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B cTatbe npuBesieHbl COBPEMEHHbIe JaHHble uTepaTypbl No npobneme
cncTemHblx Backynutos (CB) c nopaxeHuem nouek y aeteii. (B Heyacto BCTpe-
YaloTCA B 1ETCKOM BO3paCTe, 0AHAKO XapaKTepU3YIoTCA TAXENbIM NPorpeccupy-
H0LLIM TeUEHMeM, B KOHEUHOM UTOTe NPUBOAALLNM K PaHHEN UHBANMAN3ALAM
nawneHToB. 3T0 rpynna 3abonesaHunii C UNPOKMM CNEKTPOM KIMHUYECKMX
NPOABMEHMI, BAXHELLIM NaTOMOPOONOTUYECKUM NPU3HAKOM KOTOPbIX ABNAETCA
BOCNaNeHue CTEHKM KDOBEHOCHBIX COCYLOB C pa3BUTUEM TPOMOO30B, HEKPO30B,
CKNepoTUYeCKMX U3MeHeHuiA. lopaxeHue noyek yalie BCero 0TMeyaeTca npu
(B c BOBneueHmem MesKix COCY10B, Takiue BaCKyAUTbI B 601bLIOM NpoLeHTe

Cy4aeB accoLMMPOBaHbI C NOABAEHMEM aHTUTEN K LUTONNa3Me HeilTpodunos
(AHLLA) npotenHase 3 w/unu muenonepokcugase. lpuseaena knaccudukaumsa (B
Koncencyca Chapel Hill Consensus (CHCC) 2012 rr. c 06HOBAEHHOI! HOMEHKAATypoii:
rpaHynemaro3 Berenepa nepenmeHoBaH B rpaHynemartos ¢ NOANAHIUTUTOM,
a cuHapom Yapr-CTpocc — B 03MHOGUABHBIIA rpaHyNnemaTos C noauanrutom. Takxke
npecTaBaeHa INUAEMUONOrA, 0C06eHHOCTY ITUONOTIM 1 MATOreHe3a, KNHK-
yecKie, B TOM YICIE NOYEYHbIe NPOABAEHNA, MOpdonornieckas knaccudukaums
nopaxeHus NoyeK, CoBpeMeHHble BO3MOXHOCTI 1abOpaToOpHOIl ANArHoCTUKY,
BblAeNeHbl NOCeHe JOCTUXEHINS, CAeNaHHble B Tepanun 3TX 3aboneBaHuii.
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AND TREATMENT OF SYSTEMIC VASCULITIS
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The article presents current literature data on the problem of systemic
vasculitis (SV) with kidney involvement in children. SV is rare in childhood, but is
characterized by a severe progressive course, ultimately leading to early disability.
This is a group of diseases with a wide range of clinical manifestations, the most
important pathomorphological sign of which is inflammation of the blood vessel
wall with the development of thrombosis, necrosis, and sclerotic lesions. Kidney
damage is most often observed in SV with small vessels involvement. In a large
percentage of cases such vasculitis is associated with the emergence of antibodies
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to the neutrophil cytoplasm (ANCA) proteinase 3 and / or myeloperoxidase.
The SV Chapel Hill Consensus Classification (CHCC), 2012, is given with the updated
nomenclature: Wegener’s granulomatosis was renamed as granulomatosis with
polyangitis, and Charge-Strauss syndrome - as eosinophilic granulomatosis with
polyangitis. Epidemiology, specific features of etiology and pathogenesis, clinical
symptoms, including renal manifestations, morphological classification of renal
lesions, modern opportunities of laboratory diagnosis are presented. Recent
advances in treatment of these diseases are highlighted.
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BBenenue. TepMUH CUCTEMHBINI BacKy-
nut (CB) o6benuuser rpynny 6onesHelt, Ipu
KOTOPBIX UIIEMIs ¥ HEKPO3 TKaHell BOSHUKAIOT
BC/IeICTBME BOCHATIEHUSI KPOBEHOCHBIX COCY-
TOB MEePBIYHOTO MV BTOPMYHOTO IO OTHOIIE-
HJIO K OCHOBHOMY 3a0oneBaHuIo. B mureparype
obmenpuuAaTa Knaccupuxanua CB ¢ yuerom
Kanubpa BOBIEYEHHBIX COCY[OB: KPYIIHOTO,
cpepHero un Menkoro kanauodpa. CornacHo me-
pecmotpy Koncencyca Chapel Hill Consensus
(CHCC) 2012 ropa BBIEENSAIOT CAeAyIOIMe Ka-
teropuu CB [1-3].

A. Ilepsnunbie CB:

1. BacKynnUT IpeuMyIecTBEHHO KPYITHBIX
COCYZIOB: apTepuuT Takasacy; TMTraHTOKIETOY-
HBIIT APTEPUNT;

2. BackynmuT mpenMyIecTBeHHO CpegHUX
apTepuil: y3eIKOBBI MOMMAPTEPUNT; OOIe3HD
KaBacaku;

3. BackynuT npenMyIecTBeHHO MeJIKUX CO-
CY/IOB:

3.1. AHIJA-accouunpoBaHHbI BaCKYIUT
(MMKPOCKOIIMYECKNII TOIMAHTVNUT; TPaHyIIe-
MaTo3 ¢ momnunanruutoMm (Berenepa); s03u-
HOQUIBHBII IPAHYIEMATO3 C MOINAHIUTOM
(Yapmxk-Crpocca);

3.2. IMMyHOKOMIIJIEKCHBII BaCKY/IUT Ipe-
UMYIIECTBEHHO METKIX COCYZIOB (C aHTUTeIaMI
K IJIOMepy/IsIpHOIt 6a3anpHOIl MeMOpaHe; Kpu-
orno0yIMHeMMYecK1it BacKyIuT; IgA Backy-
mut (LlennanH-TeHoxa); TMIOKOMIITIEMEHTe-
MMYEeCKIIT YpTUKapHBI BacKynut (antn-Clq
BaCKY/INUT).

4. Ipyrre BackynuTsl: 60ne3Hp bexdera;
cungpom Koras.

5. BackynmuTsl ¢ mopakeHMeM eIMHCTBEH-
HOTO OpTaHa.

b. Bropuynbre: BaCKyImnTbI, aCCOLIMMPOBAH-
HbIE C CYICTEMHBIMY 3a00/IeBaHMAMM MJIY C BO3-
MO>KHOII IIPUYMHOI.

IMTopaskeHMe IOYEK Yallle BCErO OTMEYaeTCs
npu CB c BoBleueHNEM MEIKUX COCY/IOB, TAKNE
BaCKy/IUTBI B OOJIBIIOM IIPOLIEHTE CIy4YaeB ac-
COLMMPOBAHBI C IOABJIEHVEM aHTUTEN K V-
tomnasme Helitpopunos (AHIIA) nporenna-
3e 3 (PR3-ANCA) u/unu mMmuenomnepoxcupgase
(MPO-ANCA). K AHIIA-accouunpoBaHHBIM
BackynuraM (AAB) oTHOCAT rpaHy/nIeMaTo3
¢ nonanrutoM (I'CIT), MuKkpockommyeckuii no-
maHrut (MII) n 203MHOGUIbHBII TpaHyIeMa-
t03 ¢ monuanrutom (II'CII) [1,4]. CB - xponnye-
CKUe, 4aCcTO peluANBUpyoIye 3a00/1eBaHms.
HecMoTps Ha BO3MOXXHOCTU COBPEMEHHON MM-
myHocynpeccusHoit (JIC) tepannu, 3abonebae-
MOCTb U CMEpTHOCTD IanmeHToB ¢ CB ocraerca
BBICOKOJ1. BoB/le4eHMe B MaTOMOTMYECKUIT ITPO-
1[ecC IJIOMEPY/ISIPHOrO aliapara Coco6cTByeT
YBeIMYeHNIO Y¥CIa JINL, C TePMUHANIBHOI CTa-
#ueit xpoHudeckoit 6onesuu mouex (XBII) [5,
6]. buomcusaA MoYKM ocTaeTcA «3070THIM CTaH-
maprom» B fruarHoctuke CB [7, 8]. [Tpemmoxxen-
Has Ha CETOTHANIHNIL JeHDb CTPATeTM s TepaIn
CIIoco6CTBYeT yIy4lIeH o PyHKIIMM TTOYeK Ha
Haya/IbHBIX 9TAIaX JIeYeHN 1, HO JOKa3aTe/lbCTB

ee IPOTeKI UM B JONITOCPOYHOI IIepCIeKTUBe
HeJoCTaTouHo. IIpuMeHAeMble Ha IIpaKTUKe CXe-
MBI JIe4eHNsI 9KCTPAIIOIUPYIOTCA U3 MICC/Ie0Ba-
HUi1 y B3pocnbix. Ienv dannoii cmamou — npen-
ctaBUTb 0030p CB ieTcKoro Bo3pacra ¢ aklieH-
TOM Ha IIOYEeYHbIe POABJIEHNA, BBIENUTD II0-
ClleflHUe JOCTUIKEHMU, CLle/IaHHble B TepaIlun
3TUX 3ab0/IeBaHMIL.

