE TONbKO C BACKY/IMTOM CTEHKU KMLLIEYHMKA, HO U C 30-
3MHOMWNbHBIM raCTPOIHTEPUTOM.




NMPOrHO3 AHLIA-CB

MNporHo3 AHLLA-CB Bcerga cepbeseH: B OTCYTCTBUE NleYEHMA CMEPTHOCTb B TedeHue nepeoro roga AHLA-CB
C nopaxeHviem noyek pocturaet 90%. Hanbonee yacTbiMu NpUyYMHAMU CMEPTU ABAAKOTCA MOYeYHasa U
AbiXxaTefibHaA HeQoCTaTOYHOCTb, MHTEPKYPPEHTHblE NHGeKUMK. Mpn 3ITIA npnynHon cmepTy B NONOBMHE
CNny4YaeB CTAHOBATCA CEPAEYHO-COCYAMNCTbIE OCSIOKHEHNA.

5-11eTHAA CMEPTHOCTb Ha (hOHE CTaHAAPTHOM MHAYKUMOHHOM Tepanun umknodocdaHoM 1 rHOKOKOPTUKO-
noamu gocturaet 20%, Hanbonee HebnaronpuATHLIM NporHo3om xapaktepuadyetca MIA (5-neTHsaa cmepT-
HOCTb 27,5%) B cpaBHeHun ¢ [TIA 1 3ITIA (13,2% 1 13,9% cooTBeTCTBEHHO).* Hannune nopaxenns JIOP-op-
raHOB paccmaTpuBaloT B KayecTBe brnaronpuaTtHoro dakTopa nporHosa npu [TIA n 3ITIA.

5 ¢pakTopoB HeOGnaronpuaTHoro nporHo3a AHLLA-CB*°

lMporHocTuueckune akropol bannbl

Bospact > 65 net 1
KpeaTHuH > 150 mmonb/n 1

MopaxeHue XeNyao4HO-KMLLEYHOro TpaKTa
(kpoBoTeueHue, nepdopauma, NHDapKT, NaHKpeaTnT)

Kapanomuonatus 1

OtcytctBue JIOP natonorun y 6onbHbix [TIA 1 SITIA 1

0 6annoB = 9%

JleTanbHOCTb 1 6ann = 21%
22 6annoB = 40%

K Heb6naronpuaTHbIM NPOrHOCTUYECKMM (haKTopam AONOSIHUTENIbHO OTHOCAT BbiCOKUA nHaekc BVAS B ne-
6toTe 3aboneBaHusA: y MauMeHTOB C MOcNeaylwmmM netanbHbiM ucxogom BVAS coctaensan B cpegHem
20,5 6anno. CTeneHb BbipaXKeHHOCTM runepnpoaykummn AHLLA He BNVsieT Ha NPOrHo3.

OcHOBHbIMK (hakTOpamu, ONPeAENAWMNMIN NMOYEYHbIN MPOrHO3, ABAAIOTCA CTeNeHb HapyLeHnsa QyHKLUUN
MOYEK M CKOPOCTb NPOrpPeCCpOBaHNA NOYEYHON HEAOCTAaTOMHOCTN. Bruoncua noykn Tak xe nHhopmaTMeHa
B OTHoWweHun nporHoda AHLLA-CB: obpa3oBaHue «nonynyHuin» 6onee 4yem B 80% Kybo4KOB 1M 06Hapyxe-
Hue ¢nbpo3a MHTEPCTULMA CBA3AHbI C HEGNAroNPUATHLIM NOYEYHBIM NPOrHO30M.

Mpwn IMIA HabnopatoTca Takme TAXKeNble 0CNOXHEHWA, KaK NoTepsA 3peHna BCeaCTBrE PETPO-0pOuTanbHON
rpaHynemMbl U HEBpPUTA 3puTenbHOro Hepea (y 20%), myxoTa npu nopaxeHun opraHa cnyxa (y 10%) vnn
CTEHO3 ropTaHun Npu NPOrpeccMpoBaHnN NOACKNAA0HHON rpaHynemsl (y 50%).

lNo3gHsAA anarHocTMKa M 3anos3ganoe HasHaydeHue UHOYKUMOHHOW Tepanun (umknodochaH, putykcrnmao)
YBENNYMBAKOT PUCK NPUCOEAMHEHNA/NPOrPECCUPOBAHUA MOPAXKEHNA NMOYEK, CNOCOOCTBYIOT BOJIEE TAXKENO-
MY TEYEHWUIO C BbICOKOWN KIMHNYECKOW aKTUBHOCTbIO, Pa3BUTUIO NMEPCUCTUPYIOLLEN FpaHyieMaTo3HOM BOC-
nanuTeNbHONM peakuumn B opraHax pecnmpaTtopHoro TpakTa, nopaxeHuto rmas npu IMA. MoHoTepanusa mto-
KOKOPTMKOMAAMU CYLLECTBEHHO He BAUAET Ha nporHo3s AHLLA-CB.




ObLWMUE NMPUHUUINDbI JIEMEHUA AHUA-CB

OcHoBHas uenb hapmaxkoTepanuu HanpasjeHa Ha nNogaBfieHe MMMYHO-MAaToI0MMYeCKNX peakLmii, nexa-
LLIMX B OCHOBE 3aboneBaHuA ans AOCTMKeHUA nonHon pemuccumn AHLLA-CB.

JleueHune noapasaensAoT Ha Tpu aTana:
* VHAOYKUMA pemuccum (KOPOTKMIN Kypc arpeccuBHO Tepanum)
= nopaepKaHue peMuccun (AnuTenbHas Tepanus UMMyHOCYNpeccaHTaMm)
= NleYyeHue peuyanBoB

NeowT AHLLA-CB

CranpaptHasn Hosas cTparterus:
cxema: NHpayKunoHHan reHHO-NHH)XXeHepHasn
KOMOMHMpOBaHHaA Tepanus Tepanua aHTu-B-knerounan
unknodgocdaHom AHLIA-CB Tepanuna
" IIOKOKOPTUKOuaamm LA- puTyKcumaoom

Peunpns AHUA-CB

AnutenbHaa noppepxusawowan tepanna AHLUA-CB:

Huskue po3bl rMOKOKOPTUKONAOB + a3aTMONPUH
71, 171
nednyHomunp, mukocgeHonata modeTun nam purykcumao?

