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OTnnuma nepBUYHBLIX U BTOPUYHbIX UMMYHOOEehULUTOB

Kputepuu

[eHeTu4ecku
YCTaHOBIIEHHbIN AedeKT

NHayumpyoLwnm cdaktop

PaHHee nposBneHue

OnnopTyHUCTUYECKUE
NHpeKLMn

JleyeHune

nua

HET

BbipaxeHo
[TepBUYHO pa3BuBatoOTCAH

3amMecTuTenbHas Tepanus,
NPOTUBOMUKPODOHas
Tepanus TpaHcnnaHTauus
KM, reHoTepanus

BUO

HET

[locne aencreuns
MHAyUupyoLlero dpakropa
[locne aencreuns
UHAYUMpYLoLLero dgakropa
YcTpaHeHue
NHAYUMpYoLLero dakropa,
3amMecTuTenbHasa Tepanus,

NPOTUBOMUKPOOHaS
Tepanus



[TpnobpeTeHHbIE (BTOPUYHBLIE) UMMYHOOEMPULNTBI, MOSABNSAIOTCA B
NpoLEecce XNU3HM YenoBeka rno pasHbiM npmndnHam. OHM BO3HUKAIOT Kak
pe3ynbraTtbl BO3OENCTBUA MHOXECTBA noBpexaatowmx dakTopoB Ha
OpraHu3m, KOTOPbLIN NPU POXAEHUN UMEST 300POBYH0 UMMYHHYIO
cucTtemy. ATUMU NoBpeEXJaroLLMMN pakTopamMm MOryT ABMATLCS:

HebnaronpuaTHas 3Kosorma (3arpsisHeHne Bodbl, BO3ayxa U T. 4.);

HapyLUeHUsa NuTaHusa (HepauuoHarnbHble ANETbI, Bbi3blBatoLLue
HapyLleHns obMeHa BeLLEecTB, roriogaHue);

XpPOHUYECKME 3aboneBaHuns;
ONUTENbHbLIN CTPECC;

He NOMNHOCTLIO U3NIEYEHHbIE OCTPble DaKkTepuaribHbIE U BUPYCHLIE
NHdOeKUNU;

3abosieBaHUA rnevyeHn n no4vek (opraHos, obecneymBatoLnx
OETOKCUKaLUo opraHnama);

paguauus;

HEMNnpaBUJ1IbHO I'IOD,O6paHHbIe NneKapCcTtBeHHble CpeacTBa.



HepauuoHankHoe
nuTaHue

AHTUOMOTUKM

JKohaKTopbI OPB

Crpecc
XpoHuyeckue
MnoBUTaMuHO3 coOMarnyeckue
3aboneBaHusn
OCprle Muwesan MUCTHLIE U
KMLWeYHble anneprus napasurapHbie

WHbeKuun UHBAa3UK



* Hay4HO-TEXHWYECKUI NPOorpecc NpmBen Hawy UmMBUImM3aumio K
NCNOSb30BaHUIO OFPOMHOI0 KOSIMYECTBA UCKYCCTBEHHbIX
(CMHTETUYEeCKMX) 0oDaBOK B NMUTaHMK, JleKkapcTBax, cpeacTBax
MrnMeHsl N T. A.

* Ecnn atn cbakTopbl ANUTENBHO BO3OEUCTBYIOT HA OpraHnu3m, To B
KPOBU N NnuMdre HakannmBatloTcs S00BUTbIE NPOAYKThI N MPOAYKTbI
obmMeHa BelleCcTB B TaKOW KOHLUEHTPaUMK, YTO pa3BMBatoOTCS
XpOHn4eckne 3abonesaHus. B pesynbrare 3TOro HEKOTOpblie BUAbI
bakTepuin, KoTopble BbINN NornoLweHsbl Makpodaramu
(pbarountamu), He nNornbatoT, a HaYMHAKT aKTUBHO Pa3MHOXAaTbCH,
4YTO NPUBOAUT K rmbenn daroumta. B HopmManbHbIX YCITOBUSAX
OOMKHbI normbatbe MUKPOOpPraHnU3mbil.

 [pobnema BTOPUYHbLIX UMMYHOAE(ULNTOB ABNAETCA OYEeHb
aKTyaribHOM Ana coBpemMeHHOCTU. OHM MOryT cepbe3Ho
U3MEHATb U YTAXEeNATb 00ne3Hn, BNIUATbL Ha X Ucxoa m
3 PEeKTUBHOCTDb JfieYeHuUs.



* CyLlEecTBYIOT BPEMEHHbIE HAPYLUEHUA UMMYHUTETA, TaK
Ha3biBaeMble (hyHKLUMOHarbHbIe HapyweHns. OHM XOpOoLLO
noaaatoTcsa Koppekummn (Yalle Bcero y aeten). BpemeHHoe
CHW)KEHME aKTUBHOCTU MMMYHHbIX NOKa3aTenem MOXET ObITb U Y
3aopoBbIx Nnogen. OBbIYHO 3TO CBA3aHO C CE30HHbLIMU ABIEHUAMMU
(CHUXXEHMEM COSTHEYHOU aKTUBHOCTU, BriaXXHOW NOroaon), 4to
NpPMBOAUT K ANMMOAEMUYECKMM BCrbILLKAM MPOCTYAHbIX
3aboneBaHun, rpunna. lNpn cBoeBpeMEHHOM BbISIBIIEHUU
doYHKUMOHAaNbHbIE UBMEHEHNS UMMYHUTETA NETKO
BOCCTaHaBIMBaOTCH 4O HOPMbI.