Smuaemuonorusa. HecMoTps Ha ynydieHue
JAMArHOCTMYEeCKMX BO3MOXKHOCTEN U IOBbIIIA-
IOL[YIOCA U3BECTHOCTD 3aboneBansA, CB ocraerca
PemKMM AMarHO30M. V3-3a M3MeHeHVs Kmaccugu-
KannoHHbix Kputepres (PRES 2005 r., EULAR
2008 r., CHCC 2012 r.) ucrunsnas sabonepae-
MOCTb HeusBecTHa[6, 9]. Yuennie us Benuko-
6puTaHNM IPUBOAAT YacTOTy HepBuvHOro CB
10,6 cny4aes Ha 100 000 meTckoro HaceneHus
[6, 10]. EBponeiickye JaHHbBIE TOBOPAT O 4aCTO-
te I'CII meHee 4yeM 1 Ha 2 MU/IMOHA Ye/IOBEK,
pe3ynbTarhl KaHafcKOro mccaefoBaHyA Mpn-
BOIAT 60/ee BBICOKUE umcl)pbl - 6,39 Ha MuUI-
mmoH. 3aboneBaemoctb MII u OT'CII y mereii
HemsBecTHa [2,6,10].

Cpenu B3pocnbix prck 3abonets I'CIT y Mmysx-
YIH He3HAYMTE/IbHO BBIIIE, YeM Y >keHInH. O6-
paTHasl TEH/JEHIVsI OTMeYeHa Y ieTell, rrie 3a60-
nesaemoctb I'CII mpeobrafaer cpenu feBoYeK
U IPOABJIAETCA IIPEUMYILECTBEHHO B IOAPOCT-
koBoM Bo3spacte. MII Tak >xe yamie maHude-
cTupyeT B Bo3pacTe oT 7 o 17 ner. CornacHo
9THUYECKUM XapaKTepuctukam, CB BcTpeua-
eTCs IPAaKTUYeCK! B [IBa pas3a Jallje Cpefy Il
€BPOIIeJICKOT0 IIPOUCXOXKIEHU, B CPaBHEHUN
c HeeBpoelinamu [6, 9, 11].

ITHOIOrNA U MaToreHes. B HacTosAIee Bpe-
M IPefIJIO>KeHO HEeCKOIbKO I'UIIOTe3 ITIaTOreHe3a
CB, ofHaKO, TOYHas IPUPOJA 3a00/IeBaHM TaK
M OCTaeTCs MO KOHIIa He BhIACHEHHOI. PacTeT
YICIIO JOKa3aTeNnbCTB Toro, uro AHIIA mMoryT
UTPaTb OCHOBHYIO PO/Ib B Pa3BUTHUM HEKPOTU3U-
PYIOLLEro BacKy/IuTa MeJIKUX COCY[OB U Koppe-
nupoBaTh ¢ pasHbiMu penorunamn: PR3-ANCA
C TpaHyJ/IeMaTO3HbIM, Torja kak MPO-ANCA
C HEKpOTU3MPYIOLINM BAaCKYIUTOM COCYLOB
Mmasoro kanub6pa. ViccnegoBanus in vitro mpo-
neMoHcTpuposany, 4To AHIJA ctumynupymor
HeNTPOUIBI, KOTOPble HAYMHAIOT BHIPAbaThI-
BaTbh aKTUBHbIE GOPMBI KUC/IOPOJA U TUTHYe-
cknx depmenTos. IIpoBocnannuTenbuble 1u-
tokuubl (TNF-a, nntepneiikuusl 1 u 18) Bos-
HeVICTBYIOT Ha HEUTPOQVIII /I MPUB/ICICHUS
mortekyn apresun (CD11b) u TpaHcmoKanym aH-
tureHoB (AT) PR3/MPO Ha 110BEpXHOCTH L{ATO-
IIasMaTudeckoil Mem6pansl. ITocnenyoiee
B3aumopericteue AHIIA 1 coOOTBeTCTBYIOIIErO
AT akTuBMpYeT HeMTPOGIII, yBeIUIMBas €ro ajl-
re31I0 K COCYAMCTOI CTEHKE U CIIOCOOHOCTD MU-
rpupoBarb ckBo3b Hee. Cnepyromas AHIJA-
OIIOCpeIOBaHHAA aKTUBAIVA IIPOBOLUPYET Jer-
PaHYIALUIO HeTPO(WIOB 1 BLICBOOOXK eHME
aKTVBHBIX (POPM KUCIOPOAIA, YTO U IPUBOANT K
CB. OxcniepuMeHTa/IbHbIE VICCTIEROBaHNA in vivo
Takke nogTsepaun poinb MPO-ANCA B pa3su-
TUM HEKPOTY3MPYIOLINX BaCKY/IUTOB [12-14].
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Knununueckue HaOM0geHNA TOKA3bIBAIOT,
4TO MH(EKIMOHHbIE 3a00/IeBaHMsI MOTYT OBITH
MIPUYMHON Kak febroTa, Tak U penuausos CB.
JJaHHBIE psAZla aBTOPOB AEMOHCTPUPYIOT POJIb
MUKpPOOHBIX (aKTOPOB B IIaToreHese 3aboseBa-
Hus [6, 13]. Hanmudne cemeitnpix cnydaes AAB
JaeT OCHOBAaHU IO/araTh O HaCAeNCTBEHHOI
[pefPaCIIONOKEeHHOCT K 3abomeBaHmo. l'eHe-
THYeCKJe UCCIe0OBAaHN s, IPOBefileHHble B Be-
MMKoOpuTaHUM cpeay 1233 malyeHTOB U B ce-
BepoeBpoIierickoil nonynsaunn (1454 yenosexa),
IIPOEMOHCTPUPOBAIY T€HETUYECKYI0 CBA3Db
cnyyaeB AAB n Ttaxxke BpiaBuan, uto I'CII
u MII ABnA0TCA reHeTUYeCKN pasandHbIMU
cocrogHuamMu([15].

KnuHnyeckne npossneHuns

I'panynemamos ¢ nonuaneumom (I'CII). Xa-
paxrepuble ipusHaky I'CII 1 y B3pocrbIx, 1 y fle-
Tell BK/IIOYAIOT HEeKPOTU3NUPYIOLMe TpaHyIle-
MBI BEpXHUX VM HIUDKHUX JIbIXaTe/IbHBIX IyTelt,
HEKPOTU3UPYIOMNI BACKYIUT U ITIOMEPY/IO-
Hedpurt (I'H). I'CII B meTcKoM Bo3pacre MMeeT
HeCKOJIbKO K/TI0UeBBIX 0COOEHHOCTEI: YacToO Ma-
HudecTUpyeT ¢ 00MNX KOHCTUTYLMOHA/IbHBIX
CHMIITOMOB (IMXOpaJiKJ1, TOTepPY allleTUTA I Be-
Ca), XapaKTepu3yeTcs IOJMOPTaHHBIM 1 T'eHepa-
JM30BaHHBIM IOpa)keHMeM. B maTomormyeckui
IIPOLIECC BOBJIEKAIOTCSA MPEUMYIIECTBEHHO BepX-
Hue ppixatensHsie nytu (BAII) (70-100%), ner-
kue (80%) u mouku (75,4%), pexxe ONOPHO-IBU-
raTe/bHBI armnapar (57%), XemyJo4HO-KIIIed-
uoit tpakt OKKT) (42%), rmasa (37%), koxa
(35%) n HepBHas cuctema (25%)[6, 8, 16].