3ano3panoe Ha3HaYeHue UHAYKLUMNOHHOW Tepanum cnocooCcTByeT
0osiee TAXKENIOMY TE4EHUIO C BbICOKON KJINMHUYECKON aKTUBHOCTbIO
M nocneaywowemvy peuuanBupoBaHuio 3aboneBaHus




CraHpapTHas MHOYKUMOHHaA cxema JieyeHusa HadHavaetcAa B AebroTe 3aboneBaHus MM MpU PeumnanBe
AHLIA-CB 1 BKnto4aeT KoMOMHMpPOBaHHY Tepanuio upknodochaHom (LIP) n miokokoptrkonaamm (TK)*. Jleve-
Hre LI® npoaomkaetca B TedeHre 3-12 MecsLEeB, 6osiee ASIMTESNbHbIN NMPUem acCoLIMUPYETCA C BbICOKOM 4YacTOTON
NoBOYHbIX ABEHUI (B NMEPBYHO o4epedb UHMEKUMOHHBIX), 00Wwasa KymynatmeHaa go3a LIP He gomkHa npeBbl-
watb 25 1. [pymeHeHre LI B pexxnmve nynbc-Tepanum B CpaBHEHUN C Ha3HaYeHWEM BHYTPb MO3BOJISIET CHU3UTb
KyMYNATUBHYHO 403y NPY COXPaHEHMM TepaneBTUHECKOro adhheKTa 1 yMEHbLUNTb YaCTOTy NMOBOYHbIX PeaKLMii.

Lid B/B nynbcoBbie BBeaeHuAa 15 Mmr/kr lMpw noBblleHUN KpeaTUHUHA
(He 6onee 1T1) nnu B NOXUJIOM BO3pacTe
yepes 2 Hegenn N 1-3, nanee Kaxable 3 Hegenu no3y Ud cHmkaror%:
+
KpeaTtuHuH KpeaTtHuH
meTunnpegHusonoH (M) B/B 0,5-1 r/cyTkmn BoapacT <3§0 MMOAB/N 300_200 s
3 OHA NOAPAL, C NOCNEAYIOWMM HagHaYeHneMm
npeaHunsonoHa (M3) BHyTpb 1 Mr/Kr/cyTku <60 15 mr/kr/nynbe 12,5 Mr/Kr/nynbe

(He 6onee 80 mr)

OOHOKpAaTHO YTPOM [0 AoCTUXeHUA adeKTa, Kak
npaBuo, He MeHee MecsALa. 3aTeM CHUKEHME O03bl
M3 no 1,25 mr Ha 25% B mecsaL, Ao 20 Mr/cyTKu,
fanee Ha 20% kaxan mecal, fo 10 Mr/cyTkn

12,5 mr/Kkr/nynbc 10 mr/kr/nynbc

10 mr/Kr/nynbc 7,5 Mr/Kr/nynbc

Moppep:xuBaloias cxema JsiedeHUs BKIHOYAET ANUTENIbHOEe Has3HavyeHue LUTOCTaTMKOB B COYETaAHUN
C HU3KMMU gosamum K.

asatnonpuH (A3) 2 mr/Kr/cyTku
(4epes roa, BO3MOXHO CHVKeHME 003bl A0 1,5 MI/Kr/cyTKN)
B coyeTaHun ¢ 13 (10 Mr/cyTKK, C BO3SMOXHbIM CHVXKEHMEM O03bl Ha 1,25 M Kakable 4 Heaenu)

OnuTtenbHocTb noaaepxunsatowwen Tepanuu A3 u 'K gosmkHa cocTaBniAaTb HE MEHEE 24 MECALEB.
K npenapartam BTOporo psaa oTHOCAT:

mukogeHonarta mogerun (1-2 r/cyTkm)
necgpnynomunpg (20-30 mr/cyTku)

NHayKyumnoHHO N noaaepusaowen Tepanum conyTCTBYIOT MEPONpUATUA,
HanpasBJ/ieHHble Ha CHMKEHNE PUCKa KOMOPOUAHbIX 3a00neBaHuin
1 neyeHne OCoXKHEeHUN




PUTYKCUMAB / MABTEPA PerncTpaumoHHbiit

- . _ - HOMep
"epBbII/I N €eAVNHCTBEHHbIN TEHHO-NHXEHEPHbIN M N013127/01

ouonornyeckuin npenapart, oA00pPEeHHbIN ANA NleYeHun
AHLLA-CB B mupe n B Poccun

= He yctynaet no adpdektmeHocTU umknodocdany y 6onbHbix [TIA 1 MIMA
= [pocnnb 6esonacHoCTV He oTAn4aeTca oT ctaHaapTHon Tepanun AHLLA-CB

Putykcumab He oencTByeT Ha
CTBOJIOBbIE W M1a3MaTUYECKIE
KNETKM 13-3a OTCYTCTBMA HA HUX
aHTureHa CD20

Lt Putykcumab cBasbiBaeTcA

¢ CD20+ peuentopamu
Ha noBepxHOCTU B-kneTok

CD20+B-knetka

otomo-wwwb &

CrBonosaa [lpo- B MNpe-B Hespenas-B 3penas-B AKTU- K.
KneTka . P . P Bup. B I'IaMﬂTVI Mnaamo- MnasmouyT
CD20+ 6nact

OcHoBHbIe 3Tanbl NnpumMmeHeHua Putykcumaba

1997 2001 2006 2008 2009 2010 2011

[epBoe mMoHO- OpobpeHo OpoGpeHo pna ne- OpoGpeHo pna  OpoGpeHo Opobpe- OpoGpeHo ana
KJIOHaNbHOE ona nostop-  4yeHnusa PA npw Hepo- 3amepnieHun nns HO AnAa neyenusn MNMA
aHTUTENo, HOrO Jle4eHN CTaTO4YHOM OTBETE HA MNpPOrpeccupo- MNOBTOPHOrO  JieyeHuA n MINA
onobpeHHoe s HXJ1 nurnomrtopol ®HO BaHuA neuyenua PA  CD20+XJ1J1

neYyeHun 3510- noBpexaeHna ¢ 6-mecau- OpobpeHo gna:
KauyeCTBEeHHbIX OpobpeHo ona Tepanun  npu PA HbIMM VIH- noaepKuBa-
HoBooGpa3oBa- nepBov IMHUW NpK TepBanamu toLLLel Tepanun
HUIA honnukynapHon HXJI, donnukynap-

