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Coenacro nocnedweti mex0yHapoOHOT KOHPepeHUUU N0 HOMeHKAmYpe, OUazHOCMUKe U Jle4eHUI0 8ACKYIUMO8
8 Yanenv Xunne 6 2012 200y, nypnypa Ilenneiin-Ienoxa nonyuuno nHosoe nassanue IgA-sacxynum. B npodonicerue
0030pa 3mMozo 3a6071e6aHUT PACCMAMPUBAIOMCS COBPEMEHHBLE NOOX00bL K €20 80€HUI0, UCX00bl U NPOZHO3.
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IGA-VASCULITIS: THE OLD ACQUAINTANCE. The report 2

According to a recent international conference on nomenclature, diagnosis and treatment of vasculitis in Chapel
Hill in 2012, Henoch-Schénlein was renamed IgA-vasculitis. In the continuation of the review of the disease are
considered modern approaches to its management, outcomes and prognosis.
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BeToﬁ YyacT¥ Halwero CcoobLLUEHUs PACcCMOTPUM
HEKOTOPble BOMPOCHbI AevyeHUs IgA-BaCcKyAMUTOB.
Y nopaBasitoLLero 60AbWIMHCTBA NauueHToB ¢ IgAB oT-
MeyaeTCs CMOHTAHHOE BbI3AOPOBAEHME, NO3TOMY OHM
MOrYT NoAyYaTb AeYeHne B amMbyAaTOpHbIX YCAOBUSIX. Ta-
KOe AeUeHUe ABASIETCS] MOAAEPXKMBAIOLLMM, TPEBYHOLLUM
ONpPEeAENEHHbIX AUETUYECKMX OFPAHUYEHWI, MOAAEPXKAHNS
HOPMaAbHOIO YPOBHSA rMApaTaumm opraHuama, CHUXEHUS
OUBNYECKUX HArpy3oK M OBAEryeHuss CUMMNTOMOB 6OAM.
Mpy NOCTEABHOM PEXMME YMEHbLLAOTCH OTEKM HUXKHUX
KOHEUYHOCTEN, ArOAWLL U B 0BAACTU MOAOBbBIX OPraHoB.

Kak npaBuAO, AN OBAETrYEHUsI CYyCTaBHOMO CUHAPO-
Ma MCMOAb3YHOTCS aueTaMUHOGEH, HECTEPOUAHbBIE MPO-
TMBOBOCMAAUTEAbHbIE Npenapatbl, NPU BbIPaXeHHbIX
60ASIX — FTAOKOKOPTUKOCTEPOUAHBIE NPenaparThbl.

lMoka3aHWSIMKW AASt TOCMIUTAAU3ALMK ABAAIOTCA:

® HeBO3MOXHOCTb MOAAEPXKMBATb aAEKBATHYIO TMA-
paTtaumio Npu npueme XMAKOCTU BHYTPb

® CUAbHble BOAM B XMBOTE

® YKeAyAOUHO-KULLIEYHOE KPOBOTEYEHUE

® /I3MeHEeHNE NCUXMUYECKOTO COCTOSAHMSA

® TAXEeAbld CyCTaBHOW CMHAPOM C BblpaXXeHHbIM
ABMraTeAbHbIM OrpaHUYeHUeM U/UAU HEBO3MOXHOCTbIO
€caMo06CAyKMBaAHUSA

e [loyeyHass HEAOCTATOYHOCTb (MOBbLIWEHHbIN ypPO-
BEHb KpeaTWHWHa KPOBMW), apTepuanbHas rMnepTeH3us
W/VAN HEPPOTUUECKUI CUHAPOM.

K coxaneHuto, Ha CEropHsILHWI AEHb AOKa3aTeAb-
Hasi 6a3a Bbibopa TepaneBTUYECKOM cTpaTernn npu IgAB
otcyTcTBYyeT. B Poccuiickon ®epepaunm B 2012 roay ony-
O6AMKOBaHbI aAanTMPOBAHHbLIE PEKOMEHAALIMM 3KCMep-
ToB EULAR N0 BEAEHUIO CUCTEMHbLIX BAaCKyAUTOB, B TOM
ynucAe C MopaxeHuem COCYAOB MaAoro kaambpa. Huxe
NPUBOAATCS OCHOBHbIE MPUHLUMMNbI BEAEHWUA TakMxX na-
LMeHTOB, BKAKOYaa IgAB.

