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OnpepeneHue

IgA Backynut LllennenHa — NeHoxa (BLUIN), oTHOoCcKTCA K
NnepBUYHbIM CUCTEMHbIM Backynutam, nNo onpeneneHuto
CHCC (Chapel Hill Consensus Conference) n gaBnsietcsd
«BACKYJINTOM C MOpaeHMeM MESIKMX COCydoB (Kanumnndapos,
BEHYNn WUNuU apTepuos) npemmyLlecTtBeHHO IgA MMMYHHbIMU
genosantamnu. B TUNMYHbIX cnydadx B NaTonornvyeckum
NPOLIECC BOBIIEKAKOTCA KOXa, KULUEYHWUK, TroMepynapHbIn
annapar 1 cycTaBbl»

MKB 10 [-69.0



B 1837 roay u3BecCcTHbI HeMeukun Bpad LeHnamnH (Hem. J.
L. Schonlein) onucan «aHadgwunakTtuyeckyro nypnypy». B
1874 r. ero coote4vectBeHHMK E. N. Henoch onybnukoBan
paboTy 0 TOM e 3aboneBaHuu.

Has3BaHue «remopparn4yeckmu BACKyINUT»,
ncnonbayouieeca Tonbko B Poccun, BeBegeHo B 1959 .
BblaatoLwmmcs pesmartosiorom B. A. HacoHoBow.

3a pybexomMm [O0 HaCTOSALWEro BPEMEHM TrocnoacTeyer
TepMuH «nypnypa WeHnanHa-I eHoxay.



'B - oanH n3 Haunbonee pacnpoCTPaHEHHbLIX CUCTEMHbIX
BACKyJINTOB; MOXET BO3HMKATb B t0OOM BO3pacTe, HO yalle y
neten pgo 16 netr. C BospactoM 4vacrtota passutua [B
NOCTENEHHO CHUXXaETCH.

My>XYMHbI 1 XEHLMHbI BONeT oanHaKoBo YacTo. HacTtoTa
ero pasBuTus Takke He 3aBUCUT OT PacoBON U STHNYECKOU
NpUHaAneXxHoCcTn, B TO XXe BpeMA OTMeYeHa OOCTOBEPHAas CBA3b
3aboneBaHus ¢ XornoaHbIM BpPeEMEHEM roaa, npu 3Tom B
NONOBUHE CIyYyaeB y AeTen pas3smuTmio OonesHn npegllecTesyer
OPBMW.



JTnonormsa

JTUonorusi 3aboneBaHus Hen3BecCTHa.
K Hanbonee YyacTbIM npeapacrnonaratmLmm
dakTopam OTHOCAT OakTepuarnbHble W BUPYCHbIE
MHAQOEKLNN.

Kpome O9TOro B KadecTBe Tpurrepa MOryT
BbICTYNaTb  ankorosfb, nepeoxnaxaeHue, YKYChbl
HacCceKoMbIX, MNuUleBble MPOAYKThbl, NEeKapCTBEHHbIE
npenapatbl. B TO Xe BpemMa BO MHOMMX cnydasx
pasutnio B He npeOwecTtBylOT  Kakue-nmobo
npeunnUTMpyome akTopsbl.



NMaroreHes

[B paccmaTtpuBaeTca Kak BocnanuTesisHoe WMMYHOKOMMJIEKCHOE
3aboneBaHne C OTNOXEHWEM B COCYOMCTOW CTEHKE OENO3nToB IgA m
akTueauum  komnsiemeHta. B MHOroymcrnieHHblIX  UccnenoBaHUAX
NPOAEMOHCTPUPOBAHLI  ybeauTeribHble  OJaHHble O  HapyLleHWUu
meTabonmama IgA.

Hannuve B MMMYHHBIX KOMMNeKcax nonmMMepHoro IgA, aenosunuus ero B
NoyeyHble CTPYKTYPbl, KOXY, TOHKUA KULLEYHUK W [Jpyrne opraHbi
CBUAETENBLCTBYET O CUCTEMHOWN Npupoae 3abonesaHus.