Yame Bcero Bosnedenne BJIII nposasngercsa
PeuVIMBUPYIOMIVMMY HOCOBBIMU KPOBOTEUEHI-
SAMU U CUHYCUTAMU, PeXKe U3bA3BIeHUAMY CIIU-
3ucToit porosoit monoct. ChopmmpoBasiiee-
Cs1 XpOHMYECKOE BOCIIAaJIeHNe MOXKET IIPUBECTHU
K nepdopanny HOCOBOII eperopopky, nedop-
MaIluM CIMHKY HOCA, XPOHMYECKOMY CUHYCH-
Ty U oTepe cayxa. PecniupaTopHble CUMIITO-
MBI BK/IIOYAIOT OABIIIKY (59%), XpOHMYEeCKUIT
Kamtenb (52%), xpunory (12%), crpumop (29%)
u KpoBoxapKaHbe (18%). VI3sMeHeHNA Ha peHT-
reHorpaMMax NpeAcTaBlIeHbl AU y3HbBIMM
JIETOYHBIMM MHPUIBTPATAMM, Y3/IAMM, O4araMu
IeCTPYKLMM U TpaHyIeMaMy 06e3 HeCTPYKILINIi,
BO3MO>KHBI JIeTOYHbIe KpOBOM3IMAHNA. TsDKenoe
JIETOYHOE KPOBOTeYeHMe cnydaerca y 16-20%.
CuHppoM Kpyna — crenuduieckas 0co6eHHOCTb
metckoro I'CIL, o 50% cTankuBaroTcs ¢ KpyInoM
BHe 3aBucumoctu ot ¢popmsr CB. Tak, kpyn
ObII BK/TIOUEH B IIepeYeHb HOBBIX K1accuduka-
I[MOHHBIX KPUTEPUEB [2, 6].

IToyeunsie nposasnenus I'CII y neteit Mo-
I'yT BapbMpOBaTh OT M30/IMPOBAHHBIX M3MEHE-
HUII B aHa/IM3€ MOYM JIO PasBUTH OBICTPOIPO-
rpeccupytomero I'H (BIITH) ¢ ocrpoit mouey-
HoII HepocTatouHOCThIO (OITH), Tpebylomeit
samecturenpuoi tepanun (II3T). Auarnos I'H
BBICTAB/IAETCSA HAa OCHOBAHUM PE3Yy/IbTAaTOB
Oyorncny MoYKiM. B KIMHNYeCKOM MCCTe0BaHUN

meTert ¢ MOpdOIOrnYecKy BepupuIpOBaHHbIM
AAB nedputom y 57% ormedena OITH u/unn
nporenHypus Hepporudeckoro yposHs. IToka-
3aHa CBA3b OJIUT'YPUY, BBIPA>KEHHOTO CHYDKEHU S
ckopocTu kiayboukoBoit ¢punprpanun (CKD),
HepOTUYECKOIT IPOTEHYPUN M XPOHNUECKUX
M3MeHEeHUIT KIyOOYKOB C HeOIarompusaTHbIM
«IIOYEYHBIM» IPOTHO30M.

ApTpanrusa u Muaarusa BCTpedanTca y 64%
U CUYMTAIOTCS paHHUMM MapKepaMu Hadania
AAB. ApTtput MeHee pacpocTpaHeH (20-32%)
U OOBIYHO CBSI3aH C aKTUBHBIMU (pOpMaMM 3a-
6oneBanus. Y 53% B Ipoliecc Takyke BOB/IEYEHbI
r1a3a (IIponTos3, KOHBIOHKTUBUT, SIUCKIIEPUT,
yBent) [16-18]. [Toparxenne xoxu (53% cnydaes)
NIPENCTABIEHO NabIUPYEMOI Iy PIIy POIL, CXO-
JKell C CBINBIO TpY IgA-BacKynnTe, HeTeXUAMMN
U 9KXMMO3aMIL. BeHO3HBIT TPOMO03 SIB/ISIETCS
penknm nposisnenvieM I'CIT (12%). Bosneuenne
HepBHOII cucTeMbl He xapakTepHo anda I'CII, op-
HAKO OIIVICaHBI TOJIOBHAS OOJIb, TOTIOBOKPYKEHIE,
OCTPBIII HeBPUT, IIOPaXKEeHVE MO3XKEUKa, BEPXHUX
MOTOPHBIX HeJIPOHOB, CYHoporiu [3, 6, 10, 11].

Muxkpocxonuueckuti nonuareum (MII). MII
SIBJISIETCST PeIKUM 3a00JIeBaHMeM y eTeil U Xa-
paKTepusyeTcs MYJIbTUCUCTEMHBIM MaJIOVM-
MYHHBIM HEKPOTM3UPYIOIVM BOCIIaJeHUeM
0e3 obpasoBauusa rpanyineMm. CeTb mccieno-
Batene’t ARChiVe npepcraBuia KpynHeituyo
neguaTpudeckyio xoropry MII Ha cerogus-
Hu neHb (48 mereit) ¢ ucnonbsoBaneM EMA
kpurepues. Kak u B ciydae ¢ I'CII, cpegn ma-
LIMEeHTOB Ipeobnaganyu geBouku. OTMedeHo
6oree panHee Hayajo 60E3HU B CPaBHEHUMU
¢ I'CII (11 mpoTtuB 14 7eT) ¢ KOHCTUTYLMOHATIb-
HBIX CHMIITOMOB. XapaKTEePHO Ha/lIN4ye ChIIN
IO TUITY IIyPIYPEI, XOTSA MOTYT BCTPeUYaThCA
U [pyTHe MOpPaXeHWUA KOXM: HeKpOTU3UPY-
IOLINUII BAaCKY/IUT U TaHI'PEHO3Hasl MUOfePMUL.
B pasnuduHbIX KOoropTrax Hab/IIOanuch Bapuarum
BosnedeHus IJHC B maronormyecknit mporecc
(ot 21 o 86%) ¢ pasBUTMEM CYHOPOL, OITUYE-
CKOTO HEBPUTA, epudepnIecKoil HeliponaTum.
Jlerounble CUMIITOMBI (Kallle/lb, KPOBOXapKaHbe
U ofibllIKa y 44%) OTMeYeHBI peke, YeM IpU
I'CIIL. JKKT cuMnTombl BK/IIOYaay XpOHUYe-
CKYI0 TOIIHOTY ¥ Hecreljuudeckue 601 B >KN-
BoTe (y 58% meTeit).