UTak, OCHOBHas LieAb GapmakoTepanmm CUCTEMHbIX
BACKyAUTOB HamnpaBAeHa Ha NOAABAEHME MMMYyHOMNaTo-
AOTMUECKUX PEeaKLMM, AeXallMX B OCHOBE 3aboneBaHusl.
MaToreHeTMYECKYHO Tepanuio NOAPaA3AEASIOT Ha TPU 3Tana:

- UHAYKLMSI PEMUCCUMK;

- NOAAEPXaHUE PEMUCCUN;

- AeYEHUE PELMANBOB.

MaToreHeTMYecKomn Tepanmm conyTCTBYOT MEpPOnpu-
ATUSA, HanpaBAEHHblE Ha CHUXEHWE PUCKa KOMOPOUA-
HbIX 3ab60AEBaHUI U AeUEHUE OCAOXHEHUN.

06wwme pekoMeHAALUK

1. BepeHve nauMeHToB C CUCTEMHBIMU BacKyAUTaMM
NpPeACTaBAAET AOCTATOYHO CAOXHYHO 3apauy U Tpebyert yet-
KOrO B3aMMOAENCTBUA MEXAY BpavamMu pasAMuHbIX crie-
LManbHOCTEN KaK Ha aTane AMarHOCTUKK, Tak U AeUYEHUS.

NeyeHne AONKHO NMPOBOANUTLCSH BpavyaMmn-peBMaToOAO-
ramu, B CAydaax ¢ AOMUHUPYOLWKMM TAXEAbIM NOPaXXeHU-
eM noyek - HedpoAoraMu AU PEBMATOAOraMU B COTPYA-
HUYECTBE CO CMeuMannCTaMn OTAEAEHUA reMOAMaAnN3a.
Pa3BuTMe abAOMUHAABHOIO CUMHAPOMa TpebyeT yyacTus
XMPYProB B CBA3W C PUCKOM TaKMX OCAOXKHEHWI, Kak raH-
rpeHa u nepdopaums KuledHnka. Mpu HeobXoANMOCTH
NPVBAEKAOT APYrMX CMELMaAUCTOB (OTOAGPUHIOAOTOB,
0hTaAbMOAOIOB, KapAMOAOTrOB, FaCTPO3HTEPOAOrOB, He-
BPOMNATOAOroB, NCUXOAOTOB U Ap.). A\edyeHne OCHOBbIBaeT-
CA Ha TeCHOM B3aVIMOAel7ICTBVIVI Bpayva U nauneHTa.

2. CaepyeT pekoMeHAOBaTh nauueHTam usberatb
dOUINYECKMX U MCUXOIMOLMOHAABHBIX MEPErpy30K, ne-
PEOXAAXAEHUSA, CTPEMUTLCA K MOAAEPXKAHUIO HOPMaAb-
HOW Macchl TeAa, NpeaocTeperatb MX OT CaMOCTOATEAb-
HOro NpUéma AeKapcTB, B TOM YUCAE CPEACTB HETPAAU-
LMOHHOW MEANUMHBI.