HXJ1 Hnskow ctenenn HOM NUM@OoMBbl

3/10Ka4eCTBEHHOCTU 1
L1151 Tepanvmn nepeom
nunHum OBKIJ1

HXJT = HexomxknHckasa numdoma; PA = peematongHbivi aptput; ABKJ1 = anddysHaa B-kpynHokneToyHas numdoma;
X1 = xpoHuyeckuin numdonenkos.

bonee 2,1 MuNIMOHOB NauMeHTOB, 200 uccnepoBaHui, 4000 nyonukaunuii N0 BCEM NOKa3aHUAM

B-knetka MnasmounTt AHUA  Heittpodun
L ¥
Y B : E‘h . .. =
--'-E'.: 1 _-.:";l"-- i
B~ .
AHLIA
46 = BocnaneHue

Matrepa Opyrne apdekTbl B-knetok B CTEHKE cocyna




NCCNEAOBAHUE RAVE: PUTYKCUMAB B JIEHEHUM
AHUA-CB

Knununueckoe nccneposanun RAVE

MHoroueHTpoBOE, paHAOMU3MpPOBaHHOE, ABOVIHOE ClIENOe WCCefoBaHNE C NEPEKPECTHLIM AM3aliHOM,
C Lenblo NoATBePXAeHMA aPdEKTUBHOCTU puTyKcmaba ana nugykumm pemuccun AHUA-CB B cpaBHeHnn
¢ unknodocdhaHom (LLP) c nocneayowen noaaepxusatoLLern Tepanuen asatmonpmHom (A3).42

n=197 nauuneHToB ¢ runepnpoaykuvenn AHUA v gnarvoszom MA vnu MIMA

Aun3saiH uccneposanuua RAVE: mHOroueHTpoBoe, paHAOMU3UPOBaHHOE,
ABOIIHOE cnenoe uccneposaHne

AHanu3s paHHbIX 3a 6 mecaueB

Putykcuma6 Putykcrmab B/B

(875 mr/m?/Hen)
g X 4

(n=99)

1-3 NynbCOBbIX
BBEEHWA B/B
MeTUNPeaHn3010-
Ha 1000 mr ¢ no- E
CNneayoLmmM exe- HonycTumbiii nepexon siase uHAyKuUMMN
[IHEBHBIM NPUEMOM :

npeaHV30/0Ha
BHYTPb C MOCTEMNeH-
HbIM CHVDKEHWNEM
no3bl (N=197)

Lid BHYTpb (2 MI/Kr exe-
[HEBHO) C nocnegyoLlen
Lo Tepanven A3 B pemrccum

¢ panbHeiiweii
Tepanmeii A3 LA XK X X X X 2 X X 2 X X X X X X N

(n=98) Ta6. Ta6. Tab. Tab. Ta6. TaG. :ta6. TaG. TaG. TaG. Tab. Tab. Tab. Tab. Tab. Tab. Tab. Tap.
K/D, K/D, K/D, K/p, K/p K/D §K/,u. K/O K/D K/D, K/O, K/D, K/p, K/A K/O K/O K/O K/G,

| | | | | | | | | | |
Mecaupbl 9 10 11 12 13 14 15 16 17 18

a. MNepeKkpecTHbIi An3aiiH nccnefoBaHyA NO3BOJIAN NauMeHTam ¢ npuaHakamy HeahdeKTMBHOCTM NiedeHus (Tskenoe obocTpe-
HWe uNn HeTAXesl0e 06oCTpeHre, 00bIYHO Tpebytollee NiedeHnsa LID) B nepuoa mexay 5-i Hegenen n 6-M MecsLem NepexoanTb
Ha ApYryto cxemy JiedeHus

6. [lo3a LI® KoppeKTrpoBanachk y nauyeHToB ¢ MOYEYHOM HEJOCTaTO4HOCTbIO

B. Y nauueHToB C ANUTENLHOCTBIO peMmuccun oT 3 Ao 6 mecaues neveHne LU®P 3amensann Ha A3

r. MopaepxuBatoLlas Tepanua Npoaoskanack A0 pa3BUTUA y NaLMeHTa peuuansa

XapaKTepucTuKa nauueHToB, BKITHOYEHHbIX B nccnegoBaHne RAVE:
= Bo3pacTt 15-92 ropa
= BMEpPBbIE BbISIBIEHHOE U PeELMANBUpPYHOLLEE 3aboNieBaHMe
= Hanndmne AHUA co cneundunyHoctbto K MIMTO vnm MP-3
* aKTMBHasA cTagusa 3aboneBaHus], KOTopyto onpeaenanu npu nomoium BVAS v obuien oLeHKM COCTOAHUA
Bpa4yom

lNMepBuyHaa KoOHe4YHasa Touka B uccnepgosaimn RAVE - poctmxeHune nosiHoO peMmmccum




NOKA3ATEJIN IDDEKTUBHOCTU PUTYKCUMABA

PesynbtaTtbl KNnuHnyeckoro uccneposauva RAVE:

lNepBuryHasa KoHevHas Touka adhdeKTMBHOCTN PutyKcumaba 6bina gocturHyta yepes 6 mecaues (P<0,001) y
naumeHToB ¢ pasnuyHbimu Gopmamu AHLLA-CB (TTIA n MIA).

Monnasa pemuccua y 64% naumneHtoB nocne | kypca Purykcumaoa

Monnaa pemuccua yepes 6 mecaues
100 ‘

B Ma6Tepa
M UuknodocdaH,

I
|
|
I
I 3arem A3aTI/I0an/IH
I
T
I
|

80

60

40 I
63,69 62,5%
1 Ifpeyy Is,f:‘g"{;’“ 63% I 50% -66,7%I n=24
) | BRI

O6wasn nonynsauma AHLLA-CB MA MMNA

pemuccun (%)

MaumeHTbl, AOCTUrLIME MOSTHOW

B kayecTBe npenapata nepBoro psga Putykcumab mMoxeT ObiTb NPEANOYTUTENEH B CIyYanX HeXenaTesb-
HOro HadHauyeHua LU®P (13-3a noTeHUManbHON TepaTOreHHOCTW, KaHLEPOreHHOCTM, renaToTOKCUYECKNX 1
HepPOTOKCUYECKUX 3(PMEKTOB) MM NPU CONYTCTBYIOLLEN MHPEKLMN.