* Ecnu BTOpMYHbIE UMMYHOOEMULUMTLI HApPYyLLAKT NMPoLecchl
CaMOOYULLIEHUA OpraHmM3ma, ToO CO BpPEMEHEM 3TOT AmncbanaHc
MOXET NPMUBECTN K ayTOMMMYHHbIM 3a0051eBaHUAAM, OHKONOInM,
CIliy. Bce atn BuAbl BTOPUYHbLIX UMMYHOA4EDULUTHBIX
COCTOSIHUW ABNSIOTCH JOCTaTOYHO CEPbE3HbIMU 3aboneBaHUAMM,
NMEIOT TAXKerble KIMMHNYECKME NPOSBNEHNS N 3a4acCTYHO
HebnaronpusaTHbIE MPOrHO3 N NCXon.






AyTOMMMYHHblE 3aborieBaHuA

« OTun 3aboneBaHnsa MOryT BO3HUKHYTb MpU BO34ENCTBUN
HebnaronpuATHbLIX aKkTOPOB OKPYXKatoLen cpeabl.

* B ocHoBe natoreHe3a ayTOMMMYHHOW NaTosiorMm NeXnUT HapyLleHne
pabotel T-nd (cynpeccopos/LNTOTOKCUKOB). B pesynstate MMMYHHagd
cCUcTeMa HaYMHAET NMPOSIBNSATb arpeccuto NpoTMB COOCTBEHHbIX
(300pOBbIX) KITETOK CBOEIO Xe opraHmama. Npouncxoant
«camMonoBpexaeHue» TKaHen N opraHoB.
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AyTOMMMYHHblEe 3aboneBaHNa UMeKOT Hacsie4CTBEHHYIO
npegpacnonoxeHHocTb. K 3Tum 60ne3HsaAsM OTHOCATCS:

peBMaTonaHbLIN apTPuUT,

CUCTEMHAaA KpacHasd BOMYaHKa,

Y3€ErnKOBbIN MepnapTpuT,

ckrnepogepmug,

CUCTEMHbIE BaCKynnThlI,

OepMaToMMO3NT, PEBMATU3M,

aHKuUnosupyrwmn cnoHannoapTput (bornesHb bextepea),

HeKoTopble 3abosieBaHNA HEPBHOM CUCTEMBI (Hanpumep,
paccesiHHbIN CKIIepo3) U T. 4.



MexaHu3M pa3sBUTUA ayTOMMMYHHbIX 3a6oneBaHuiA

e Obpa3oBaHWe ayTOAHTUTEN NPOTUB eCTECTBEHHbIX, MePBUYHbBIX AHTUIE€HOB —
aHTUreHOB MMMYHONOrNYecKu 3abapbepHbiX TKaHEeW.

* ObpasoBaHue ayToOaHTUTEN NPOTUB NPUOBPETEeHHbIX, BTOPUYHbLIX aHTUTEHOB,
obpasyoumnxca noa BAMAHUEM NOBPEXAAIOLLEro BO34eUCTBUA HA OPraHbl U
TKaHW NaToreHHbIX GaKkToOpoB HEMHPEKLMOHHOM U MHEKLMOHHOW NPUPOAbI.

» Obpa3oBaHWe ayTOAHTUTEN NPOTUB NePEKPEeCTHO-Pearnpyowmux nam
reTeporeHHbIX aHTUreHOB.

* AYTOMMMYHHbI€ NOpaXeHUa MOryT BO3HUKHYTb B pe3y/bTaTe CpbiBa
MMMYHONOrMY€CKOWN TONEPAHTHOCTU K COBCTBEHHBIM HEM3MEHEeHHbIM TKaHAM.

L.al MyShared




Bce ayToMMMmyHHbIE 3aboneBaHna pasBUBAKOTCA MO MPUHLMUNY
Nopo4Horo Kpyra. CxemMaTn4HO 3TOT KPYr MOXHO NpeaCcTaBuUTb
criegyrowmm obpasom.

Korga yvykepogHble areHThl (baktepun, BUPYCbl, TPUOKN)
BHEOPAIOTCA B KNETKY, — pas3BMBaETCA BocnanuterbHaa peakuns,
NMerLLasd CBOEN LIENbIO U30NMpoBaThb BpeAHbIN areHT. [1pn aTom
cobcTBEHHAadA TkaHb N3MeHAETCH, OTMUPAET U camMa CTaHOBUTCS NS
opraHu3mMa 4Yy>xepogHou.

Torga Ha4dnHaeTca BolpaboTka AT Ha COOCTBEHHYO M3MEHEHHYIO
TKaHb, B pesyrnbraTte Yero — BHOBb pa3BMBaeTCA BocnarieHue.