ObuwHocTte natoreHesa H npu B c IgA-HedponaTmen npuBena K
NOSIBIIEHMIO TMNOTE3bl O TOM, YTO OHM NPEACTaBNAT COO0N CUCTEMHBIN U
nokarnbHbIN (NOYEYHbIN) BapwaHTbl OOHOMO M TOro e 3aborieBaHud



KnuHuueckaa KkapTtuHa

[B MOXeT uMMeTb OCTpoe Ha4ario U CconpoBOXAaTbCAH
Hecneundgunyeckou CUMNTOMATUKOWU — crnabocCTblo,
HegOMOraHmeM, JmMxopagkon, oOfHako B  OOMNbLUMHCTBE
cryydaeB 00sie3Hb BO3HMKAET MCNOABOSIb U CYLLECTBEHHO HE
HapyllaeT obulee cocTosiHue OonbHbIX. Takon  BapuaHT
Hayana 0ones3Hn Habngaetca nNpu N30NMPOBAHHOM
nopa*keHNn KOXN.

KonnyecTtBo opraHHbIX nposasrieHnn B Bapbupyet ot 1-2
00 KOMOMHaumm Bcex 4 KracCudeckmx NpU3HaKoB, KOTOpPbIe
MOryT pasBMBaATbCA B nwbon nocnenoBaTtesisHOCTU B
TEYEeHNe HeCKONMbKMUX OHen wunu Hedenb. B HeKoTOpbIX
cliydyasax, Kpome YNOMSAHYTbIX NPOABNEHNN, MOXET BO3HUKATb
rnopa)eHue gpyrux opraHos.



AuarHocTuuecKkme Kpurepmm

CyLlecTBYIOT MNpPU3HaHHbLIE MeEXOyHapoAHbIM COOOLLECTBOM
PeBMaTOSI0roB KrnaccudpunkaumnoHHbIe Kputepuu
remMopparM4yeckoro BacKynuTta, KOTOpble Ha NPOTAXEHUU MHOIMUX
net (¢ 1990 r.) ycrnewHo Ucnonb3yTcd B ANarHOCTUKE.

X yeTbipe, KaXxaoMy gaeTcs YeTkoe onpenerieHue.

Manbnupyemaa  nypnypa. Crnerka  BO3BbllLalOLWNECH
remopparmyeckme KoXXHble WU3MEHEHUs, He CBA3aHHble C
TPOMOOLUTONEHMEN.

Bo3pact Havana 3aboneBaHua meHee 20 net. Bospact
Hayana bones3Hn meHee 20 ner.



AuarHocruueckKkue Kpurepmm

Mwemua kunweyHuka. [HOudpdysHble 0Oonu B
XNBOTE, YyCUNMMBalOLLMECHA MOCne npuema nuLw.
UNnN NLIEMUSA KULLEYHUKA (MOXET ObiTb KULLIEYHOE
KPpOBOTEYEHME).

Hannuue B 6montarax cocynoB rpaHynouuToOB.
[McTonornyeckue N3MEHEHUS, BbigBNAOLWME
rPaHyMNoLUNTbl B CTEHKE apTEePUON U BEHYI.



Mopa>xeHue nouyek

[TopaxeHne no4yek , B OTNinYMe OT ApPYrnx BuUcLepanbHbIX
NPOSIBIIEHNN, MOXET MnpuodbpeTaTb XPOHUYECKOE TEYEHUE WU
onpenendeT nporHo3 6onesHun B Lienom. Yactota BoBnevYeHus
novyek Bapbupyet oT 30 oo /0% B 3aBUCUMMOCTU OT BO3pacTa
BOMbHbIX.

Y B3pocCrbIX NopaXXeHne novek obHapyXmBarT 0oriee Yem
B 2 pa3a valle, YeM y OeTeun.