Putykcumab npooeMoHCTpupoBan BbiCOKY 3(h(EKTUBHOCTb Y BONbHBIX C PELMANBUPYIOLLMM TEHEHNEM
AHUA-CB. Peunans AHLLA-CB y nauMeHTOB C BbICOKOW KyMynATMBHON n030i LIP moxeT paccmaTtpuBaTben
KaK nokasaHue gna HasHadeHus Putykcumaba. B pesynbrate papmako-sKoOHOMUYECKOro aHanuaa Putyk-
crmaba 6bla 060CHOBaHa ero peHTabenbHOCTb ANA NAUMEHTOB, MPEBLICUBLLMX MAKCMMabHO PEKOMEH0-
BaHHYIO KyMynaTuBHyto ao3y Ll (>25 r).

O6uwas addekTnBHOCTL Putykcumaba npu pedpaktepHom TedeHun AHLLA-CB, Bo3MOXHO, npeBbillaeT
Apyrve anbTepHaTVBHbIE METOAbI IEYEHUSA.

MNocne nevenmna Putykcumabom Bo3moxHo passutue peunamnsa AHLLA-CB. HapexHblie npeankTopsl pa3su-
TVA peunamBa He YCTaHOBJEHbI. 1A CHMXeHA pUcKa peuuanBa MOXHO paccMaTpmBaTtb NPEBEHTUBHOE
Ha3Ha4veHne NOBTOPHOro Kypca Putykcumaba. lMNpu pa3sutun peunarea nocne pemmnccum, MHOyLMpOBaH-
Hon PuTyKcnmabom, pekomeHO0BaH NOBTOPHLIN Kypc, NPy 3TOM MOTyT ObiTb 3 (EKTUBHBI peayLMpoBaH-
Hble A03bl (500-1000 mr).

dddektnBHocTb Putykcumaba y naumeHToB ¢ pa3nuyHon craguein AHLLA-CB

Monnaa pemuccua (BVAS=0) uyepe3 6 mecaues
y nauueHToB ¢ pa3nuyHoii ctagueii AHLLA-CB a. COracHo KpUTEPUAM BKITIOYEHNS,

B uccnenoBarvie RAVE Bowwnv naumeHTsl
P=0,673 P=0,013 C BMepBble BbIABIEHHbIM 3a00/IEBaHNEM
U C peuuanMBoM, COOTBETCTBOBaBLUYE
cnegyowmm kputepuam: BVAS 23, yto
06bI4HO TpebyeT nevenuns LUP; Taxenoe
TeyeHne 3aboneBaHnA UM LOCTAaTOYHO TA-
enoe 3aboneBaHuve, TpebyoLLee neyeHns
L, nubo Hanuune aHtuten K MP-3 nnn

K MO npu CKPUHWHIOBOM BU3UTE.
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o
o

, AOCTUTLLME MONTHON
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pemuccum (%)

MaumeHTbl

Bnepeble BbisiBneHHbIn AHLLA-CB Peunane AHLIA-CB M Putykcuma6 M L®, 3atem A3




NMOKA3ATEJIN BE3OIMNACHOCTU PUTYKCUMABA

JNaHHble KnuHnueckoro nccnegosaHna RAVE:

HexxenatenbHble ABNeHNA Yepes 6 MmecsueB Tepanvm PUtykcumabom He oTiMvanuch OT pedysibTaToB B rpyn-
rne CpaBHEHUS.

YACTOTA BO3HUKHOBEHUA BCEX HEXXEJIATEJIbHbIX ABNIEHUIA, BCTPEYAIOLLUXCA Y 210% NALMUEHTOB
B JIOGOM rPYNME JIEYEHUA HA NPOTAXXEHUN 6 MECALLEB

Lo LU® c nocneay-

H Putykcrmab . Putykcrnmab E .
exenarenbHble (n=99): C nocneaylLLei HexxenatenbHble (n=99): toLLen Tepanuen
ABNIEHNA n (%) ' Tepanuen A3 ABJIEHNA . (%)’ A3
(n=98); n (%) (n=98); n (%)
TowHoTa 18 (18%) 20 (20%) P ERIBHHE @ 12 (12%) 11 (11%)
peakuuu
ApTepuanbHas
0, 0, 0 0
Hunapes 17 (17%) 12 (12%) rUnepTeHans 12 (12%) 5 (5%)
FonoBHas 601b 17 (179%) 19 (1996 i 11 (11%) 6 (6%)
KpoBOTEYEHE
MbiLweyHble
0, 0, 0 0
cynopory 17 (17%) 15 (15%) OpbllKa 10 (10%) 11 (11%)
AHemus 16 (16%) 20 (20%) JlerikoneHus 10 (10%) 26 (26%)
ﬂepmd;ig::ecme 16 (16%) 6 (6%) Ko»Hble BbiCbINaHusA 10 (10%) 17 (17%)
beccoHHMua 14 (14%) 12 (12%) Anoneuus 9 (9%) 18 (18%)
[MoBbileHVe
0 0, 0 0,
ApTpanruu 13 (13%) 9 (9%) TemnepaTypsi Tena 8 (8%) 13 (13%)
Kawenb 13 (13%) 11 (11%) VSR, LA 8 (8%) 13 (13%)
AblXaTeNbHbIX MyTeN
YToMAsemMocTb 13 (13%) 21 (21%) Lrpissie 7 (7%) 13 (13%0)
remaTokpuTa
MoBbiweHne AJIT 13 (13%) 15 (15%) CepbesHbie 7 (7%) 7 (7%)
MHMEKLUMOHHbIE
MosbiweHne ACT 5 (5%) 11 (11%) OC/IOXKHEHUS

* MHdysnoHHble peakumm B rpynne Putykcrimaba BKITHOYanW: NOKPacHEHWE NnLa, pasapaxeHue B ropie 1 Tpemop.