Korga aTo BocnarneHue OoCTUraeT ctagmm Hekposa, —
HEeKpoTunyeckas TKaHb ToXXe ctaHoBUTCcS Al, Ha KOTOpbIM ONATh
BblpabartbiBatoTca AT, — oNATb BO3HUKAET BOCMarieHu1e.

AT 1 BocnaneHue paspyLuarT 3Ty TKaHb. Y Tak nponcxogur
beckoHeYHO — obpasyeTcs 6Ofe3HEHHbIN N pa3pyLLUUTENbHbIN

Kpyr.



* [lepBn4yHOro areHTa (baktepun, Bupyca, rpudka) yxe Her, a
bonesHb NpoaosKaeT paspyLiate OpraHnU3Mm.

« [pynna ayToMMMYyHHbIX 3aboneBaHnn OOBOSIbHO DonbLIas,
N U3ydeHne MexaHn3mMoB PasBUTUSI ATUX DonesHen MMeeT
OrPOMHOE 3Ha4YeHne Ans BbIpabOTKM TAKTUKN NX NIEYEHUSA U
npodunakTukn, Tak Kak 60nbLUIMHCTBO U3 3TUX
3aboneBaHum NpuBoAAT 60MNbHbIX K MHBANMUMOHOCTH.

* OCODOEHHO 3HAYUTESNBbHYIO OO0 cpean ayTOUMMYHHbIX
bonesHen 3aHMMaloT KorareHo3bl, BaCKyInThbl,
peEBMATUYECKME MOPaXXEHNSA CYCTaBOB, cepaua, HepBHOM
CUCTEMBI.



PeBmaTonaHbIN apTPUT

« OTO CUCTEeMHOe 3aborneBaHne COeAUHUTESIbHON TKaHU, KOTOpoe
NPOABNAETCA rMaBHbIM 00pa3oM NpPorpeccupyroLLiMM BocnaneHmem
CyCTaBOB.

e [IpuUYUnHbI OONe3Hn Marion3BecTHbl. Hanbonee BEpOATHON cUMTaETCS
MMMYHoreHeTmndeckasi Teopmsa. OHa npegnonaraeT HannMyYmue reHeTUYECKn
obycnoeneHHoro gedekra IC. MexaHnam pa3Butusa 00nesHn CBs3aH C
ayTOMMMYHHbIMW HapyLLeHUAMU. [ NaBHble HapyLEHNS KacaloTcA T. H.
peBMmaTonaHbIX (hakTopoB, KoTopble sABnArTcsa AT K Ig.

¢ VIMMyHOKOMMMEKCHbIE NPOLECChl NPMBOOAT K pa3BUTUIO CUHOBUNTA, a B
pagde criyyaeB — K reHeparnu3oBaHHOMY BackynuTy. B cnHoBmanbHOU
0bono4vke obpasyerca u paspacTaeTcs rpaHynsaumMoHHasa TKaHb, KOTopagd
CO BpEMEHEM pa3pyLUaeT XpAaLl, U gpyrme otaernbl KOCTeN NOABIIEHUEM
apo3un (y3yp). PasBuBatotca cknepoTnyeckne naMeHeHus, BO3HMUKaeT
dnbpo3HbIN, a 3aTEM N KOCTHbLIN aHKMUNO3 (CycTaB AedopMMpyeTca U
CTaHOBUTCA TYronoaBWXHbIM). [MaTonornyeckne n3ameHeHus NPoOnNcxoaaT
B CYyXOXUNUAX, CEPO3HbIX CyMKaxX U Karicysie cyctasa.



 OpgHo |/|3 Ha|/|6onee paCI'IpOCTpaHeHHbIX ayTOI/IMMyHHbIX
3aboneBaHn - peBMaToOUAHbIN apTPuT.



* KnuHu4ecku 3aboneBaHne NposiBNSETCS CTOMKMM BOCManeHnem
cycTtaBa (apTpuTtom). Ho Hanbonee 4acTto BCTpevyaeTcs NOoriuapTpuT,
nopaxaroLwmn NPeNMyLLECTBEHHO MENKUe cycTaBbl (MACTHO-
doanaHroBble, MexdyanaHroBble 1 NIIlOCHEdanaHrosble).

* KmetoTcsa BCce npusHakm BocnaneHuns (6osb, oTek CycTaBoB, MECTHOE
noBbileHNe Temrniepatypsbl). [NocTteneHHO, MeANEHHO, HO HEYKITOHHO
NpPOrpeccupyeT apTpuT C BOBIIe4EHMEM BCE HOBbLIX CyCTaBOB B
naTosIorMyeckmn npoLecc.

e PasBepHyTas ctagusa 6orne3Hn xapakrepusyeTca 4edopMmpyowmm
apTputoM. OCOBEHHO TUMNYHbI
nedopmauunmn NACTHO-panaHroBbIX y
(crnbaTtenbHble KOHTPaKTYpHI, o ‘/ .
NoABbIBUXWN) U NPOKCMMAaIbHbIX A\ F oA
(OTOaneHHbIX) MexdanaHrosbIx | / ¥
CyCTaBoB. ATU U3MEHEHMS |
dbopMUpYIOT T.H. peBMaTONIHYO
KNCTb U peBMaTouaHY CTony.