[Topasxenne mouek (B 75-90%) yacro 6osee
cepresHoe, yeM 1pu ['CII. B nccnepgoBanmax
ARChiVe Tpy 4eTBepTU MaIVIEeHTOB ITOKa3a-
MM TPOTeMHYPUIO, MUKPOTeMAaTypuIo 1 Hapy-
HIeHne (byHKI_H/H/I C IIOBBIIIEHVIEM Kp€aTMHMHa
KpoBu y 48%. AprepuanbHas runepreHsus (Al
OTMeueHa y TPEeTH MAIMEeHTOB. 3aJiep>KKa B A1a-
THOCTMKE 1 60JIee BBICOKME [TOKA3aTe/y aKTIB-
Hoct CB mo Bupmuuremckoit mkane (BVAS)
accounmnpoBaanuch C IJIOXUM IIOY€YHBIM MC-
xoznoM. B nccnenosanun Bakkaloglu u coasr.
coobmaercs o 6onpuent yacrore OITH (6/10),
[p1yeM y IOJIOBUHBI fieTell, TpeOyomux [13T,
OTMeYanyCh CUMIITOMBI TIOPA’KEHMA JIETKNX
u Bbicokye TuTpbl MPO-ANCA. Bce nanyenTs
C O[HOBpEMEHHBIM BOBJICUCHMEM JIETKUX I I10-
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YyeK MpOrpeccupoBanu no TepmuHanabHoit XbII
B Ipefenax ot 1 1o 5 net. AI' ormevanacp y 83%
npy MII ¢ mopaxeHneM MO4YeK, IPU3HAKY aHEB-
PM3MBI TOYEYHOI apTepuu — y OfHOro [6, 8, 16].
Backynum, oepanuuernviti noukamu (BOII).
ITOT TepMUH UCIIONb3YeTCs [ TIOYeYHOI TUC-
Tomatosorny (paHee KIaccuUIMpPOBAJICA KaK
MaJIOMMMYHHBI, HEKPOTUYECKUI CEPIIOBUI-
Hplit win AAB TH) npu orcyTcTBUM BacKy/u-
Ta B ipyrux opranax. 80% pereit ¢ BOII 6ynyT
AHIIA nosutusubiMu (daie MPO-ANCA). 3to
BTOpas, Hanbosee pacIIpoCTpaHEeHHAs IPU-
yyHa BIITH nocne mMMyHOONoOCpenoBaHHOTO
(nmromryc, IgA Backymut u ip.). B ogHOLIEHTpOBOM
uccnegosanuu BIITH npu BOII nabnoganca
y 31/73 manueHTa B Bo3pacTe oT 1 mo 20 jer.
Hattori M. 1 coaBT. cooOmunmum o cpegHeM
Bospacre B 11,9 ser n o mpeobmajaHun me-
Bouek (6,8:1). M3 10 ommMcaHHBIX IAIMEHTOB
CEMb 6bUII/I BBIABJICHBI B X0J€ HAIIMIOHA/IBHOTO
CKPMHMHTQ, a Y TpeX OblI 0OHAPY>KeHBI KOHC-
TUTYI[MOHA/IbHbIE CUMIITOMBI HeJOMOTaHMSI, aHO-
PpeKcu, IMXOpanKY 11 HoTepy Beca. B TeueHme me-
AMaHHOTO ITeprofia Habmonenns 3,9 (ot 1,3 10 4,9)
JIeT HYM y OJJHOTO IaljMieHTa He pa3BU/IUCD BHe-
[OYeYHbIe IPOSIB/ICHM S BacKyIuTa [6,16,18].
S03UHOPUNLHDLTL 2PAHYTIEMAMO3 C NOTIUAH-
eumom (OI'CII). OTCII y meteit BCcTpedaeTcs
KpaiiHe penko (o 2%) u mpepcrasysieT coboit
HEKPOTM3UPYIOUMIT BAaCKY/IUT MEJIKUX U Cpel-
HUX COCYLOB C NpPEeMMYILIeCTBEHHBIM IIOpa-
>xenneM BJIII u nerkux, pexxe KoXmu, cepana,
HepBHoI cuctembl u JKKT. Ha ceroguaniunit
IeHb B MeuaTPIIecKol TUTepaType ONMCAHBI
47 crmy4aes, H B OJTHOM 13 KOTOPBIX He Ha0III0-
Iasmoch IOpakeHUsI ToYeK [6].
Mopddonorndeckye U3MeHeHNA B MOYed-
HOJM TKaHHU. buomncusa moYkm ocraeTcs «30-
JIOTBIM CTAaHZAPTOM» AMATHOCTUKM HedpuTa.
Mukpockonus XapaKTepu3yeTca MalIOMMYyH-
HBIM HekpoTusupyoomum I'H ¢ o6pasoBannem
nonynyHuit. [ucTomnaTonorndeckie ocobeHHo-
CTM MOTYT BapbUpOBaTh OT OCTPBIX (KIeTOY-
Hble IIONY/IYHUS WIM MHTPAdNUTENNAIbHbIe
MHQWIBTPAThI KaHAJIbIIEB) 0 M3MEHEHUI, CBU-
IETeNbCTBYIONNX O XPOHNIECKOM BOCIIA/ICHNN
(r1oMepyIoCcK/Iepos, MHTepCTULMaNbHbIN (Huo-
po3 win TyOynApHas arpodus). Ha anexrpoHo-
rpaMMe OTMeYaloTCst CYOIH/JOTeTMATbHBII OTEK,
MUKPOTPOMO03 I ICTPAHYIIAINS HEMTPOPUIOB.
Hecmorps Ha TO, 4TO HeUIIUT UMMYHHBIX Jie-
mo3utoB (M]]) canrtaeTcss TMIMYHBIM [IPU LaH-
HOJI IIaTOJIOT MY, MHOTJa OHM OOHAPY>KMBAIOTCA.
[Tpepnonaraercs, yto Hannune V]I ycunnusaeT
a¢pdpext AHITA B passuruu I'H [7].
I'H y maumenTos ¢ MII 9ame accounnpyercs
C BBICOKOJI YaCTOTOM XPOHUYECKUX ITOPAXKEHUIA,
torga kak upu ['CII Habmogaercs 6ombiiiee nc-
710 MTHTAKTHBIX KJy60uKoB. PesynbraThl negua-
Tpudeckoro ucciegosanus MII mokasanu, 4To
(OKaIbHBII CETMEHTAPHDIN HEKPO3 KITyOOIKOB
pacnpocTpaHeH Cpefu HeTell C HaMeHbIIe
HPORO/DKUTEIBHOCTBIO MEX Y e0I0TOM 1 TI0-
CTAaHOBKOI JMarHo3a, B TO BpeMs:d KakK 1MIa

¢ 6osblLIelt 3a/1epXKKOIT IEMOHCTPYUPOBAIN TIepH-
¢depuueckuit pubpos u/mnu Gpudpo-KIeTOUHbIE
MIONTYTYHM A, YTO IOATBEPXKIAAeTCA U APYTUMU
aBropamu. [momepynockepos 6bi1 6osee BbI-
paxxeH y MPO-ANCA nosutnsHbIX. BeposTHo,
YTO ¥ IIATOT€He3 IIOYEYHOTO IOPakKeHM I MOXKET
pasmyarbes Mexxpy mogrunamu AHITA [3,8, 13].

B mccnegoBaHMAX B3pOCIBIX Oblla Hpen-
IIPMHATA TONBITKA ONPEMe/IUTh IIPOrHOCTUYE-
CKYIO [[eHHOCTb MOP(OIOTNYECKNX U3MeHe-
HII IOYKY. BbIsAB/IeHa KOppenAnusa UCXOHOM
CK® u moyeynoit GyHkuym cycrs 18 MecsAnes
HaOnopenns. Takxe IMOKa3aHO, YTO MOATUII
AHIJA He cBfI3aH C MOYEYHBIM ITPOTHO30M.
[TpoueHT HOpMa/NbHBIX KIYOOYKOB KOppenu-
pyeT ¢ modeuHoi QyHKIMEN KaK B Hadase VC-
C/IefloBaHUsA, TaK U B IIOCIefyoumeM. YTo Kaca-
€TCs1 OCTPBIX IIOPA>KeH I, Ha/lnue KJIeTOYHbIX
HOTYTYHWI CBA3aHO C yIy4lieHreM QpyHKIUM
nmoyvek, HesaBucuMoO OT ucxopgHoit CK®, yro
Hpe/IoaraeT IOTeHINaTbHYI0 00PATUMOCTD
aKTUBHOTO 3abonmeBanust. I, Haoboport, prbpos-
Hble IIOJTY/IYHVS KOPPEITUPYIOT C HOTPeOHOCTHIO
B II3T ¢ paHHMX 9TanoB 3aboneBaHUA U IJIO-
XM IIOYEeYHBIM NIPOTHO30M. XpOHUYECKME TI0-
paxkeHUs (TTIOMEpPYJISPHBIN CKIEpPO3, KaHAJb-
1eBas arpousi), a TAK)Ke YPOBEHb IPOTENHY-
p¥U Ha HaYaJbHOM 3Tale 0O/e3HM CBSA3AHBI
C IUTOXMMM OT/AIeHHBIMU pesynbratamu [19].

IIpoBensa aHanu3 MOTy4YeHHBIX [aHHBIX,
MeX/TyHapofHas pabodas rpymmna B 2010 . mpep-
JIOXKMJIA TUCTONIATOIOTMYECKY 0 Knaccuduka-
yuio 'H npu AAB, BK/II04aIoLyio 4eThIpe KIac-
ca: 04aroBblii (=50% HOpMaIbHBIX KTYOOYKOB),
HOMTYNYHHBIA (250% K/IeTOYHBIX IOTYIYHUI),
CMeIaHHBbIN (<50% HOpManbHBIX, <50% ImoONy-
nyHui, <50% r106aabHO CK/IepPO3NPOBAHHBIX)
u ckneporudecknit (250% rmnob6anbHO CKIle-
po3upoBaHHBIX K1yb6oukos). Knaccndmxarius
6bl1a 1cnonb3oBaHa y jerelt ¢ AAB B TeueHne
Me[VIaHHOIO IIepuoja HabOnopeHnsa 2,4 ropma,
IPOJEMOHCTPUPOBAB BePOATHBIN yPOBEHDb
CK® > 60 mn/muu/1,73M> B TedeHue 2 JIeT Kak
100% p1s1 o4aroBoro, 56,5% [/ Oy/1yHHOT o/
cMemaHHOTO 1 0% M1 CKZIepOTUYECKOTO Kylac-
cos [7].

Juarnoctuka. CB momkeH mpepmonarath-
cs y moboro pebeHKa ¢ CUCTeMHBIMM HPOsIBIIe-
HMAMM U BK/II0YaTh IPOBeJleHNe psAfia UcCrle-
DOBAHUI C MCKIIOYEHVEM MHQEKIMOHHOTO
U 3710Ka4eCTBEHHOT0 IIPOLIeCCOB.