AJO3UPOBAHMUE U CNOCOBbLI BBEAEHUA
PUTYKCUMABA

= JleyeHune PuTykcrmabom coyeTatoT ¢ HagHadeHuem K B cTaHgapTHOM 03e, NoaaepXuBatoLLen Tepanm-
e A3. Ona nedeHusa AHLLA-CB Taxxenoro TeueHnsa pekoMeHZyloT B TedeHue 14 OoHeln 0o Havana neve-
Hua Putykcumabom unm ogHOBPEMEHHO C HUM B/B MyNbCOBOE BBeAeHUe meTunpeaa 1000 Mr exxeqHEBHO
N21-3 ¢ nocnenytowmm HasHavyeHneM [13 BHyTpb 1 mr/kr/cyT (He 6onee 80 mr/cyT).

= PyTuHHOro coyvetanusa LU® n Putykcmumaba pekomeHaytoT n3beratb, 0AHAKO Npu THXENOM TedeHnn 3abo-
nesaHwus (BINIH), ana yckopeHusa nevyebHoro addekTa BO3MOXHO codeTaHne Putykcnumaba n LI B cTaH-
[JapTHON [03€ HA NPOTAXKEHUN OQHOTO UM HECKOJIbKUX MECSILIEB.

= [1na cHWKeHA pucka MHMY3MOHHbIX peakunn Putykcmab BBOOAT Ha (hoHe npemeguKauum B/B MeTU-
npegom 250- 500 Mr 1 aHTUTMCTaMUHHBIMKW Npenapartamu.

* MoryT 6bITb pEeKOMeHA0BaHbl 00a 4YacTO UCNOJIb3YEeMbIX pexxuma:

Ma6Ttepa® (puTyKcumao) Ma6Ttepa® (putykcumao)
375 mr/m? B/B um 1000 mr B/B
OAVIH pa3 B HeAeJsllo B TeYeHue 4 Hepenb N2 2 ¢ uuTepBanom B 2 Hepenu

lMpoTueonokazauua ana Ha3Havyeuua Putykcumaoa:
= mnepyyBcTBUTENBHOCTL K PUTyKCMMaby, ntobomy KOMMNOHEHTY npenaparta unmn K 6efikam mbilin
= OcTpble NHPEKLMOHHbIE 3a60/1EBAHNA, BbIPAXEHHbIN NEPBUYHbIN UV BTOPUYHBIN MMMyHOAEDULNT
= [letckun Bo3pacT oo 18 net (3 deKTMBHOCTL M 6€30MaCHOCTb HE YCTaHOBJIEHbI)
= bepeMeHHOCTb 1 nNeprop, rpyaHOro BCKapM/vBaHua
= Taxenana cepaeyvHas HegocTaTodHocThb (IV knacc no knaccndumkaummn NYHA)




MexpynapopHoe uccneposanue lll ¢pasoi SABRINA -
nsyuyeHuve 3(h¢peKTMBHOCTU M 6€30NaCHOCTU NOAKOXXHOro BeeaeHuna Purykcumaoa
y naumeHToB ¢ ponnukynapHon numcgpomon.*®

CpaBHuBanucb: BHyTPUBEHHbIE MHDY3UM 375 MI/M2 1 NOOKOXHbIE BBEAEHUA (UKCMPOBAHHON
[03bl 1400 mr.

Pe3synbratbl SABRINA nogrsepavinu conocraBumyto 3¢ ¢heKTMBHOCTb ABYX CIIOCOO0OB BBeAe-
HUA:
= KoHueHTpauma Putykcmumaba B CbIBOPOTKE KPOBW MOC/E NMOAKOXHOM MHBEKLMM OKasanacb He
MEHbLUE B CPABHEHUN C BHYTPUBEHHOI NHGY3NEN.
= He namenunca npocdwunb 6e3onacHocTn puTyKcrmaba, peakumm cBA3aHHbIE C BBEAEHMEM Npena-
paTa 6blI1 NPENMYLLECTBEHHO NErKOM 1 cpeaHel CTEMEHU THXECTN.
= lNepexop, ¢ BHYTPMBEHHOIO HA NMOAKOXHBIN CNOCO6 BBEAEHNA MOXET OblTb BbIMOSIHEH 6€3 noTepu
a(h(PEKTUBHOCTI: NONyYeHbl CXOAHbIE pe3ynbTaThbl N0 YacToTe 06BEKTUBHOMO O0TBeTa (84,4% - B/B,
90,5% - n/K) u nonHoro oteeta (29,7% - B/B, 46% - N/K).

HaHHble 06 adPeKTMBHOCTU 1 6E30NMacCHOCTY MOAKOXKHOI0O BBeaeHus Putykcumaba npu AHLLA-CB otcyTcTBytOT.




OMbIT TIPUMEHEHNA PUTYKCUMABA Y bOJIbHbIX
AHUA-CB B POCCUM

Knuaunyeckuin npumep apcdexkrmusHoctn Putykcumaoa npm IMA

uech
13,2r

A. 0o neyenna PTM b. Yepes 3 mecsaua
BVAS=28 BVAS=6

BbicTpbit apdeKT Putykcrmaba co 3HaYMTENbHLIM YMEHbLUEHNEM KONMMYECTBA U Pa3MepPOB 04aroB B Ner-

kux (B) y naumeHTa 31 roga ¢ anurtesibHbiM aHamHe3oM [TIA pedpaKTepHOro TeHeHUA C TAXKENbIM NopaXxe-
HUEM NETKNX B BUOE MHOXECTBEHHbIX FpaHyfieM ¢ AecTpyKumen (A).

Knunnueckuin npumvep agpgexkrusHoctn Purykcumaoa npu MIMA

VR & A

Uued 0,8r

A. No neyenma PTM b. YUepes 6 mecaues
KpeaTtuHuH 497 mkmonb/n KpeatuHuH 108 mkmonb/n
K® 25 mn/muH K® 102 mn/muH
BVAS=26 BVAS=14

JbdekTnBHoCTb PutyKcmaba y naumeHTa 58 net ¢ MINA ¢ anbBeonutom (A) OCNOXHEHHBIM KPOBOXapKa-
Hbewm, BINI'H, nopaxeHnem nepndepryecKon HEPBHOM CUCTEMbI, KOXW C OTCYTCTBUEM U3MEHEHUN B NIEMKNX

no gaHHbiM KT (B) n BoccTaHoBneHMEM (YHKLMY NOYEK Yepe3 6 MECALER N AOCTVKEHMEM MOJIHON pemMuc-
cun MIA 4vepes 12 mecAaLes.