\Bce o
(O, U ceA3Kax ﬁ



[1pn peBMaTOMOgHOM apTpUTE peako, HO HabngarTca m
BHeCyCTaBHble NPOABIIeHNUA. DTO MNOOKOXHbLIE Y3erkuy, Yalle
pacrnosnaratoLmnecsa B 0bnactu fioKTEBbIX CYyCTaBOB, CEPO3UThI
(BOCnasneHusa B nNneBpe 1 nepukapae), numdoageHonaTmu,
nepudepuyeckas HemponaTus.

BbipaXX€HHOCTb BHECYCTaBHbLIX MPOSIBNEHUN, KaK MpaBunsio,
HebonbLllad. OBbbI4MHO OHM He BbIXOAAT Ha NEPBbLIN NaH B 0bLien
KapTuHe 6onesHwu.

Y 10-15% 6o0rbHbIX pasBuBaeTCs NnopakeHne rnoyYek B Buae
amMmumnoungosa c NocTeneHHo HapacTaroLlen NPoTeNHYpUeEN,
HedPPOTUYECKUM CUHOPOMOM, YTO 3aKaH4YMBAETCH NOYEYHOU
HEeOOoCTaTOYHOCTbIO.

JTabopaTopHble noka3artenu HecneundpuydHbl. Y 70—80% OonbHbIX B
CbIBOPOTKE KPOBW BbISIBISETCS peBMaTonaHbIU dpakTop (peakums
Baanep-Poys3e) — cepono3utueHas doopma peBmMaTomgHoro apTpura.
C camoro Ha4yana 3aboneBaHnst oTme4vatoTcsi nosbileHne COJI,
(PnbpuHoreHa, a,-rnodynnHoOB, nosiBneHne C-peakTMBHOrO 6en|<a B
CbIBOPOTKE Kpoam CHWXEHNE YpoBHS remorrnobuHa. Bece atu
nokasarenn 0bbI4MHO COOTBETCTBYIOT aKTUBHOCTM DOMNE3HM.



CUCTEMHbIE BACKYIJTINTDI

e 370 rpynna 3aboneBaHui, Npu KOTOPbIX MPOUCXOANUT CUCTEMHOE
nopakeHne cocydoB C BOcnanuTerbHOU peakunen cocyancTou
CTEHKMN.

« Pasnunyalot nepBuUYHblE N BTOPUYHbIE CUCTEMHbIE BAcKynuTbl. [pwu
nepBUYHbLIX CUCTEMHOE NopaXXeHne CoCyaoB ABNSETCH
CaMOCTOATESNIbHbIM 3aboneBaHMEM, BTOPUYHbLIE Pa3BMBAOTCA Ha
dooHe kakoro-nmbo MHAPEKUNOHHO-anNEPrnyeckoro Unn gpyroro
3abonesaHnsa. BTopuiHble CUCTEMHbIe BACKYUTbI MPU Taknx
3abonesaHuax, kak peematonaHbin aptput, CKB, cknepogepmus,
npunobpeTaloT BaXXHENULLIEE 3HAYEHUE B KITMHUNYECKON KAPTUHE 3TUX
bornesHen. K nepBUYHbIM CUCTEMHbLIM BaCKyriuTamMm OTHOCATCS
remopparm4yeckmm BacKymnuT, rMraHTOKIIETOYHbLIN BUCOYHbIN
apTepuunT, rpanynemaros BereHepa, obonmtepupyrowmn
TpoMOaHrunT, cnHagpombl I'yanacyepa, MowkoBu4da, Takascy.




[emopparnyecknum BacKynuT (KanunmnsapoTOKCUKOS3,
bonesHb LLleHnenHa-l'eHoxa)

* 3OTO CUCTEMHOE MopaXxeHne KanunnapoB, apTepPUOn, BEHYI.
[Mpouecc naet rmaBHbIM 0Opa3oM B KOXKE, CycTaBax, OptoLLHON
NonocTn, noykax. 3abonesaHne o0ObLIYHO BO3HUKAET Y OETEN U
NOOPOCTKOB, pexe — Yy B3pocrbiXx 0boero nona.

« PasBuBaetcs nocne nepeHeceHHom HeKUUN (CTPENTOKOKKOBOW
aHrMHbl NN 0OOCTPEHNN XPOHNYECKOIO TOH3UNNUTa nnu dapuH-
rmTa), a Takke nocne BakuyMHaumu, B CBA3U C HENEPEHOCUMOCTbIO
NeKkapcTB, NnepeoxnaxgeHmem u T. a.

 [loBpexaeHne cocyaoB B BUae MUKPOTPOMDO30B, remopparum,
N3MEHEHNN BO BHYTPEHHEN 000N0YKe apTepmen (dHOOTENNN)
NUMEET UMMYHHbIV reHes. [oBpexaatowmmmn paktopamm sBMATCA
LMPKYMPYIOLLME B KPOBU UMMYHHbIE KOMIMIEKCHI.