VccnemoBanud 1-i1 nuaum: obmuin u 6mo-
XMMMYECKUIT aHaIu3 KPOBM (C OL[EHKOII ITOKa-
3arenell GyHKLIUY MOYEK, IIeYeH, TaHKpeac),
KOary/lorpaMMa, TUPOUHbIE TOPMOHBI, aHA/IN3
MOYH, CYyTOYHAsI 9KCKpeLys Oeka ¢ Mo4oit. VIH-
(eKIMOHHBI CKPMHMHT: II0CEB KPOBH, I10CEB
Mouny, AT x MUKoI1a3Me, XTaMUAUAM, CTpel-
TOKOKKY. VIMMyHonorndeckne tectol: AHITA,
AHA (cuextp aururen (AT) x anpy knerkn), AT
K I'BM, peBmaTongHbIil GaKTOp, KOMIIJIEMEHT
C3 u C4, AT K KapgMONUIINHY, BOTYaHOYHBII
aHTUKOArynaHt, IgG, IgM, IgA, IgE, ckpununr
Lennakun. PeHTreHorpaMMa My KOMIIBIOTEP-
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Has TOMOI'paMMa OpTaHOB IPYJHOI KIeTKH, II0
II0OKa3aHMAM NPULATOUYHBIX Ma3yX Hoca, IKI,
9xoKT, morurtopmar AJl.

VccnepoBaums 2-it TMHUA: OCHOBHBIE CY0-
nonynsanuu numdouurtos u CD19 no nasHa-
YeHUs pUTYKCUMaba, Mapkeps! rermarurta B u C,
napsoBupyc B19, BUY, peakunsa Manty umm
KBaHTU(EPOHOBBIII TECT, NCCIENOBAHIE KPOBU
Ha BOb, IIMB, anTepoBupyc, afeHoBUpYC.

Hedpobuomncus npu Hanuunym MO4eBOro
CUHZIpOMa IIpM MajlelillleM MOJO3peHuN Ha II0-
pa’keHMe MOYeK B paMKax CUCTEMHOrO 3a00-
JIeBaHUS.

VIMMyHoONOrn4eckye MccaefloBaHM s Ba>KHbI
KakK /I JMaTHOCTUKM, Tak u nedenus CB. IDA
nosutuBHOCT AHIIA y neTeit nMeeT 4yBCTBU-
TeNbHOCTD 93% u crienudmyHOCTL 90% [6].

JIeyenne. CoBpemenHas VIC Ttepanus yBe-
JIM4YMIa BbDKMBaeMOCTh maiueHToB ¢ CB. Jle-
4yebGHas TAaKTMKA IpeAIoaraeT MakCuManbHO
OBICTpOE HOCTVKEHME PEMICCUN C TOCTIeNyIo-
el JINTEIbHON MO e PXKMBAOLEN Tepalleil.
[TogroroBka pexomMeHmanuit mo nedeHnio CB
BefeTca B pamkax npoekra SHARE espormeii-
CKOI1 MHUIMATKBBL [IpoToKo/ 6yfeT OCHOBaH Ha
ompocax, npucrnanHbix wieHaMm PRINTO mpak-
TUKYIOLMM BpadaM, ¥ CUCTeMaTH4eCcKIX 0030-
pax muTepaTypbl. PekoMeHally IpefoCcTaBAT
nHGOPMALNIO, OCHOBAHHYIO Ha OIIBITE AaBTOPOB
U JOKa3aTenbCTBaX, HOTYYeHHBIX B pe3y/IbTaTe
OTPaHMYEHHOI'0 YMC/Ia PAHOMMU3VPOBAHHBIX
KOHTPOJIMPYEMBIX MCCIeNOBAHNIL, IPOBeLeH-
HBIX y B3POC/IBIX M 3KCTPANlOIMPOBAHHBIX Ha
meren [6, 20-22].

Vapykons pemuccun. Tsoxensiit CB ¢ no-
pa’keHueM IOYeK jedaT C TOMOIbIO «30/I0TOTO
craggapra» [KC u IJ®, mpu sTom gocTturaet-
ca pemuccusa B 70-100%. [Ipyrue mpenaparsl
BkmoyaioT TNFa-uHrn6butopsr 1 mMuxodeHo-
nara Moet (MMO®) [19, 23, 24]. Purykcumad
UCIIONIb3YIOT [JIs JIeYeHN JJeTell C TSAXKeIbIM
WIN PELVIIUBUPYIOLIM TedeHeM 11060 B Ci1y-
yae ayeprndeckux peaknuit Ha I'KC n IO.
C y4eToM I/JIOXOT'0 IPOTHO3a, MALMEHTHI C TH-
>KeJIbIM WIN TeHepanusoBaHHbIM CB ucropnye-
cKM oy 4arot 6ossuive 06bembl VIC, Bkmovast
B/B II® n I'KC. Tak>xe moka3aHO, 4TO ITa3Ma-
(epes yBennunBaeT HOYEYHYIO BKMBAEMOCTD
B 9TOJ rpynme [24, 25].

[Ipu noxanusosanHoll opme Ucnonb3yOM
Metotpexcar u I'KC. MetoTpekcar (10-15 mr/m?)
BHYTPb UM IIOJJKOXKHO eKeHefenbHo. [Ipegnn-
30710H (30-60 Mr/mM* min 1-2 MI/Kr/cyT) BHYTpPb
4 Hefie/u IO TIOCTEIIEHHON OTMEHBI B TeUeHUe Cle-
IYIOLINX 6-8 Hefeb (B 3aBUCYMOCTM OT OTBETa Ha
neyenye). Lenpb — mepeittn k 0,5 Mr/kr/48 gacos.

Tenepanusosanuas gopma TpebdyeT HpoBe-
penus nynbc-repanuu 1@ u I'KC: P B fose
0,5-1 r/mM? B Mecs1 B/B B Te4eHMe 6 MeCSLEB UM
2-3 MI/KT BHYTpb B TedeHMe 2-3 MecAleB. Me-
TUIpefHN3070H 30 MI/KT B/B (MakcumMyM 1 1)
Pas3 B IeHD [I0 Ilepexoja Ha IIpyeM IepopaibHO.

Taxenas/noueunas/musneyzpoxarou,as/
ycmotiuueas Kk mepanuu $opma — pUTYKCU-

Mab (750 mr/m? B/B (Makc 1000 Mr) — IBaXk/Ibl
C 2-HefleNIbHBIM TiepepbiBoM), B/B 1D, miasma-
¢epes (5 wan 10-gHeBHBI Kypc), Ig B/B (2 I/KT)
BMeCTe C ITy/IbCAMI B/B METVJIIIPEIHU30/IOHA [6)].

MoppepxunBarwwan Tepanua

JlokanusoeanHoe / paxnHee cucmemHoe 3a-
bonesanue: merorpexcar iy azaruonpus (0,5-
2,5 MI/KT e;Ke[JHEBHO B TedeHue 1 roga u 6oee).
Tepanus BToporo psja — nepaynamug, MMO.

Tenepanusosannas gopma: azaruonput. Te-
pamnus BTOpPOro psja — purykcumab, nHQInK-
cumab, MM®, nepopanpubii O, Ierp -
ymenpminth I'KC o0 moppepsxuBarolieil 103bl
0,5 Mr/Kr/48 4yac MaM NOTHOCTHIO OTMEHMUTD,
eC/IM MallVIeHT CTabuIeH.

Kpumepuu msaxecmu 3a60nesanus npepn-
JI0)KeHBI EBPOIIEIICKOI IPYIIIION MCCIEJOBAHMA
BacKy/IUTOB: 1) /Iokanu3o6anHbiii: Topa)keHue
BEPXHMX/HIVDKHUX JIBIXaTeTbHBIX Iy Tell 6e3 BO-
BJIEUEHMS APYTUX OPTaHOB VIV KOHCTUTYINO-
HaJIbHbIe CUMIITOMBI. 2) Pannuil cucmemmuiii:
BAaCKY/INT, He HAPYIIAIOUI QYHKIMY >KU3HEH-
HO Ba)KHBIX OPTaHOB M/IU He YTPOXKAIOIINIT JKIU3-
HU NaiueHTa. 3) [eHepanu3o6antolii: IoYeqHas
VU [IpyTast, BMMSIOMmas Ha QYHKIVIOHMPOBaHNe
JKM3HEHHO Ba)KHBIX OpraHoB ¢opMa, KpeaTu-
HUH KpoBu <500 MKMonb/n. 4) Tasncenviii («aKc-
TPEHHO YTPOXKAIOIINIT )KM3HW»): TIOUeYHA s NN
Apyras opraHHas HeJJOCTaTOYHOCTb, KpeaTu-
HYH KpoBu >500 MKMOIb/. 5) Peppaxmepruiii
(ycTOMYMBEII): BACKY/IUT, He OTBEYAIOLIMII Ha
tepanuio 'KC nnn merorpexcarom [6].