Knununyeckunin npumep 3 eKTMBHOCTU NOBTOPHbIX KypcoB Purykcumaoa

A. o neyenua PTM b. YUepe3 6 mecaues B. YUepe3 12 mecaues
BVAS=11 BVAS=2 BVAS=0

BospacTtaHue addekTBHOCTU PuTyKCcMMaba npu MCnonb30BaHUM MOBTOPHbLIX KYPCOB y nauuMeHTa 41 roaa
C AnuTeNbHbIM aHaMHe30M [TIA pedpaKTepHOro TeHeHUA 1 TAXKENbIM NopaxeHnem nerknx (A) B BUAe MHo-
YKECTBEHHbIX rpaHyfiemM ¢ pacnagom 1 obpasoBaHUEM MOSIOCTEN.




PE3YJIbTATbl POCCUNCKOIO PETMUCTPA HOPMA

Poccuiicknn pernctp HOPMA 0606wmn pesynbTatbl npumMeHeHns Putykcrmata y 50 60MbHbIX C pasnmy-
HbiMK Ho3onornyeckumu popmamut AHLA-CB (35-TTIA, 13-MI1A, 2-3ITIA), npenmMyLLeCTBEHHO C THXENbIM
TeyeHnem 3aboneBaHusA:

36% 060JIbHbIX UMENN BbICOKYH) aKTUBHOCTb U/UMN NJIOXON NPOrHO3

34% - pedpaKTepHoe TeyeHune

28% - HenepeHOCMMOCTb NpeaLLEeCcTBYHOLLEro JleYeHus

50% nauMeHTOB Nosy4yanu NoBTOpHbie Kypcol PTM

CHmxeHune nupekca akrusHoctu (BVAS) Ha poHe neueHmn
NOBTOPHbIMU Kypcamm Putykcumaba y 6onbHbix AHLLA-CB (n=50)
40 E [ Meavana
35 : A 25%-75%
! I MwuH.-Makc.
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16 :
_ 254 :
= |
8 201 -
2 T |
z 159 :
% 6* 1
10 6 p= - ; I
2 | r o
I  WH
0 : =
I kypc (N=50) X Il kypc (n=25)
| | | | Il Il | |
no PTM 3mec 6mec 12mec pgoPTM I 3mec 6mec 12 wmec

B ycnoBmax peanbHOM OTEYECTBEHHONM KIMHUYECKOW MpPaKTUKM PUTyKcumab MposBuA BbICOKYH 3(deK-
TmBHOCTb Npn AHLLA-CB: y 920 605bHbIX, MPOCHeXeHHbIX 6onee 12 mecAUEB, Oblna AOCTUIHYTa PEMUCCUS,
y 8% OTMEY€eHO CTOMKOE CHKEHME aKTUBHOCTI.*




Ha ¢oHe neyeHMsa NOBTOPHbBIMW Kypcamu C MCMNOJSIb30BAHMEM pedyuupoBaHHbIX 003 PuTykcnmaba
(500-1000 mr) He OTMEYEHO MPOrPECCUPYIOLLETO CHUXEHUA KOHLeHTpauun IgG u y-rnobynmHos.

Aunamuka IgG n y-rnooynuHos y 6onbHbix AHLLA-CB Ha ¢doHe nevyeHnmn
NOBTOPHbIMM Kypcamu Putykcumaba (n=50)

. Y-moByANHbI

.IgG
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2 5,4 :
I kypc | Il kypc
0 L L L L L : L L 1 1 )
no PTM nocne 3 mec 6 mec 12 mec ' po PTM nocne 3 mec 6 mec 12 mec
PTM PTM

Y 6onbHbix AHLLA-CB Hanbonee BbipaxeHHOE CHkeHMe ypoBHs IgG n y-rnobynnHoB Habnoaanock Yepes
3 Mecsua nocne nepeoro Kypca Putykcumaba.

Bce cepbesHble MHdekuunmn (12%) pa3eunnch B TeyeHne 6 mecaues nocne 1 kypca PTM.




ANDDEPEHUUAJIbHLIA AUATHO3 AHLLA-CB

OunddepeHumnanbHbIi AnarHo3 B NepByto 0Yepeab NPOBOSAT CPean OPYrMX MEePBUYHbBIX CUCTEMHbIX BaCKy-
JIMTOB 1 3ab0osieBaHUI, MPOTEKAKOLLMX C Pa3BUTMEM JIEFOYHO-NOYEYHOro cnuHapoma (cungpom lyanacuepa,
remopparuyeckuin sackynut, CKB, ctpentokokkoBas nHeBmoHuA ¢ 'H), BITH.

lpoBogAa pasnuuua mexay y3enkoBbiM nonuaptepuntom u MIA, NpUHATO cYMTaTb, YTO NPU Y3ETKOBOM
nonvapTepunte npeobnagaer COCyAWCTbIA TUM MATONOrMM MOYEK C MOPAXEHMEM apTepPUid NpenmyLle-
CTBEHHO CpeaHero Kanubpa 6e3 BOBfIeYEHMA COCYO0B MUKPOUMPKYNAUMK, B TO BPeMs Kak passuTtue IH
ceowvicteeHHO MIA.

OunddepeHumnanbHan anardoctrka ITIA BKntovaeT 3aboneBaHuUs, COMpPoBOXAaLWMNECA 303UHODUNNEN.

HnddepeHumanbHyto anarHoCTUKY NceBaoTyMopa opouThl NPOBOAAT C Pa3NNYHLIMU A0OPOKAYECTBEHHbI-
MW 1 3/10Ka4eCTBEHHbLIMU HOBOOGPa30oBaHNAMM, B HacTHOCTM ¢ |gG4- accoummpoBaHHbIM 3a601EBaHNEM.