* KnuHu4ecku 3aboreBaHne NPosIBASAETCSH TpMagon:

1)  MEsKOKIIETOYHbIMU, MHOM4a CNUBaKLWMMUNCA reMopparnyeckumm
BbICbINaHNAMM Ha KOXe (Nnypnypon);

2) 0Oonsamun B cyctaBax Unm
BOCMNasieHMeM CyCTaBOB,
NPEUMYLLECTBEHHO KPYMHBbIX;

3) abgomMuHanbHbIM CUHOPOMOM
(6onamu B GPIOLLIHOW NOSIOCTH).




Ualle cbinb ObiBaeT Ha Horax. BHavyane KoXkHble BbiCbINaHUA
pacrnonaratoTcsi Ha pa3rndaTerbHbIX NMOBEPXHOCTAX KOHEYHOCTEWN,
MHOrAda Ha TynoBuLLEe, YacToO 3aKaH4YMBaKTCHA OCTAaTOYHOW
NMrMeHTaumen.

Bonee yem y 2/3 60nbHLIX HabNgarTCa MUTrpUpyroLLME
CUMMETPUYHbIE MNONMNAPTPUTBLI, ODBbIYHO KPYMHbLIX CYCTaBOB.
BocnaneHusa cyctaBoB HEPEOAKO COMPOBOXAAKTCHA KPOBOUINMUAHNAMMU
BHYTPW NOSIOCTN CYCTaBOB, YTO NPMBOAUT K BONSM pasfnyHoro
XapakTrepa: oT HeOOoNbLLIOMN NOMOTbI 40 OCTPEULLUX Bonen, BNNoTb A0
00e30BUKEHHOCTW.

ABOOMUHANbHbLIN CUHOPOM MPOSABIIAETCA BHE3ANMHOMN KULLEYHOM
KONMKOW, KOTOpas CUMYNUPYET anneHanuuT, XoneuncTnT, NnaHkpeaTuT.

Hepeako B naTonorn4yeckuii NpoLecc BOBNeKaTCs NoYk1 B BUOE
rnomMepyrioHedpurTa 3a CHET NOPAXKEHUSA KanNUspoB KiyOo4KoB.

PasnunyaloT ocTpoe TedyeHne 3aboneBaHUA C BHe3arnHbIM, OypHbLIM
Ha4yarnomMm, MHOrOCUMMTOMHOMN KITMHUKOWN, YaCTbIM OCNOXHEHUEM CO
CTOPOHbI no4ek. NMpu XpoHUYEeCKOM Te4eHUMn 4allle HabngaeTcs
peumnanBnUpPYyOLLUA KOXHO-CYCTaBHbIN CUHOPOM.



[ paHynemaTo3 BereHepa

rpaHyJ'IeMaTOSHO-HerOTI/I‘-IeCKI/II7I BACKYJTAT C nNpenmyLleCcTBEHHbIM
Nnopa>xeHMeM AblXaTEl1bHbIX HyTeVI, Nerknx m noYek.

[lpnynHa eule He nssecTtHa. bornesHb npoBouUMpyeTCcs NPOCTYAHbIMA
3abonesaHuamu (OPBU), oxnaxxgeHnem, neperpeBaHMEM Ha COSHLE,
TpaBMOWN, HENEPEHOCUMOCTbLIO NIEKAPCTB U T. A.

Begyuwme mexaHuambl pa3Bnutms 60ne3Hn — ayTouMMYyHHBbIE.
3aboneBaHune Yyawle pasBuBaeTca YV MV>XYUH.

CHavyana nopaxatotca ablxaTernbHble MyTU, YTO NPOABIIAETCA OBYMS
BapuaHTtamu. [1pn nepBomM BapuaHTe OTMeYaloTcs CTOMKUUA HACMOPK C
CEepPO3HO-CYKPOBUNYHbLIM, THOUHBIM OTAENSAEMbIM, HOCOBbLIE
KPOBOTEYEHMUSA, NPpY BTOPOM — YNOPHbLIN Kallenb C KPOBAHUCTO-
rTHOMHOW MOKPOTOMN, DONAMU B rpyaHON KNeTKe.

[lanee pas3BnBaeTcs KNUHUYECKas KapTuHa CoO MHOTMMU
CUHOpPOMaMM.



e JTO cTagua reHepanu3auum, Kotopasi CornpoBoOXKaaeTcs
nnxopagkon, NPexoasLLlm nonmapTpuToM UM Tornbko 6onsmu B
cycTaBax W MblLLILAX, MOPaXXEeHNEM KOXM (BMMOTb OO TAXKenbIX
HEKPOTUYECKMX NOPaAXEHUI KOXW Nuua) u ap.

 Hanbonee xapaktepHO BO3HUKHOBEHUE THONHO-HEKPOTUYECKOIO U
A3BEHHO-HEKPOTUYECKOIO PUHMUTA, CUHYCUTA, Ha3odapuHIruTa u
NnapuHruTa.