Luxnogocamud. VIrpaeT K104eByI0 poib
B MHAYKIIUU U MOAJEePXaHUN PEMUCCUY TPK
CB. CymjecTByOT OITaceHNsI OTHOCUTENIBHO KY-
MY/IATUBHOI TOKCUYHOCTH, OCOOEHHO y HeTell,
9TO MOXET IIPUBOOUTDH K pa3BUTNIO TreMOppa-
ruveckoro nuctuta (43%), 6ecnmogus (57%),
OIIOPTYHNUCTUYIECKNX MH(EKILINIL, TIOBBIIICHIIO
pUCKa 37T0Ka4eCTBEHHBIX 00pa3OBaHUI U Jip.
VccnenoBaHyA MOCIeHUX JIeT HaIPaBIeHBI
Ha MMHVIMHA3aIINIO KYMYIATUBHBIX 103, a TaK-
Ke Ha OIIpefie/leHNe ONMHAKOBO 3 (PeKTUBHBIX
a/IbTepHaTUB. MeTaaHa/mu3 IOATBEPAIL, YTO B/B
nynbe-tepanus L@ npu CB cronp xe addex-
THUBHA, KaK U IepOpabHBII TPYeM U IPUBOAUT
K MEHblIIell KYMY/ISATUBHON K03€e C MEHbIINM
KOIM4eCTBOM T060YHBIX adpPekros (1) [6, 26].

Anmu TNF-a mepanus. Ilpegnonaraercs,
yto TNF-a urpaer ponp B akTMBaLNy HENTPO-
(GuIOB, YTO IPUBOAUT K 9KCIPECCUY MOJIEKYIT
snporenuanbHoit agre3un u AT AHIJA Ha mo-
BepXHOCTU KJeToK. B uccnenoBanum WGET ore-
HuBaaach apextTuBHOCTD O10KaTopa TNF-a
STaHepuenTa B MHAYKIWY U IOAiep>KaHNM pe-
muccun I'CII: 108 manueHToB paHAOMU3MPOBa-
HBI 17151 TOJTyYeHM st DTaHepIienTa VI I1ane6o
B IONO/IHEHNE K CcTaHfapTHOI Tepanuu (LD
n I'KC npu tsxenom mnu merorpexcar u I'KC
pu nokannsoBaHHOM CB). PasHniipl B miokasa-
Te/IAX MHOYKINY pEMUCCUN MEXTY I'pylIiaMmn
He HaOJII0[JalloCh, OHAKO Y TeX, KTO MOIydasl
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[I®, oTMeyanoch yBenudeHue CONUAHBIX OIY-
XOJIell, YTO CBUAETE/IbCTBYET O KyMY/IATUBHOM
pucke ManurHM3anuu. Yactora penuauBOB Ha
MOfIlep)XMUBaONIell Tepanum O6bI/1a OJMHAKO-
BOI [6, 27].

Hecmotps Ha To, uto 6mokaga TNF-a ¢ mo-
MOIIBIO DTaHepIIelTa He I0Ka3aIa IIPeUMYIIeCcTB
B uHAyKuy pemuicenit, AT mporus TNF-a VHp-
nmnKcuMab u Afanumymab BITJISIAAT MHOTOOOe-
maromie. B OTKpbITOM NPOCIIEKTVIBHOM VICCIIE[O-
BaHUM 16 B3pOCIBIX OTMeU€eHO, uT0 VIHbmmKcn-
Mab TO3BOMNJI JOCTUYb PEMICCUN B CPEJHEM
yepes 6,4 Hefleny Py VICIIONb30BAHNY BMeCTe
¢ H® u 3HaunTenpHo cHu3uth Ho3bl [KC. Pe-
3y/IbTaThl HasHaYeHMs AfanumyMaba Takxe
TOBOPAT O CKopelinieM yMeHbieHuu 103bl I'KC,
HeCMOTPsI Ha OVHAKOBOE BpeMs IOCTVKEHU
peMuccumn B CpaBHEHUN CO CTAaHIAPTHOI Tepa-
nueii (78,5% k 14 nepene) [6, 21, 27].

Muxogenonama mogpemun. B Hactosiiiee
BpeMsl J0Ka3aTeIbCTB 1[e71eCO00PasHOCTH YIC-
nonb3oBannusa MMO® B cxemax nugykuum AAB
Majio. PanoMusupoBaHHOe KOHTpOIUpyeMoe
uccnegosanyuie MM® u 11O gna uHpyKuum pe-
muccun «MYCYC» (140 manmeHTOB C BliepBble
IMOCTaB/IEHHBIM AuartHo3oM (mo 70 B KaXkmoit
TpYILIe), BK/TIOYAs JieTeil) C IepPBUYHBIM Pe3ylb-
TaTOM OTCYTCTBUA akTUBHOCTU CB B TeueHMe
6oree 4 Henenb, He CMOTIJIO MIPOLEMOHCTPUPO-
BaTh, 4T0o MMO He ycrymaer 11D [18,24].

ITnasmagpepes. YnaneHue [upKyInpyoOLmx
AT myrtem nnasmadepesa (I10) asnserca xpa-
TKOCPOYHOIT MePOIT, OOBIYHO ITPENIIPUHNMAEMOIT
B OTHOLIIEHVM TSDKE/IBIX 1 YCTOYUBBIX popM. TID
IOJKeH MCIONb30BaThcs B codetanum ¢ VIC.
VccnegoBanne MEPEX Bkmrogano 137 manmeH-
TOB C TSI’KEJIbIM II0Y€YHBIM BaCKYJIUTOM, PaH-
TOMU3MPOBAaHHBIX i1 nonydenns [1O nporus
ITy/IbCa METUJITIPEJHN30/I0HA. Pe3ynbpraTel mpo-
meMOHCTpupoBanyu 50% OTHOCUTEIBHOE CHIDKe-
Hue norpebrocTy B [13T yepes 12 mecsineB y Tex,
kro nonyuni I1d, 6e3 pasmuanii B yacrore I19.
ABTOpBI MeTa-aHaNN3a JeBATU UCCIeJOBAHNI
IPUILIIN K BBIBOAY, YTO «II0YeYHas BbDKIUBae-
MOCTb» C ucnonb3oBanueM I1® BrIrngguT 06-
HaJe>XXUBalolljell, OflHAKO JAHHBIX, IPeJIoa-
ralolUX yIy4lleHne «001ell BBKIBAEMOCTI»
HEe[JOCTATOYHO, MOJYePKUBasi HEOOXOXUMOCTD
6071ee MacIITaOHbBIX cCaenoBanmii [8, 19, 20, 24].

IloppepxuBaromada Tepanus. Viccienosa-
Hus nmonTBepaun, 4to [I® MokHO 6e301macHo
3aMEHUTD MOAEPXKMBAIINM a3aTUOIPUHOM
(A3A), nzberas 60IBUINX KYMY/IATUBHBIX /103
u cBasaHHoM ¢ IJ® TokcumunocTu. [Ipyrue Ba-
PUAHTHI NTOfiep>KaHNUs PEMICCUY TIPYU JIETKOM
CB 6e3 mopakeHns1 MOYeK BKIIOYAIOT METOTPE-
kcar un nedgnynamun. MM® moxer paccmarpu-
BaTbCA JI/IA NAljMeHTOB, y KOTOpbIX A3A I1JI0X0
[IEPEeHOCUTCS, XOTs1 OH MeHee 3 dexTnBeH [6].