OnddepeHumanbHbii AMarHo3 OeCTPyKTUBHBIX n3meHeHuin B nerkux npw [TIA Bcerga He npocT u TpebyeT
NCKJTIOYEHNA TaKMX COCTOAHWI, KaK cenTuyeckas ambonusa, abcuecc, NTHEBMOLMCTHAA HGeKUMA, TybepKynes,
MUKO3bl. B cBOIO 04epenp, hopMmpoBaHue NosiocTen pacnaja B NErkux 3HaynTesibHO MOoBbILLAET PUCK NPUCO-
€ANHEHVA MH(DEKLNOHHBIX OCNOXHEHWI. [loNoNHUTENbHbIE 3aTPYAHEHMA MOXET BHOCUTb TO 0OCTOATENLCTBO,
yTto runepnpoaykuma AHLLA B oTAENbHBIX ClydYanx MOXET He COMpoBOXaaTh passutue peupamea IMIA.

KpaiiHe BaxxHa pudppepeHunanbHaa ANarHoCTMKa MH(PEKLUMNOHHbIX
ocnoxxHeHuin y naumeHtoB AHLLA-CB, pnntennHoe BpemMa nojy4arowmx
MMMYHOCYNpPEeCCUBHOE Jie4eHne




OCHOBHbIE rPynnbl 3AB0JIEBAHUN, C KOTOPbIMU
NPOBOOAT ANDDEPEHUUAJIbHLIN ANUATHO3

AHLIA-CB

1. CuctemHas naronorus

Tybepkynes

lMogocTpbli 6aKTepUanbHbIA 3HA0-
KapauT

Mwiko3bl

Undpexkunn

NK/T-knetoyHada numdoma Hoca
JlnmdorpaHynomatos n Hexopx-
KWUHCKME MMbOMBbI

310KaYecTBEHHbIE HOBOO-
6pa303a|-|ml n remartonorun-
yeckKue 3aboneBaHusn

3aboneBaHnsa coeaNHUTENbHOM
Opyrue TKaHU
[pyrvie nepBuYHbIE BaCKYNTbI

MEHNHIOKOKKOBbI MEHUHTAT
PukkeTcnossl

Hokapanos

Cudmnuc

ConugHele onyxonu

Onyxosn BEPXHUX AbIXaTeNbHbIX MyTeWn
MeTacTtaTa3upytoLLas KapuMHoma
[lapaHeonnacTM4yecknin CUHAPOM

Sweet cuHopom
Capkounpo3s
BonesHb KpoHa

2. Oxkxno3um coCcyaoB

Kpuctannel xonectepuHa

Imoonum
AHTUhOCHONUNNAHBIA CUHAPOM
TpomGo3bi (D) - AP
[eHeTnyeckne Tpombodmnnm
BonesHb PerHo TaxXenoro TeyeHus
Opyrne

Cunppom [eroca

Mwukcoma npencepous
[prbKoBbIE MHbEKLIMN

Kanbumndurkauma cocynos

Iprotnam
PapnauvoHHoe nopaxeHue

3. [ipyrasa natonorusa cocynoB

AHeBpU3Mbl ®dubpo-mycKynspHas amcnnasus

Helipochurbpomaros

—



XapaKTepuclea NMepBUYHbLIX CUCTEMHDLIX BaAaCKyJinToB

Femopparvnueckuin
Backynut (nypnypa
LllenneiiHa-Tenoxa)

Kpuornoéynuuemn-
YecKuil BaCKynuT

KoxkHbii
JNIeKouUTOoKac-
TUYECKUIA BacKynuT

Y3enkoBbiii
nonvuapTepuuT

bone3nb KaBacaku

FMraHToKneTouYHbIN
aprepumt
(6one3nb XopToHa)
1 peBMaTunyecKas
nonuMuanrmusa

Aprepumt Takasacy

Backynut ¢ uMMyHHbIMU Aeno3utamu IgA, nopaxatowmin menkme cocyapl (Kanunnapsl,
BEHYJIbl, apTeprosbl). TMNMYHbI MOPAXEHME KOXW, KULLEYHMKA N MOYEK B COYETAHUN
C apTpanrmamMu Uan apTpuToM.

Backynut ¢ KprornobynmHeMUYECKUMU UMMYHHbIMUW 1eno3UTaMu, NopaxaroLmin Meskmne
cocyabl (Kanunnspbl, BEHYbl, apTEPUOIILI) U COYETAIOLMINCA C CbIBOPOTOYHOW KPUOTTIO-
6ynuHemuen. Hacto nopaxaroTca Koxa 1 KiybouKu Moyex.

N3011poBaHHbI KOXHbIN NEMKOUMTOKIACTUYECKUI aHTMUT 6E3 CUCTEMHOO BacKyuTa
nnu rnomepynoHedpuTa.

OyaroBoe HEKpOTU3MpPYtOLLLEE BOCTANeHVE apTePUIi MPENMYLLLECTBEHHO CPELHErO Kanu-
6pa nobo nokanuauum ¢ obpasoBaHemM aHeBpK3M, TPOMBO30M, Pa3pbiBOM aHEBPU3M
C KpOBOTEYEHNEM, NH(APKTOM MOPaXXEHHbIX OPraHoB U TKaHel. He conpoBoxaaeTcsa
TIOMEPYIOHEPPUTOM WM NOPAXKEHNEM apTEPMON, KanuIApoB 1 BEHYI.

BocnaneHue, nopaxatoLLee KpyrHble, CPEAHVE U MEJIKE apTepum, COYEeTaloLLEECH
C KOXKHO-CM3UCTbIM IMMdaTMYecKum cuHapomom. B npouecc moryT BoBiekatbes
apTepun 1 BeHbl. YacTo nopaatotcs KopoHapHble aptepui. OGbIMHO BCTpeYaeTcs y AeTeN.

[MraHTOKNETOYHBIV apTEPUUT-TPaHyIEMaTO3HbIN apTEPUNT OCHOBHbIX BETBEN a0pTbI,
NPEMMYLLECTBEHHO AKCTPaKpaHWasibHbIX BETBEV COHHOM apTepUn C 4acTbiM NMOPaXeHNEM
BMCOYHON apTepun. OBbIYHO HauYMHaETCA y 60NbHbIX cTapLue 50 NeT 1 YacTo coYeTaeTcA
C peBMaTUYeCKOM NoMmMumanruen.