Wegener's Granulomatosis

Oral cavity: ulcerations Eye
throughout oral mucosa - pseudotumours
- conjunctivitis
Lungs \Nose
_ cavities - stuffiness
- bleeds - nosebleeds
- lung infiltrates - saddle nose
Heart
- pericarditis
skin e
- nodules on the elbovh"r}’ﬁ-‘ Kidneys
- purpura 2o - glomerulonephritis
Granulomas and ' D ‘ Positive
patchy necrosis L anti-neutrophil

in blood vessels | ‘ ‘ cytoplasm test




KnnHMKo-peHTreHonorm4yeckasl cumnroMmaTuka
CO CTOPOHbI NTErKNX — o4aroBas U criMBHas
NMHEBMOHUA ¢ 0bpa3oBaHMEM abcLeCcCcoB U
nonocTten.

B aton ctagmuu B natonorn4eckun npouecc
BOBJIEKaTCs NOYKU, cepale, HepBHagd
cuctema un ap.

B aHanun3ax KpoBu U3MEHEHNA He
cneundunyHbl (SpKne NpmMsHaku BocnaneHust —
nenkouuntos, yckopeHHasa COJI).

[TporHo3 3aboneBaHns Yalle
HebnaronpuaTHbIW. BonbHbIE yMUpatoT OT
neroYyHo-cepaeyHoun Unu noveyHom
HeOOoCTaTOYHOCTU, NErOYHOro KPOBOTEYEHUSI.
[narHo3 ctaBuTCcsl Ha OCHOBE Buoncum
CITM3UCTbIX 000M0YEK AbIXaTeSbHbIX NMYTEN,
Nerkux, rae BbIABMSAETCA rpaHyrieMaTo3HbIN
Xapaktep 3abofieBaHus.
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Wegeéner's Granulomatosis




[ UITAHTOKIETOYHbIN aPTEPUNT (BUCOYHbLIN apTEPUNT)

« CuctemHoe 3aborneBaHne C NPeNMYLLIECTBEHHbIM NOpaXXeHnem
BMCOYHBIX 1 YepenHbix aptepuid. Mpeanonaraetcsa BUpycHas
9TMOMNOrNSA, @ MEXaHN3M Pas3BUTUS — UMMYHOKOMIIIEKCHOE nopayeHue
apTepui, KOTopoe NoATBEPXKAAeTCA OOHapY)KEHUEM B CTEHKE apTepui
pUKCMpOBaHHbIX UMMYHHbIX KOMMIEKCOB.

« XapakTepeH Takke W rpaHyremMaTo3HbI TUM KNeTOYHbIX
MHpunbTpaToB. 3aboneBatoT Noau NoXunoro Bo3pacta obomx nonos.

Inflamed
temporal
artery




[ UITAHTOKIETOYHbIN aPTEPUNT (BUCOYHbLIN apTEPUNT)

* [lpn Hanbonee YacTtom BapuaHTe O60fIE3Hb HAYMHAETCH OCTPO, C
BbICOKOM TemrepaTypbl, rofioBHbIX 60r1en B BUCOYHOW obracTtu.
OTmevatloTca BuamMmoe yTorsieHne nopaxxeHHom BUCOYHON apTepum,
ee U3BUITNCTOCTb U BONEe3HEHHOCTb NpY Nanbnauum, Horga
NMOKpaCHEHNE KOXM.

 Korpa auarHo3 nocTtasneH nNo3aHo, HabnaaTCa NOPaAXXEHNE COCYA0B
rnasa um pasBuTme YacTtuYHOM U NOSIHOW CrenoThl.

« C nepsbix gHen 3aboneBaHus cTpagaeTt u obuiee cocTtosiHme
(oTcyTCTBME anneTuTa, BANOCTb, NoxygaHue, 0eCCOHHMLA).

B aHanusax KpoBu onpenensoTcs BbICOKUU NTEUKOLMTO3S,
HenTpodunes, yckopeHHasa CODJ, runep-a,— 1 rammarnodynmHemus.

 TeyeHue 3aboneBaHUs NporpeccupyloLlee, Ho paHHee Ha4yano
NIeYEeHNS MOXKET NMPUBECTU K CTOMKOMY YIyYLLEHWIO.



CuHpgpom ['yaonacyepa

e OTO CUCTEMHBIN KanumnsapuT ¢ NPeUMyLLECTBEHHBIM NOPaXXEHUEM
rNerkmx 1 rnoYek B Buae remopparm4eckon NHEBMOHUM (C
KPOBOUSNUAHUAMMW B JIEFOYHYIO TKaHb) U rMoMepynoHedputa
(MopaXkeHns rnovedHbIX Kryoo4dkoB). borelT valle My>XX4YnMHbl MOSI040ro
Bo3pacta (20-30 nert). INpunynHa He sicHa, HO bonee BEPOSTHOM
CUNTaAETCA CBA3b C BUPYCHOW UNu BakTepuarbHOW MHPEKLIMEN,
nepeoxnaxaeHnem.




« BnepBble cMHOPOM ONMCaH npu
naHgoemuum rpunna B 1919 r. NaroreHes
ayTOMMMYHHbIU, T.K. OOHapyXuBaroTCH
LUMpKynupyowmne n guKkcupoBaHHbIE B
TkaHaX AT Kk 6asanbHbIM MeMbpaHam
rnoyek n nerkux. [1pn aNekTpoHHOU
MUKPOCKOMNUM OTMEYaOTCH N3MEHEHUS

6a3anbHbix MeEMOpaH anbBeos NErknx u
NoYEYHbIX KanunngapoB B BUae
doukcaumnm AT K 9TuM BasanbHbIM
MeMOpaHaMm.