Azamuonpun. C TOUKM 3peHNA MOTepKa-
HUS peMMUCCUY, PAaHJOMU3UPOBAHHOE JCCIefI0Ba-
une CYCAZAREM (LI® B cpaBrennu ¢ A3A npn
pemuccun AAB) He BBIsSIBUIO 3HAYMMBIX pas-
VYU B 4aCTOTe pelUAUBOB MEXJy IpyIIIa-

MU TTaLMEeHTOB Yepes 18 mecsues (15,5 mpoTus
13,7% B LI® 1 A3A rpynmnax, COOTBeTCTBEHHO).
[Mocnepyroiye peTpOCIeKTUBHbIE MCCTIEHOBAHNUS
¢ 60JIee IIMTENbHBIMY [IEPUOfIAMIY HAOTIONEH IS
[POJIEMOHCTPUPOBAJIN HECKOIBKO 60Jee Bbl-
COKYIO YaCTOTy PEIVAVBOB y MOTy4YaBmMx A3A
(42,3 mpotus 57,4%) uepes 5 met. Yame penyam-
BBI CITYYVJIUCD TIOCTIE TIPEKPAIeHST TePaInil 1 y
PR3-ANCA nosutuBHbIX B fieOroTe muri [6, 12, 21].
Muxogenonama mogemus. ViccnegopaHie
IMPROVE nposeno oneHKy cHbKaeT 11 MM®
PUCK pelyiuBa 1o cpaBHeHMIo ¢ A3A B nepuoj
peMuccun 1 1okasano xyaumit apdpextr MMD
B MOfiepXKaHuy 6e3pely/IMBHOI BEDKIBAEMO-
cru (55,3 mpotus 37,5%). Pasmuunit B konmde-
ctBe 119 He HabMI0IAIOCh, COOTBETCTBEHHO A3A
npexnouTuTenbiee MM® na nofgaep>kaHus pe-
Muccun. B xadecTBe a/JbTepHATUBBI U Y MALlEeH-
TOB C HETSKENbIM 3a060/eBaHMeM (C afleKBaTHOIM
(yHKIIMeIT TO9eK) METOTPEKCAT MOXKET OBITh C-
[I0/Ib30BAH [IsI Tofep>kanust pemuccun. Coob-
IjaeTcs, 4To yedryHamuny ahpeKkTIBHee MEeTOTpeK-
cara, HO BbI3bIBaeT Oobiiee unc-io 119 [6, 23, 28].

JleueHune pedpakTepHbiX popm

ITono6HO TsDXeIoMy 3a60JIeBaHNIO, IPOrpec-
cupyioliee pedpakTepHoe TedeHne AAB cBA3aHO
C BBICOKOJI CMEPTHOCTBIO, KOTOpasi 00yCIoB/IeHa
KaK caMUM 3a60JIeBaHMeM, TaK U BIVHUEM Jie-
4YeHUA. B 3TUX clydasax ciefyeT pacCMOTpeThb
JajibHelIe Ky pCbl MHAYKIMOHHOTO JICUeHMA:
B/B BBefeHne 11D, [KC, monokmoHanbubix AT
n I1®. buonornyeckne areHTs UTPAOT 3HAYN-
Te/IbHYIO POJIb Y 9TUX IallMEHTOB.

Pumyxcumab. IlosiBnsercs Bce 60blie [10-
Ka3aTe/nbCTB TOro, 4To putykcumab (P1h) nmeer
KpPaTKO- M CPeIHECPOYHYIO [T0/Ib3y KaK IIPU Ts-
JKeJloM, Tak 1 npu ycroitunsoM CB. Il mereit,
KOTOpBIE TOfIBEPraloTCsA 0COO0OMY PUCKY TOK-
cnyHocTu Kak oT LD, Tak n ot 'KC, PTb moxeT
paccMaTpuBaTbhCA B KayecTBe aJIbTePHATUBHO-
ro, He MeHee 3 PEeKTUBHOTO CPEICTBA I/Is KOHT-
ponst aktuBHOCTK 60e3HM. CumTaeTcs, 4To
npu AAB xporuyeckas akTupanya T-KIeTok
CIIOCOOCTBYET CO3PEBAHNIO Ay TOPEaKTUBHBIX
B-mumdonuros (B-1), uto, B cBOW0 ouepepp,
npuBoanT K Beipaborke AHITA [29]. Ptb - xu-
MepHOe MOHOKIOHanbHOe aHTN-CD20-AT, BbI-
3bIBalolllee VCTOLIeHMe B-y1, ObII 1CIIONMb30BaH
B IBYX MCCIeJOBAaHMAX Ha NIpeiMeT MHYKLINUN
pemuccun (RAVE u RITUXVAS). JanbHeitimas
€T0 OLleHKa JIJI IOAfep>KaHNA peMICCUN TIPO-
BefieHa B uccnegosanuy MAINRITSAN u omy-
6IMKOBaHAa C ONOXKNUTE/IBHBIMU Pe3y/IbTaTaMI.

MHOroLeHTpOBOe PaHAOMU3MPOBAHHOE
KOHTpoupyeMoe uccnefopanne RAVE npose-
neHo A oneHky Ptb u LI B focTibkeHny pemuc-
CHUU: «HOBBIE» VIV MAIMEHTHI C PeUVANBIPY-
oM tedenreM AAB (n = 197) pangomusn-
poBaHBbI A nonydenus nubo Prb (375 mr/m?
B/B B TedeHue 4 HefieNb), 1160 HepOparTbHOTO
I® (2 mr/kr/cyT). JInna c tsoxenort XBII 6b11n
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ucknouensl. [Tauuenter B rpynmne I®, gocrur-
1I1e peMUCCUN MeXY 3 1 6 MecsAIlaMi, MOIJIN
nepenitt Ha A3A 1151 IPOO/DKEHNS TepaTIn,
B TO BpeMs Kak rpymma Pth nonyyana miare6o.
IToxasano, yto P1b He ycrymaer II® B gocrtu-
JKEHNM peMUCCUM K 6 MecAlaM, a pY peru-
puBupyomeM TedeHun P1b B appexTuBHOCTI
npeBocxogut. Pasnnunii B orHomenun I19 e
HaOI0[an0Ch.

B nccnepoBanun RITUXVAS cpaBHuBan-
ca P1B (375 mr/m? B/B B TeueHne 4 Hefienb C B/B
LI® 2x15 MI/KT) C peXKMMOM «30/I0TOTO CTaH-
mapta» B/B LI® 6-10 o3 (15 MI/Kr) fns «HO-
BBIX» U JINI] C TOpakeHMeM Iouek. IlokasaHo,
4yT0 PTB cTONDB XKe adpdexTusen, kak u 1D nna
TOCTVDKEHM S BBICOKMX TTI0Ka3aTeslell peMuccun,
a yucio I19 cxopno (18% cMmepTHOCTD B 06€eMx
rpynmnax). HabmofeHne B Tedenne 2 yieT He BbI-
ABUIO pasnuuuit Mexay Ptb n xonrponem
B OTHOLIEHNY KOMOVHMPOBAHHOTO MCXOfia CMep-
TU VUIM peluauBa. XOoTs Y INUL C UCTOIeHMEM
B-11 pequpnBoB He 6bLIO, caM 110 cebe BO3BpaT
B-n1 He ABIANCA MapKepOM IPEeACTOSIIEro pe-
uupuBa. Y 30% c BosBpaToM B-11 mogTBepk/ieH
KIMHNYeCKUi peruaus. He 65110 pasnuanii
Mexpy nuiiamy, gocturmnmy AHITA-Heratus-
HoctH (88% B P1b nporus 73% B L1D).

ITocnenyrouie NMpoCHeKTUBHbIE JaHHbIE
RAVE nokasbIBaioT, 4TO HET pa3HUIIbI B TIOKa-
3aTeNAX peMuUcCcuu npu ucnonbsosanuu Prb
maryeHTaM o6enx TPYIII A/Isl IOBTOPHOTO Jie-
YeHUsI, YTO TOBOPUT O TOM, 4T0 3¢ ekt Pthb He
3aBUCUT OT M3HAYaJbHOIO CIIOCO0a JOCTUXKe-
H1A pemuccun. VI BHoBb, konndectso AHITA
u B-71 He BBICTYIIaJI0 IPEAMKTOPOM PelUINBa.

B oTHomeHUM nopfep>KkaHuUA pPeMUCCUN,
Ptb cpaBumBanca ¢ A3A B uccnegoBaHun
MAINRTISAN, kyzia Bouuiu nanyentsl ¢ AAB
I'H, pangomMusupoBaHHbIe TIOCTIE JOCTVIKEHNA
peMuccuu s HoaydeHust pUKCUPOBAHHBIX
no3 Ptb mo 500 mr B guu 0, 14 1 yepes 6, 12
u 18 Mecsi1ieB HoC/Ie epBoil MH(Y3MM I HasHa-
yeHus A3A B JJose 2 MI/KI/CyT B TedeHue 12, saTem
1,5 Mr/Kr/cyT crepyrommx 6 MecsAtleB. IlepBudHbIM
Pe3y/IbTaToM ObUT IPOLIEHT JIVILI, HePEHEeCIINX TsI-
JKeJIbIl peluauB B TedeHne 28 Mecanes. 115 na-
L[IEHTOB IIPOLUIN PAaHJOMMU3ALNIO, KaXK/asi IPYII-
I1a ¥IMeJIa CXOfIHbIe MCXOJ[Hble XapaKTepUCTUKIL.
B rpynne Ptb 6b1710 MeHblIle Cepbe3HBIX PeLy-
IUBOB, yeM ¢ A3A, a Tsokenble 119 aHamormaHbl
B oberx rpymmax (3, 6, 8, 12, 20, 25, 26].