3. YuntbiBaa MeXAyHapOAHbIM OMblIT U B COOTBET-
ctBuKM ¢ Bepcuen EULAR (mapt 2009 r) [7, 8], onupa-
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IOLLENCS HA COBPEMEHHYH KAACCUUKALLMIO CUCTEMHbBIX
BaCKyAMTOB [8, 9], BblAEAEHbl PEKOMEHAALMM AAA Na-
LMEHTOB C NPEUMYLLECTBEHHBIM MOPaXeHWeM COCYAOB
MEAKOIO U CPEAHENO KaaMbpa 1 pekoMeHAaLMK AAA Na-
LUMEHTOB C BaCKyAUTaMK KPYMHbIX cocyAOB. C no3uumn
AeUYebHON cTpaTernm HO30AOTMYECKHME GOPMbl, 06beAu-
HeHHble B rpynny AHLIA-accouMMpoBaHHbIX CUCTEMHbIX
BACKyAUTOB, LIEAECO0OPa3HO paccMmaTprBaTh Kak eAMHOE
COCTOsIHWE [7], @ NneveHne ANGOEepeHLMpPOBaTb, Npexae
BCEro, B 3aBMCUMOCTM OT TSXECTM 3abOAEBaAHMS, C YUETOM
PUCKOB Pa3BWUTUSA AErOYHOr0 KPOBOTEUEHMS, NMPOrpeccu-
PYIOLLEN NMOYEYHON HEAOCTATOYHOCTH, TSHXKEAOrO NMopaxe-
HWA opraHa 3perus, LIHC. BbiaensitoT pedpakTepHblit Ba-
PUAHT TEYEHUSA CUCTEMHbBIX BaCKYAUTOB, MPU KOTOPOM OT-
CyTCTBYeT 06paTHOEe pPa3BUTUE KAUHWUECKUX MPOABAEHUI
3ab0oAeBaHNA UAM OTMeYaeTcsl YBEAMUEHNE KAMHUUYECKOWM
AKTMBHOCTW, HECMOTPS Ha NPOBOAMMYIO B TeueHue 6 He-
AEAb CTAHAAPTHYIO MATOrEHETUYECKYIO Tepanuio.

4. Bce nauMeHTbl C BNepBble BbISBAEHHBIMW MPU-
3HakaMW CUCTEMHOIO BaCKyAuUTa MOAAEXAT rocrnuTanu-
3auMn B CneurasM3MpoBaHHOE OTAEAEHWE PEBMATOAO-
FMYECKOrO NPOPUASA, MPU THKEAOM MOPAXKEHUU MOYEK —
B HEPPOAOrMUECKOE OTAEAEHUE UAM MHOTOMPODUAbHBIN
CTauMoHap, XeAaTeAbHO, pacrnoAararoi BO3MOXHO-
CTAMU AAA NPOBeAeHUs remoanannsa (IA), B TOM Yncae
B 9KCTPEHHOM MOPSAAKE.

HeobxoaMMOCTb MPOBEAEHUA nporpamMmmHoro A
He MellaeT akTMBHOW natoreHeTMyeckon tepanuu. bo-
A€€ TOro, Mpu YCnewHOM AeYEHUN BNOCAEACTBUMU MOXET
ncuesHyTb NoTpebHOCTb B TA.

5. CneumanbHbIMM MOKa3aHUAMU K rOCUTaAn3aLLmm
NauueHToB, CTPaAAOLWMX CUCTEMHbBIMU BaCKyAUTAMM,
CAEAYET cunTaTh:

- OMAaCHOCTb Pa3BMUTUS AETOYHOIO KPOBOTEUYEHMS;

- ObICTPO NPOrpeccupytollee yXyalleHne OyHK-
LMY MOYeEK;

- npoteunHypusa >3 r/cyT, bopmMmMpoBaHne HeGpoTU-
YECKOro 1 OCTPOHEDPUTUYECKOTO CUHAPOMOB;

- peunarBHpytoLLIME aBAOMUHAATUK;

- NOpaxeHue opraHa 3peHus;

- npu3Haku nopaxenusa LHC.

6. CTaHAapTHasA MHAYKLMOHHAA CXeMa A€UYEHUS CU-
CTEMHOIO BaCKyAUTa MEAKUX U CPEAHUX COCYAOB BKAKO-
YaeT Ha3HauYeHWe BbICOKMX A03 UmMknodochammnaa (LLD)
1 ratokokopTrkonaoB (MK) [10]. MocaepyroLLee NOAAEPXKU-
BaloLLEe AeYEHMNE OCYLLECTBASETCH HU3KUMK Ao3amu TK,
Kak npaBuAO, B COYETaHUK ¢ adatmonpuHom (A3) [11], uto
NO3BOASIET CHU3UTb PUCK peumamBa A0 17%. CoraacHo
pes3yAbTaTaM AAWTEAbHbIX HAaOAKOAEHWI, NPU UCMOAL3O-
BaHWW CTAHAAPTHOM NaToreHeTUYeckon Tepanum 5-net-
HAa BbxnBaemoctb AHLLA-CB cocTtaBasieT 65% [12].
B 10 Xe Bpems, AAMTEABHOE KOMOWHMPOBAHHOE Aeyve-
Hue LD n TK conpsxeHo ¢ pas3BUTUEM NOOOUHBIX 3¢-
GEeKToB 1, B NepByto o4yepepb, MHPEKLUMOHHBIX OCAOX-
HEHUI: TOAbKO 3a NEepBbIM oA CTAaHAAPTHOM Tepanuu
cepbesHble MobOoYHble sIBAEHMA pa3BuBatotca y 25%
nauneHtos AHLIA-CB [13].