PeBmatnyeckan nonMmManrua-KIMHUHECKUA CUHAPOM, Pas3BMBAOLLMIACA Y NINLL NOXN-
JIOr0 1 CTapyecKoro Bo3pacTa, xapakTepuayeTca 6019M1 1 CKOBaHHOCTbIO B 061aCTu
MNJIEYEBOro 1 Ta30BOro nosca, pe3kum yeenmyeHvem COJ.

lNporpeccupytollee rpaHynemaTo3Hoe BOcnasieHvie aopThl Y ee OCHOBHbIX BeTBel. Hanbo-
nee NpegpacnonoxeHbl 3ab0NEBaHNIO MOSIOAbIE XKEHLUVIHBL.




OuddepeHunanoHbin guarios IIMTA

3a6oneBaHus, NpoTekawLme ¢ 303uHopunneit

UHdexunoHHbie
IMIUCTHaA UHBa3Us

Anneprwlecl(ue acTtma

annepruyecknin puHUT

OPOHXOJIErOYHbIN acneprunnes

Jo3unHopunusa

3031 HOCbI/IJ'I bHaA NMHEBMOHUA

903NHO(UIIbHBINA FACTPOSHTEPUT
annepruiyecKnin KoauT

KOHBbHHKTUBUT
9K3emMa

fltporeHHble

Onyxonu numdoma

NIEKapCTBEeHHaA anneprua +

I+
+

I+

I+
I+

KapunHoma TOJSICTOM KULLKN

Tunbl GbICTPONpPOrpeccupytoLwiero rnomepynoHecgpura

Twvn BIIH Xapakrepuctuka
I Tvn OnocpepoBaHHbIN aHTUTENIAMU

k BMK:

JIMHeNHble oTnoxeHunsa IgG B TKaHW noyek
Il Tn NMmyHOKOMNIEKCHBIIA:

rpaHynApHbIE OTIOXKEHUA UMMYHOMI06Y-
JIHa B KJTyb6o4Kax moyKm

AHLLA-accouvpoBaHHbIii:
WMMYHOHEFaTBHbIN — C OTCYTCTBUEM WU

MaJsibiM KOJINYEeCTBOM MMMYHHBIX OT/IOKEHUN

CouetaHue I n [1]:1

KnuHunueckue BapnaHTtbl YacrtoTta
Cunppom lynnacyepa 5%
M30n1poBaHHOE NopaxeHre MoYeK,
accoummpoBaHHoe ¢ aHTutenamm Kk bIMIK
MocTUHDEKUMOHHBIN 30-40%

MocTCTPENTOKOKKOBIN

lMpu BrcLepanbHbIx abeueccax
JTonyc-HedpuTt
[emopparnyeckuii BacKynuT
IgA-Hedponatua

CwmeluaHHas KpuornobynmHemus
Mem6paHonponudepatnsHbiii [H

V tun

AHLLA-HeraTMBHbI BaCKynuT NMo4ekK:
C OTCYTCTBMEM MMMYHHbIX OTJIOXKEHWI

Vpuonatuyeckui 5-10%




KAK ®OPMYJINPOBATbL AUATHO3 AHLUA-CB

HOunarHo3 AHLLA-CB posmkeH ObITb 060CHOBaH COOTBETCTBUEM KIIMHMYECKMX NPOABIEHUI U AaHHBIMU UC-
cneposaHu AHLLA, a Tak e, Npyn BOSMOXHOCTU, pesysibTaTaMu MoOpdOoI0rMyecKoro nccaeaoBaHus.

dopmynupya anarHos, ykasbiBatoT Ho3onormndeckyto gopmy AHUA-CB n cneumndunyHocts AHUA (K mueno-
nepokcuaase Unm npotenHase-3).

Hanpumep: «paHynematos ¢ nonnaHrumtom accoummposanHbin ¢ AHUA (aHTu-TP-3)»
«MuKpoCcKONUYECKMI NoMaHrMnT accounmpoBaHHbii ¢ AHUA (aHTn-MIMO)»

Mockonbky He y Bcex nauyeHtoB AHLUA-CB B cbiBOopoTKe KpoBu MoryT onpegenatbca AHLLA (Hanpuwmep,
y 60SbHBIX 303MHOMWIIBHBIM TPaHYIEMaTo30M C MOMVAHIMUTOM, BCNIEACTBUE MPOBOAMMOIO JIEYEHUS,
B CBA3U C HEAOCTAaTOYHOW YyBCTBUTEIbHOCTbLIO 1ab0paTOpPHbIX METOAOB MCCNEA0BAHWA, HAIMYMEM aHTUTES
C ellle He YCTaHOB/IEHHOM cneundUYHOCTbIO UK Ap.), BO3MOXHO ynotpebneHue npedukca «AHLUA-Hera-
TUBHbIN». B TO e BpemsA, creayeT y4nTbiBaTb, YTO OTCyTCTBUE runepnpoaykumn AHUA ABnaeTca BaXKHbIM
anddepeHLanbHbBIM MapKepoM y3€eIKOBOro NovapTepUnTa, NPy KOTOPOM HEKPOTU3UPYIOLNI apTepUUT
C NOpaXXEHNEM apTePUIA CPEAHENO U MENIKOTO Kanmbpa MOXET ObITb KIMHUYECKN 1 MOP(OIOTMYECKN CIIOX-
Ho oTnnymm oT AHLLA-CB.™

Hanpumep: «303MHOGWALHBIN FpaHynemaTos ¢ nonuaHrumtom, AHLA-HeraTneHbIN»

MonHbIN AMarHo3 JONOSHAETCA NEPEYUCIEHMEM OCHOBHBIX NPOABEHWUI MOPaXEHWUA OpraHoB M CUCTEM
C YKa3aHveM KMHun4yeckon (asbl 3abonesaHus.

Hanpumep: «paHynemato3d ¢ nonvaHrumtom accouumnpoBaHHbii ¢ AHUA (aHTu-IP-3), Ttaxenoe
000CTpPEHME C MOPAXEHVWEM BEPXHUX AbIXaTeNbHbIX NyTen (A3BEHHO-HEKPOTUYECKNIA
PUHWT, OECTPYKTUBHBIN NAaHCUHYCUT), NErKNX (MHOXECTBEHHbIE MHDWILTPATLI C pacna-
O0M), NoYeK (M30NNPOBAHHLIN MOYEBOM CUHAOPOM), NepUdEPNYECKO HEPBHOWM CUCTE-
Mbl (MHOXECTBEHHbI MOHOHEBPUT)»
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