* KnuHu4ecku 3aboneBaHne Ha4YMHaeTCs
OCTpPO, C BbICOKOW T°, KpOoBOXapKaHbs
NN NEro4HOro KPOBOTEYEHUS, OObILLKNA.
B nerkux BbicnywmBaeTcs obunme
BNaXXHbIX XPUIMOB B CPEAHNX U HMKHUX
otgenax, a Ha Re-cHnmkax —
MHOXECTBO O4aroBbIX UITN CIUBHbIX
3aTeMHEHNN C 00enX CTOPOH.




[To4YT OQHOBPEMEHHO pa3BUBAETCA TSXKENbIN, OLICTPO
nporpeccmpyoLnmn rmomepynoHedpuT ¢ HePPOTUYECKUM
CUHAPOMOM (OoTekamu, 6ENKOM U KPOBbIO B MOYE) N OLICTPoOE
pasBuTME No4Ye4YHOU He4OCTAaTOYHOCTH.

[MporHo3 valle HebnaronpuUaTHLIN, OOMbHLIE MOrMbdatoT B
onwxanwune 6 mecsaueB Unu rog ot Hadana d6onesHn oT neroyYHo-
cepae4vyHon 1 No4Ye4YHOW HegoOCTaTOYHOCTH.

B kKpoBu 0OHapyXnBaloT aHEMUIO, NENKOLIMTO3 N YCKOPEHHYHO
CO9O.

UMmmMyHOnorn4yeckum npusHak 6onesHn — AT K 6a3anbHbIM
MemMOpaHaM MOYKM.



TpomboTnyeckaa TpomboLUTONEHNYECKAs Nypnypa
(cnHgpom Molukosuya)

e OTO CUCTEMHAA TpoMbOoTUYECKAA MUKpPOaHrmonaTua, KotTopas
COMpoOBOXOaeTcsA TPOMOOLIMTOMNEHNYECKON NYyPrypoun,
BHYTPUCOCYOUCTbIM CBEPTbIBAHUEM KPOBMU (r€MOSIN30M), MO3rOBOU U
NOYEYHON CUMNTOMATUKOMN.

* [lpuymHa n mexaHuam pas3BuTus 3aboneBaHuns eLle He N3BECTHbI.
[MpegnonaratoT MMMYHHYIO Npupoay 6onesHw.

« 3aboneBaloT B OCHOBHOM MOJOble XeHLLUUHbI. bone3Hb HaYUnHaeTcs
BHE3anHo, C NOBbILLEHNSA TeMMnepaTypbl, NOABNEHUS NPU3HAKOB
BHYTPMUCOCYAMNCTOrO CBEPThIBAHNSA KPOBU, TPOMOOLIMTONEHNYECKON
nypnypbl 1 pasHoobpasHbiX HEPBHOMCUXNYECKUX PACCTPONCTB
BCIEACTBUE nopaxxeHnsa mo3ra. lNopaxatoTcs u apyrne opratbi,
npeXxae BCero novku ¢ bbICTpbIM pa3BUTUEM NMOYEYHOM
HeJOoCTaTO4YHOCTM.



TpomboTnyeckasa TpomdboLmMTOoNneHNnYecKkas nypnypa
(cnHgpom Molukosuya)

* KnuHu4ecku 3aboneBaHune NposiBAseTca remopparm4yecknm
CUHOPOMOM — neTexnarbHbIMU (MEefIKOTOYEYHbIMW)
KPOBOUSNMUAHNAMM Ha KOXKE, HOCOBbIMU, XXeNya4o4YHbIMU,
MHEKONOrMYECKUMU, NOYEYHBLIMU KPOBOTEYEHUAMMU,
KPOBOUSNMUAHNAMM Ha rN1Ia3HOM [He.

* [lpyn nccnepoBaHUM KPOBU HAxXOOAT aHEMUIO, PETUKYIIOLMTOS,
TPOMOOLMTONEHNIO, NOBBLILLEHHOE coAepXaHne dunmpyounHa m
rmneprammarniodoynmHemMuto.

e Te4dyeHne HEYKNOHHO Nnporpeccupytollee ¢ ObICTPbIM NneTanbHbIM
NCXOOOM.



CuHapom Takasicy (cuHapom Oyrn aopThl, OonesHb
OTCYTCTBMUSA Nyfbca)

» [lpegcraBnsgeTr cobon BocnanuTesnbHbIN NPOLECC B AYyre aopThl
(aopTUT) U B OTXOOALUMX OT Hee BeTBaAX. [1pn 9TOM pa3BMBaEeTCS
YaCTUYHaa Unn nosrHasi nx obnmtepauuns. Moryt nopaxarbcs u
apyrue otaensl aopThl.

* [lpnynHbI (3TMONOrNA) U MEXaHU3MbI (MaTOreHes3) aToro
3aboneBaHus ele He AcHbI. [peanonaraeTca 3Ha4YeHUe UMMYHHbIX
HapyuweHul, Komopbkle 8 ceoell OCHO8E UMEM 2eHemu4eckue
degpekmbi npu ¢ghopmMupoeaHuUU CMeHKU aopmal.