O630pbI 1 TEKIUN Y

PekomeHAaUUU NO AeUeHUIO NauueHToB ¢ IgAB

1. TockoAbKY AOKasaTeAbHasi 6a3a Bblbopa Tepa-
neBTUYECKOW cTpaTeruun npu IgAB oTCyTCTBYET AO HACTO-
ALLEro BPEMEHU, AEYEHNE CTPOUTCA Ha MPUHUMNAX UH-
AVBMAYAABHOTO NMOAXOAA C NPUMEHEHWEM KOMMNAEKCHbIX
METOAOB (3TMOTPOMHAas, naToreHeTMyeckas, cMMnToma-
TMYecKas Tepanus U AeYEHNE OCAOXKHEHNI).

2. ABUrateAbHbli PEXUM AOAXEH ObiTb OrpaHWyeH
NPV BblPaXXeHHbIX NPOSIBAEHUSIX KOXHOW Mypnypbl, Npu
abAOMUHAABHOM M CYCTaBHOM CWHApoMax. Caeayet
MCKAIOYATb U3 AUETbI 0BAUIraTHbIE aAAEPTreHbl U MPOAYK-
Tbl, HA KOTOpble B aHaMHe3e ObIA OTMEUYEHbI aAAEPTH-
yeckune peakumu, ulberatb BaKUMHALMK, NMPOBEAEHUS
npob ¢ 6akTepuanbHbIMWU aHTUreHamu. lNokasaHa ca-
HaLMA XPOHUUYECKUX 0UYaroB MHOEKLIMM (HOCOTAOTKA, NO-
AOCTb pTa, XEAUYHbIE NMYTHU, XEAYAOK U KULLIEYHUK) [24].

3. Y naumMeHToB C NPEeuMyLLECTBEHHBIM MOpaxe-
HUEM KOXM 3ODEKTUBHO NPUMEHEHME CyAbdacanrasuHa
(500-1000 mr 2 pasa B CyTKM), KOAXMUMHA (1-2 mr/cyT-
K1) [14]. Kak npaBuno, adpekTnBHbl MK [15], oAHAKO mX
AAMTEABHOE MPUMEHEHME MPWU OTCYTCTBUW BOBAEUYEHUS
BHYTPEHHWX OPraHOB HEXEAATEAbHO B CBSI3W C KOHKYPU-
PYIOLLIEN TAXECTbIO NOHOUHbIX 3ddeKTOB K.

4. Mpu nopaxeHun XKT ¢ MHTEHCUBHbIM 6one-
BbIM CUHAPOMOM, XEAYAOUHO-KULLEUYHBIM KPOBOTEYEHWEM,
00yCAOBAEHHbIM BaACKYAUTOM, NMOKa3aHO BHYTPMBEHHOE Ka-
neAbHOe BBeAeHME npeaHn3oAoHa (M3) 300-500 mr/cyTkn
Ne 3 ¢ mochepytolMM HasHaveHveM 13 BHyTpb B A03€
0,5 MI/KI/CyTKK B TeueHre 2-3 HepeAb U BbICTPbIM CHUXE-
HMEM AO03blI (MO 5 M KaXAble 3 CyTOK) AO MOAHOM OTMEHbI.