B HacToOsAIee BpeMA KOHCEHCYC 9KCIIEPTOB
pEeKOMEHyeT UCIonb3oBaTh Ptb nna namyx-
UMY peMUCCUY Ipu pedpaKkTepHOIl 60Ie3HN
UM B C/Ty4asiX, KOTAA CYLIeCTBYIOT OIaceHN s
OTHOCUTETTBHO KYMY/IATUBHONM TOKcYHOCTH 11D
unu TKC, ocobenHo y gereit. PekomeHpannn
TaK>Xe BKJII0YAIOT IIOBTOPHOE JIedeHNe, KOTfia
peunuB BO3HUKAET IIOC/Ie PEMUCCUMN, TOCTUT-
uyroit P1b [6, 17].

YuureiBas ycnex Ptb mponomxkaeTcsa fanb-
Helimast paboTa 110 BBISIBIEHNIO abTePHATUB-
HBIX METOJOB JIeUeHM s /1A UCTOLIeHNU ITy/a
B-n. HoBoe moHoKmoHanbHOe aHTU-CD20 AT

oKpenusymMab ObII0 OIPOOOBAHO IIPY PeBMATO-
UIHOM apTpUTe C pe3y/IbTaTaMI XOpOILeli Ilepe-
HOCMMOCTH, OBICTPOro ucTomenns B-n ¢ kiau-
HUYECKMM yIy4dllleHeM ¥ aHajnorndyubimu 119
10 CPaBHEHNIO CO CTAH/JAPTHBIM JIedeHueM [6].

Buympueennuiti ummyroenobynun B Kade-
CTBe aJIbIOBAHTHOII Tepanuu (0611as fo3a 2 r/Kr)
IajI XOpOILINIL, HO KPaTKOBpeMEeHHBIIT 9 deKT
(B cpaBHeHUM C MONyYaBIIMMU I1ane6o), pas-
YU MEXY TPYTIIIaMu Yepe3 3 MecsAlja He IIpo-
CIIeXUBANIOCH [3,6].

Tpancnmanranus nouku (Tx). Hecmotps
Ha y/Iy4llleHle paclio3sHaBaHMA 1 jedeHns AAB,
nporpeccupoBaHue fo TepMuHanbuoln XbII
HPOI/ICXOI_[I/IT y 3HAUYMUTE/NbHOM 4acTu IIangmMeH-
TOB. B To BpeMs Kak IefmaTpuyieckas 1uTepa-
Typa OTpaHNYeHa, Y B3pocnbix ¢ AAB saperu-
CTPUPOBAHBI KaK [TOYETHBIE, TAK VI BHETIOUETHBIE
peuuausel. YacToTa peqUIUBOB Y B3POCIBIX
nocne Tx mouku cocrasuser 17,3% (u3 127 ma-
L[IEHTOB), TIPY 9TOM He OTMEYEHO Pa3mNYunit
Mex gy Tpems tuntamu AAB. CpefHee BpeMs OT
Iepecajikyl O penyayuBa coctasyio 31 mecsn,.
[TponomKNUTeNbHOCTD BpeMeH! Ha ANan3e, TOf-
tunn AHITA, AHITA-tosuTUBHOCTD B MOMEHT TX,
TUI aJUIOTPAaHCIJIAHTAaTa (TPYIHBIN VTN SKU-
BoIt foHOP) 1 pexxum VIC He okasanu SBHOTO
BAMAHMA HAa 9aCTOTY peluauBoB. Perpocmnex-
TUBHOE MCCIefoBaHme 85 malueHToB CO00IaeT
0 HU3KOJ 4acTOTe PeUVANBOB y MONYy4YaBUINX
npenHU3010H, MM® u Takponumyc nociue Tx,
3HAYMMOJI, B CPAaBHEHUM C HaXO[ALIMMUCA Ha
Iuanyuse, BO3MOXKHO, 1o npuunHe VIC. ITogey-
Hast QyHKUMs mocme TX TakXe COMOCTaBUMA
C KOHTPOJIbHOJ I'PYIIOI, C aHAIOTMYHBIMI IIO-
KasaTe/IsIMU BBDKMBAEMOCTY HalMeHTOB U rpad-
TOB, HabmogaeMbiMu cycts 1, 5 u 10 yet. He-
CMOTPs Ha IIOCTOSHHBIN PUCK pelyuanBa, 1X mod-
K1 peKoMeHpyercs nanuentam ¢ XIIH, nesasu-
cumo ot craryca AHITA [6, 30].

IIpornos. 3Haummasi 4acThb HAIIUX CBe-
IOEeHUI O HONTOCPOYHBIX IEPCHEKTHBAX JeTel
¢ AAB ocHoBaHa Ha JaHHBIX B3pocnbIx. Ha ce-
TOZIHAIHUII JleHb B CeMU CEepUAX CIydaeB OIU-
CaHo B 001Iell CTTOXXHOCTHU 86 meguaTpudecKux
manueHToB ¢ AAB ¢ meprogamu HabmOIEHNS
oT 4 mecanes fo 11 ner. Ilo cpaBHeHMIO CO
B3POC/IBIMY, 3260/1€BA€MOCTh XPOHUIECKIMI
VIV CBSI3AHHBIMMU C JIedeH1eM 3a00/1eBaHUAMU
y metelt HypKe (22 mpotms 45%), OHAKO JlaH-
Hble Ma/JIOYMCIEeHHbBI. B nccnemoBanmnm gereit,
Hab/IIome e 32 KOTOPBIMU TIPOOTIKIIOCH TIO-
cie coBepiennonetus (ot 11 o 30 ret, mepgmana
18,5 51eT), OMMCAHO BOCEMbB Y€TOBEK C PEeLV/IN-
BUPYIOIIUM T€UY€HUEM U JIeTaTbHBIM MCXO/IOM
Y OJJHOTO B CBA3M C PeCHMPATOPHBIMU OC/IOX-
nenusamu ['CII. Yro xacaercs 3a60neBaeMOCTH,
CBsI3aHHOVI C JIedeHmeM, y 50% oTMmedeHo becrio-
AVie, CeMb MAIMEHTOB CTPajanyt MHPEKUNMIAMIY,
Y OJIHOTO pa3BM/IaCh 3/I0KaYeCTBEHHAs OIYXOJIb,
y [IBYX CKeJIeTHBIe OCTIOKHEHMA, BTOPUYHBIE
K nedennto I'KC. Y monoBuHbl Habm0maeMbIxX
PasBUINCDH OCTIO>KHEHMA CO CTOPOHBI YIIel, Hoca
U TOpJIa, BK/IIOYas ImoTepio cnyxa (n = 4), nedop-
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Manuio meperopopku Hoca (n = 2) mau BIII
(n = 1). Bce, xpome opHoro, nonyyanu LI®, naTs
4YeJI0BeK HYXK/JAIUCh B IOBTOPHBIX Kypcax.
Buonoruyeckme areHTbl OBIIN UCIIOTb30BAHbI
y Tpex ¢ 60/ee BBICOKOI YaCTOTON PELV/BOB
nHbeKMiT Tpu BBeJeHnn MHPIUKCUMaba. AB-
TOPBI MOJYEPKUBAIOT HEOOXOMUMOCTD paspa-
60tku addextnupuoit VIC cxeMbl Ipy MUHUMU-
3a11uu MoO0YHbIX 3P PEeKTOB B CBS3MU C TEM, UTO
[eTV TOABEP)KEHBI IOTEHIIMAIBHO OOJIbIIEMY
PUCKY [JOITOCPOYHOIT 3a60/1eBa€MOCTH 10 IIPU-
YI{HEe BO3PACTa 11 KYMY/IATUBHOTO BO3/IEIICTBIUS
U, CJIefJOBATE/IbHO, MOT'YT U3BJIeYb HANOOMBIIYIO
TIO/Ib3Y M3 JAbHEMIINX MCCIeJOBAHMIL B 3TOM
ob6nacru [6, 10].

3aknrouenne. CB sBisiercs: pegkum 3a60-
JIeBaHMEM Y JieTell, HO CBA3aHHBIM CO 3HAYU-
TeIbHOI 3260/1eBaeMOCTBIO0 I CMEPTHOCTHIO.
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