TsaxecTb MoYyeyHoW nMaToniornMn, Kak npaBuro, He
KOppenupyeT C BbIPaXXEHHOCTbID  KOXHbIX  MPOABEHUN
Dones3Hn:. TAXKenoe nopaxeHne MNoYEK MOXET pasBUTLCHA Y
OONbHBIX C  €OWMHUYHbIM  3MNU30O0M  remMopparnvyeckmx
BbICbINAHUM N B TO XXE€ BPEMSA MOXEeT OTCYTCTBOBaTb Mpu
HenpepbIBHO peunaonBupyroLLeM 9P03MNBHO-A3BEHHOM
NopaXXeHnn KOXM.



NMopa>xeHue nouyek

[TopaxeHune no4ek npu B npeacrtasfieHo
rMoMepyrioHeMpPUTOM, OCHOBHOM CUMNTOM KOTOpOro
MUKporeMmaTypus, Kak npaBuno, coYeTaeTcd C MUHUMalbHOW
NN yMepeHHON NPOTENHYPUEN.

Bo3amoxHbl 1 0Oonee Tskenble BapuaHTbl MNOYEYHOro
nopaxeHnd, B TOM 4ucne HemPPOTUYECKUN CUHOPOM,
beicTponporpeccupyrowmm Hedoput n ONI.

Y 20% 60sfibHbIX OTMEYaeTcd CUHOPOM apTepuanbHOU
rMNepTeH3nu.

Passutne XINH B nucxoge rnomepyrioHedputa oTMe4vaeTcd
y 12-30% OOSIbHbIX.



NMopaxeHue nouyek

HabniogaloT OTYETNIMBYIO  CBSAA3b  MEXAY CTENEHbl  TSXKEeCTU
KITMHNYECKNX NposBIEeHNN rmomepynoHedpurta n XapakTepom
MCTONOINMYECKUX U3MEHEHUIN B KNyBo4vKax, oOHapyXmBaembIX npu dnoncmm
MOYKM.

B KnNuMHM4YecKkoW MpakTukKe MPUMEHAOTCA pasfnyHbie Krnaccudpumkauumu,
oTpaXkarLine xapakrep MopdoSIorM4eCKMX U3MEHEHMN B KIyDouYKax.

1 cTeneHb - MUHUManbHbIE UBMEHEHNSA B Kny6oq|<ax

2 CcTerneHb - K3onNupoBaHHas dokanbHaa wnu  audpdpysHas
Me3aHrnanbHaga nponudepauus.

3 cTteneHb — QokanbHaa wnn gudddysHaa  MesaHrmanbHas
nponmdepaumss B COYETaHUM C  MNOMYNYHUAMM WU CErMeHTapHbIMU
nopaXxeHnsimm (CKknepos, Tpomoo3, HEKPO3 MeHee YeM B 50% Knybo4KoB)



Mopa>xeHue nouek

4 cTeneHb — TO Xe 4YTO U Npu 3 CTeneHu, HO NONYJyHUS
n/MNn CcerMeHTapHble U3MeHeHUa mmerT mecto B 50-75%
rmomepyn.

S CTeneHb- TO Xe YTOo U nMpu 3 CTeneHun, HO NONyryHUs
n/Mnn cermeHTapHble N3MEHEHUSA MMEIOT MecTO B bonee-75%
rmomepyin.

6 CTEeNEHb — nceBooMe3aHrmokanunnapHbIn
MIOMepYrioHepPUT, TO €CTb MopdonorMdeckas KapTuHa
HaNnOMMHaET TaKoBYHO npwu nepBUYHOM

Me3aHrMoKanunnsipHOM rromepynoHedpuTe.



PaKTopbl pUucKa nporpeccupoBaHus
reHoOxXoBckoro Hedppura.