5. Mpu TAXEAOM NOpaxXeHWU NoYeK onpaBAaHO MPU-
MeHeHUe BbICOKUX A03 K [16-18], umMTtocTtatnkos (LI,
A3, uMKAaocnopuHa, modeTnaa MnukopeHonata) [19-21]
W/MAM CceaHCoB nAasmMadepesda [69], BHYTPMBEHHOIO
HOPMaAbHOI0 YEAOBEUYECKOT0 UMMYHOTAOBYAMHa [23]:

- M3 BHYTpPb 1 MI/Kr B CyTKM B TeueHue 4-6 He-
AEAb C MOCAEAYHOLMM CHUXEHWEeM AO03bl no 2,5 mr/
HeA AO MOAHOW OTMEHb! UAU BHYTPUBEHHbIE MYAbCOBbIE
BBEAEHUA METUANPEAHU30AOHa (MIT) 15 Mr/Kr/cyTKu
exepHeBHO Ne 3 noBTOpPHO Kaxable 3-4 Hepean (Bce-
ro 6-20 KypcoB);

- LU® BHyTpuBEHHO 15 MI/Kr 1 pa3 B 3-4 Hepeun,
Ne 6-20;

- nana3madepes, 10-14 ceaHcos;

— BHYTPWBEHHbIN HOPMAAbHbI YEAOBEYECKMIA UMMYHO-
rnobyanH 400-1000 mr/Kr B TeueHre 1-5 cyTok ¢ NoBTop-
HbIMW Kypcamu 1 pa3 B MecsiL, Ha NPOTAXEHUN 6 MeCALEB;

- umetotcss coobuleHns 06 adPEKTUBHOCTU MNPHU
TAXEAOM MOPaXeHUn noyek kombuHaumm TK n A3, TK
n LL® ¢ aHTHarperaHtamu (AMNMPUAAMOA) U/UAN @HTUKO-
aryasHTamu (renapuH, Bapdapun);

- MpPW TAOMEPYAOHEDPUTE C YMEPEHHOW NPOTEUHY-
puen (0,5-1 r/cyTkn) 060CHOBAHO Ha3HauyeHWe AeKap-
CTBEHHbIX CPEACTB, BAMSAIOLIMX HA HEMMMYHHbIE Mexa-
HM3MbI NMPOrPECCUPOBAHMA NopaxeHns nodek: AMD nan
a@HTaroHMCTOB PELLENTOPOB aHrMoTeH3UHa |l, cTaTMHOB.
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NeueHnem Bbibopa y MaUMEHTOB C TEPMUHAAbHOWM
ctapnen XIMNH aBasgeTtca TpaHcnAaHTauusa nouku. Moxet
pa3Butbcsa IgA-HedbponatMa TpaHCnAaHTata C OTAOXe-
HWeM IgA B Me3aHrMm nepecaxeHHon noYkmM, 0CO6EeHHO
y NauMeHToB, MMEBLLUWX arpeccuBHOE TeueHue 3abone-
BaHuA. [26]. TpaHCNAQHTALMIO MOYKN HE CAEAYET BbIMOA-
HSATb paHee 12 mecAueB ¢ MOMeEHTa nocAepHero 06o-
cTpenusn IgAB [27].

MporHos

Y aeTel, cTpapatowmx IgAB, 6AMXaNMLLIMIA U OTAa-
AEHHbIM MPOrHO3, Kak npaBuAO, BaaronpusiTHbIK. Mpu
OTCYTCTBUU 3HAYUTEABHOIO MOPaXeEHUS MOYEK MEPBUY-
HbIM 3nn304A IgAB 06bIYHO NPOXOAMT B TEUEHME MecsLa.
B AByX TPETAX CAyUYaeB NMOBTOPHbIX 0OOCTPEHMI HE OTME-
yaetca [1, 2]. Y octaAbHOM TPETU NALMEHTOB BCTPEYUAOT-
cs obocTpeHust 3aboneBaHUs, NO KpanHen mepe, OAUH
pa3 B TeyeHue yeTtbipex mecsaues [1, 3, 4]. Kaxaoe no-
cAaepytollee 060CTPeEHWE UMEET CXOAHbIE KAMHUUYECKWE
NPOSABAEHWS, HO, Kak MPaBUAO, MEHEe BbIPaXXEHHble
n/MAM 6onee KOpPOTKME. PeLMAMBBLI yalle OTMedatoTcst
y NauMeHToB ¢ HEGPUTOM, C MPU3HAKaMK OCTPOro BOC-
naneHus (Hanpumep, nosbiweHHaa COJ), a Takxe y AuL,
KOTOPbIE MOAYYAAU AEYEHME TAOKOKOPTMKOMAAMU [3].
T.e. naumeHTbl, ¢ 6oAee TAXEAbIM TeueHnem IgAB nmetot
NOBbILLEHHbIV PUCK PELIMAMBA.