« BonetoT Yyalle monoable XeHLWmHbL. [1posBnseTca CMHOPOM
NMOCTENEHHbIM HapacTaHWEM NPU3HAKOB HapyLUEHUS
KpoBOOOpAaLLIEHNS B 30HAX MOPa)KEHHbIX COCY0B.



OCHOBHbIM CUMMTOMOM SIBfISIeTCA OTCYTCTBUE Nyfibca Ha OAHOW
UM 06eunx pykax, pexxe — Ha COHHbIX, MOAKITIOUYNYHBIX, BUCOYHbIX
apTepusix. bonbHble oLLyLalT 60NN N OHEMEHUSI B KOHEYHOCTSX,
KOTOpble ycunmeatoTcsa Npu U3nN4eckon Harpyske, cnabocTtb B pykax,
rONOBOKPY>XEHUS, YacTO C NOTEPEN CO3HAHUS.

[Tpn obcrnenoBaHun rnas obHapyXMBatTCS KaTapakTbl, UBMEHEHUS
COCYAOB rnasHoro gHa (cyxeHue, obpasoBaHne apTeEPUOBEHO3HbIX
aHaCTOMO30B). 3HaYMUTENBHO pPeXe B NMpoLecc BOBIEKAOTCH
KOpOHapHbIEe apTeEPUM C COOTBETCTBYIOLLIMMU cumnTomamu. [Npu
nopaxeHnn 6pOLLIHOMN aopPThbl C NOYEYHBIMU COCYydaMn Pa3BUBAETCS
BasopeHarbHasa (noyeyHas) rmunepTeHs3uns.

3 obLmx npnsHakoB 60Ne3Hn xapakTepHbl CyodebpunmTer,
acTeHmsaums. JlabopaTtopHble NokasaTtenn HapyLleHbl YMEPEHHO.

3aboneBaHne nporpeccupyeT MearneHHo, ¢ 060CTpeHnAMN B BUAE
NieMnmM ToM U MHOW 30HbI. [lnarHo3 MOXKHO MOCTaBUTb Ha PaHHUX
cTagmsix ¢ NOMOLLbIO apTepuorpadun.



ObnuTepunpyroLWnn TPOMOAHTNNT
(bonesHb broprepa)

¢ OTO CUCTEMHOE BOCNanuUTeNibHOE COCYAUCTOE 3aboneBaHne C
NPENMYLLIECTBEHHBIM NOPaXXeHNEeM apTeEPUN MbILLEYHOIO TUMNA, a TakKe
BEH.

e JTNoONOrMga U naTtoreHes eLle He N3BecCTHbI. [lpegnonaraercs
anneprmuyeckaqa peakums Ha pasfnyHble BO34ENCTBUA BHELLHEN U
BHYTPEHHEeN cpelbl opraHuama. boneT B OCHOBHOM MY>X4YUHbI B
Bo3dpacte 3045 rer.

« 3aboneBaHne HAYMHAETCA MOCTENEHHO, C MUTPUPYIOLLIETO
Tpombodoneduta, OLICTPON YTOMIIAEMOCTU U TSXKECTN B HOrax (npexae
BCEro rnpu xoabbe B 0611act MKPOHOXKHbBIX MbILLLL), MAapecTe3uit.
[lo3oHee pa3BMBaETCS NepemexarLjasacsa xpomoTa, 0onm B Horax
COXPaHSOTCA U B NOKOe, 0COBEHHO Mo HoYaM. OTMeYaeTcsa CHKEHME
nynbcaumn Ha apTepUsaxX HUXXHUX KOHEYHOCTEN, KOTopas No3xe
nc4yesaer.




* YXe Ha paHHMX CTaausX NOSABNSIIOTCS
Tpodonyeckme paccTtponucTaa Ha
NopaKeHHbIX KOHEYHOCTSAX, KOTOpbIE
MOryT NEPENTUN B HEKPO3bI B
pesynerare
NLLIEMUN.

« 3aborneBaHne MOXeT npuobpeTaTb XapakTep CUCTEMHOrO npoLecca ¢
nopaeHUeM KOPOHAaPHbIX, MO3roBbIX, OpbPKEEYHbLIX apTeEPUN C
pasBUTUEM HABIIEHUN NLLEMUN COOTBETCTBEHHO 30HE NMUTAHUA TOU NUNU
NHOW apTepun.

* OTMmevaloTca yxyaweHmne obLero coctosiHud, cyodebpunurer,
yckopeHHasa CO3.

« TeyeHue XpoHUYECKOe, HEYKNOHHO NMporpeccupytoulee, ¢ HapactaHMem
nwieMmunyeckmnx aerneHunn. Ipm cucteMHoM npouecce BO3MOXHbI
NHaPKTbl MUOKapaa, NLEMUYECKNE UHCYNbThI, HEKPO3 KULLEYHMKA U
Opyrue Taxernble COCTOAHUS, KOTOPbIe yXyaLlakT NPorHos.




DLUIUIARMALLIAA ]