B neblote 3aboneBaHnsA BKNOYalKoT:

KnnHnyeckue

Co4yeTaHmne HedPPOTUYECKOIO U OCTPOHEPPUTUYECKOTO
CUHOPOMOB

* HedppoTnyecknm cuHOpoOm

* [lpoTenHypusa donee 1 r/cyt

e CHmKeHne CKO nnu nosbllLieHNE YPOBHA KpeaTUHUHA B
KPOBM B TeyeHune 3aboneBaHus.

« ApTepuanbHasi rmnepTeH3ns U B Te4eHme 3aboieBaHus

Mopaposiocuyeckue:
Hanu4yne nonynyHumn d6onee yem B 50% noyeyHbIX KIyOO4YKOB



JleyueHue

B OonbwuHcTBe cnydaeB B (6e3 Hanuuma Taxenbix
nopaxxeHum noyek 7 Xenygo4yHo-KULLEeYHOoro TpakTa)
XapakTepuayeTcs bnaronpusaTHbLIM Te4YeHNEM "
CaMOonNpoOu3BOSbHbLIM BbI3AOPOBIIEHNEM.

Llenb neyeHusn

YBenunyeHune NPOoAOITKUTESIbHOCTU N Ka4eCTBa XXNU3HU

[locTxxeHne pemuccum

CHMxeHune pucka oboCTpeHnn

[MpegoTBpaLleHNne HEOOPATUMOro NOBPEXAEHUS XKUSHEHHO
BaXXHbIX OPraHoB..



JleyeHue

HasHavyeHne HIIBIl onpaBgaHo nuwb  npwu
BblpaXX€HHOM CyCTaBHOM cuHOpome 7
HeadpPEKTUBHOCTU ApPYrux NekapCcTBeHHbIX cpeacTs. B
OCTalnbHbIX Crny4Yasx OT WX Ha3Ha4vyeHus cnegyet
BO34epXKaTbCs BCneacTeue HebnaronpusaTHOro
OENCTBUA Ha CIIM3UCTY0 O0ODO0MNOYKY NPOKCUMASIbHbIX
OTOENOB  KULWUEYHMKA U YCUNEHUA  KULLEYHOW
MPOHMNLIAEMOCTMW.



JleueHMe

'K adpdekTmBHbI Y NnogaBnarowero Ymucna 0onbHbIX, 0CODEHHO
B BbICOKMX [03aX, O4HAKO NX OSINTENbHOE NPpUMEHEHNE Y BONbHbIX
[B 6e3 BoBnNe4yeHMa B NATOMNOrMYECKUN MPOLECC BHYTPEHHUX
OpraHoB HexXernaTesibHO, MOCKOSMbKY BbIPaXXEHHOCTb MODOYHbIX
9o eKTOB B TAaKOW CUTYyaLMN MOXKET NPEBOCXOAUTb TAXECTb CaMOU
bornesHm.

OgHo3HavyHo cuuTaetcd, 4to [K Tepanma HecnocobHa
NpeBEeHTUPOBATL pPa3BUTUE MOpaXeHue nodek mnu peuungmebl B,
NPOABNAOLWMNECS KOXHbIM N abgoMnHanbHbIM CUHAPOMaMMN.,

[MopaxxeHne XKT conpoBoxgaemMoe WHTEHCUBHbIM 6OoneBbIM
CUHOPOMOM,- abCoNTHOE MnoKasaHue K HasHadyeHuto K.

K BBOOAT B/B KanenbHO C MNOCMeaylLluM nepexogomMm Ha
NpuemM BHYTPb, NOCTENEHHO CHWXas 403y A0 NOSIHOU OTMEHGI.



JNleueHMe

Ha3HayeHne [K He npoTmBonokasaHo Mpu XenyaoyHo-
KMLLEYHOM KPOBOTEYEHUU (B TOM Criydae, ecnm oHo 00yCnoBreHO
BAaCKylIMTOM, a He WHbIMUA TMPUYNHAM) WU CIYXUT OOHUM W3
NoKasaHUM K X Ha3Ha4YEHWUIO.