XpoHuueckoe TeueHue IgAB uvalle Habaopaetcs y
B3POCAbIX NALMEHTOB W CBSI3AHO C MaToOAOTMEN noyek [5].
TAXeCTb MOPaXeHUs MOYEK KOPPEAUPYET C THAXKECTbHO
HauyaAbHbIX MOYEYHbIX NMPOSBAEHUH WU TUCTOAOTMUYECKMX
M3MEHEHWI, BbIABAEHHbIX MPU NMPOBEAEHMU Hedpoburon-
CUMK. XyXe MPOrHo3 Mpu HaAMYMK MOYEYHOW NATOAOTUM,
€CAU MMEETCA NPOTEMHYPUA HEPPOTUUECKOrO YPOBHS,
MOBbILLIEHHbIE KOHLIEHTPALMMU KpeaTWHWHA CbIBOPOTKMU,
apTepuanbHasn rmMnepTeHsns U ONpPeAeneHHble TMCTOAOMU-
YeCKne M3MEHEHUS B MOYEYHON TKaHW (TAOMepPYAOHEDPUT
C NOAYAYHUSIMU, TYOYAOUHTEPCTULMANBHBIN GUOPO3).

AuHamuueckoe HabAlopeHUe

MopaxeHue nouek y petert B 90% cayvyaeB passBu-
BaeTcsA B NepBble ABa Mecsla OT Hayana 3aboAeBaHUS
n B 97% - B nepBble NoAropa [6]. COOTBETCTBEHHO, BCE
naumeHTbl ¢ IgAB AOAXHbBI cAaBaThb OOLLIMIA aHAAU3 MOUM
N KOHTPOAMPOBaATb A/ KaXAYH0 HEAEAID UAM pa3 B ABE
HeAeAM B TeUyeHue NepBbiX ABYX MecsiLeB OOAE3HMW.
Mpy yAyYLIEHUN KAMHUKO-AABOPATOPHbIX NMoKasaTenel
KOHTPOAMPOBATb @aHaAM3bl MOYM U YypoBeHb AL crepyeT
€XeMeCHIUHO B TeyeHue ropa. AAA BbISBAEHUS NauWeH-
TOB, Y KOTOPbIX NATOAOIMSA MOYEK MOXET Pa3BUTbCA MO-
3Xe, 9TW NnokasaTteAn (aHaAn3bl Moun U AQ\) KOHTPOAMPY-
toT aMbyAaTopHO Bpay-neanaTp UAM Tepanesr.

Y At060ro naumeHta co CTOMKUMW WM3MEHEHUSIMU
B @HaAM3ax MOYM 1 NoBbieHWeM AL HEOBXOAMMO UCCAe-
AOBaTb YPOBEHb CbIBOPOTOYHOIO KpeaTHUHA U PacCUmTbI-
BaTb NoKa3aTeAb CKOPOCTU KAYOOUKOBOM GUALTPALIMMN.

HabAtopeHWe M BeAEHME AULL C MOCTOSIHHOW MpoTe-
WHYpUEHN, apTepuanbHOM TMNEPTEH3UEN WMAM MOUYEYHOM
HEAOCTaTOUYHOCTbIO NPOBOAAT COBMECTHO TEpaneBT (ne-
AMATP), PEBMATOAOT U HEDPOAOT.

XeHuwmHbl ¢ Haamumem IgAB B aHaMHe3e BO BpeMms
6epeMEHHOCTU AOAXHbI HAXOAUTLCS MOA NPUCTaAbHbIM
MEAWULMHCKUM HabAIOAEHWEM, AaXe Mpu OTCYTCTBUM
npu3HaKkoB 3aboAeBaHUA MNOYEK B MOMEHT NMOCTAHOBKM
AMarHosa, NOCKOAbKY OHM HaXOAATCSA B rpynne noBbl-
LWEHHOTO pUCKa passutua Al n npotenHypum [25].
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