[TlpoTnBONokasaHnem K HasHadeHuto K npu abgomMmmHanbHOM
CUHOPOME MOXET ObITb nepdopaunss CTEHKN KULLKW, KOTOpas B
HacTosdllee BpemMs KpauvHe pPeako  OCMNOXHSAET  TeyeHue
3aboneBaHus.



JleyueHue

Hanbornblimne npobnembl MeANKAMEHTO3HOro neveHus B
CBsI3aHbl C BbIOOPOM CpPEACTB JIeYEHUSI MOPAXKEHUSA MOYEK.
[lpn  mn3onupoBaHHOW  MUKporemaTtypum, MWUHUMAIbLHOWU
npotenHypun (o 0.5 r/cyT) n coxpaHHOM YHKLUUWN MOYEK,
(nepBon U BTOPON MOPAONOrnyeckne cteneHn reHOXOBCKOrro
HedpuTa) Kak npaBuIo, akTUBHOIO NevyeHunst He TpebyeTcs.

[lpeBanupyeTt TOYKa 3peHuns 00 OTCYTCTBUM
NONIOXXUTENBLHOIo adppeKkTa CaMOCTOATENbLHOU
[MIOKOKOPTUKOUOQHOW Tepanuu, NpUMeHAeMon MnepopanbHO
UNn B BUAE NysnibC Tepanunm nNpu reHOXOBCKOM HedpuTe.



JleueHMe

[Tpn ymepeHHon npotenHypum (0.5 — 1.0 r/cyr)
NoKa3aHbl npenaparthl, obnagatowine
He(PONPOTEKTOPHLIM  3PPEKTOM - UHIMOUTOPLI
AlN®, captaHbl (B CBA3M C UX CNOCOOHOCTbLIO
YMEHbLIATb BHYTPUKITYOOUKOBYIO T[UNEPTEH3UD WU
BbIpa@XX€HHOCTb  MNPOTEUHYPUU), CTaTUHbI — NpwU
HapyLleHX NMNnMAHOro oobmeHa.



JleueHMe

[Mpwn HannMumm  TAXenbIX  rNOMepPYNAPHbIX
nopaxeHum (3-5 MoOpPMOMOrM4eckne CTeneHn),
HEPPUTUYECKOTO NN HEPPOTUYECKOTO CUHAPOMOB B
CBSI3n C HebnaronpusiTHbIM MPOrHO30M  MOKa3aHOo
npoBegeHne arpeccuBHOU NHOYKLUMOHHOW
MMMYHOCYMNPECCUBHOU  Tepanuu, BKMNoYaroLLen
komonHaumm K c TIUTO c nocnegywouwen (npu
OOCTMXEHUN briaronpusiTHOro adpdoekTa)
noagepxmBatoLLen Tepanueu, BKIHOYatoLLEen
asatumonpuH wunnu  ModuTMna MUKOOUHOMAT B
KOoMOMHaUUU ¢ MUHUMaNbHbIMK ao3amu K.



JNleueHMe

Koppekuna HapyleHUn remocTtasa, paHee cyuTaBLUaAACH
nepBooYvyepenHon 3agadvYen B JIEYEHUUM Tremopparnyeckoro
BacKynuta, B HacCTosllee BpemMs paccmaTpuBaeTcs Nulb B
KayecTBe BCMoOMOraTenbHOro Metoga tepanuu.



NMporHos

HecmoTpsa Ha TO, YTO Ha MPOTSHKEHUN NEPBOro roga
bonesHn Te4YeHne TreHOXOBCKOro rrnomepynoHedpuTta
npeactaenseTcd gobpokadyecTBeHHbIM, OTAaneHHbIN
NPOrHo3 oka3biBaeTcsl MeHee 6naronpUATHbLIM.

Puck nporpeccupoBaHuda ['H ¢ pa3Butnem noveyHowu
HeJOoCTaTOYHOCTWU, Y AeTen coctaBnsdeT oT 5% ao 15%,
Yy B3pOChbIX OH MOXeT gocTturaTtb 50% (B cpeaHem 30%)



