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[ paHynemaTo3 BereHepa

- BbICTpOnNporpeccupyoLlee
3aborieBaHNe HEBLIACHEHHOM
9TUOSI0rMKn, acCoLMNPOBAHHOE C
BblpabOTKOW ayTOaAHTUTEN
(aHTUTEN K yuTonnasme
HEUTPOMUIIOB) U
XapaKkTepuaytouleecss CoMeTaHHbIM
BOCNasiMTENbHbIM MOpPaXXeHNem
HECKONbKNUX OpraHoB (4Yalle Bcero
NETrKNX 1 NMoYek, a Takke BEPXHUX
OblXaTernbHbIX MyTEN, OPraHoB
3peHund 1 cryxa), B OCHOBe
KOTOPOro NeXUT BacKynUT MEnKnx egéner's Granulomatosis
COCy0B ¢ 0bpasoBaHNEM
rPaHyrieM.

.
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IANnMaemMnonorns

s 3aboneBaemMoCTb BCTpeYaeTcs
aoctaTtovyHo peako 8-12 Ha 1000000.

s 3aboneBaHne MoOXeT HadyaTbCd B NMI0OOM
BO3pacTe.

s Okono 15% 6onbHbIX Monoxe19 net, netu
bonetoT peako. Heckonbko value donetoT
MY>KYNHbI



" A
OTNONOrnA
s ITUONOrns rpaHynemartosda BereHepa octaeTtcs

Hen3BecTHoOW. [lpegnonaratoT psag Teopun
BO3HMKHOBEHMUS 3aboneBaHus:

s 1. NHpekunoHHaa Teopusd. [Npwu
bakTepuonorm4eckom nccrnegoBaHmm obpallaeTt Ha
cebs1 BHMMaHWE coBnagatoLlee no BpeMeHu
NOBbILLEHNE KOHLIEHTPaLWN BO3OyaUTENSA B
KynbTypanbHbIX cpegax ¢ KNMHUYEeCKUMU
npu3Hakamy odbocTpeHus 3aboneBaHus, YTo
NO3BOMNSET C BbICOKOW A0S1EN BEPOATHOCTU OTHECTU
30J/10TUCTbIN CTAdOUITOKOKK K BO3MOXXHbIM
Tpurrepam, Bbi3biBaloLLMUM rpaHyrnemaTtos BereHepa



» B
OTUONOrus

2. BupycHas Teopusa. 13BecTHO, YTO renatut
C MOXeT nHayunpoBarhb
KPMOrnoodynmHeMMUYECKNN BaACKYIUT,
MOPMOSTIOTMYECKN CXOXKUN C NUSBMEHEHNAMMU
B OpraHax Kak npu rpaHynemarose
BereHepa.

s Ocoboe BHMMaHWE cpean TpUrrepos
yvoenaT BUY-uHdpekunn. lameHeHna npwu
HEKPOTUINPYIOLLMX BAaCKynmuTax BO MHOMOM
NOBTOPAOT NHPEKLMNOHHbIE



» BN
[laToreHes

s /IMeeTca onpegeneHHasa reHeTnYecKas
npeapacnonoXXeHHOCTb- 3aborieBaHne CBA3aHO
C HanNnM4Ynem aHTUreHoB NMMCTOCOBMECTUMOCTU
HLA B7,B8 UDR2.

» [lOopaxeHne BepXHUX AblXaTenbHbIX NyTeu
HaBOAMT Ha MbICrb 00 annepru4yeckon peakumu
Ha KakoW-HWOYAb aHTUIEeH- 9K30reHHbIA Unu
9HOOrEeHHbIN, CBOMCTBEHHLIN OblIXaTeNbHbIM
nyTaMm. B natoreHese rpaHynemaros3a BereHepa
MMEET 3HAYEHNE TNNEPPEAKTUBHOCTb
rymoparbHOro 3BeHa MMMYHUTETA: NOBbILLEHNE
CbIBOPOTOYHOro U cekpetopHoro IgA,lgG un IgE,
obHapyxumBaetcsa PO, LUK IgG ayToaHTutena.



» B
[laToreHes

= Y HEKOTOPbIX BOMbHbIX B KPOBU 1 COCYOQNCTOU
CTEHKE BbIABMATCA UMMYHHbIE KOMMJIEKCHI.
[paHynembl ¢ 00MbLUMM YNCNOM ITMraHTCKNX
MHOrosii€pHbIX KIETOK, OCODEHHO B IENKMUX,
MOrYyT ObITb NPOSIBNEHNEM anneprn4eckon
peakumm 3amearieHHoro Tuna nmMbo peakummn Ha
MHOPOOHOE TENO0, HO NPSIMbIX AOKa3aTeNnbLCTB
HeT.

x Y OOnNbLIMHCTBA OOJIbHbLIX MMEKTCH aHTUTena K
LUuTonnasme HeEMTPoMUIoB, NPEUMYLLIECTBEHHO
K npoTease-3. Kak u ans apyrux BackynuTos,
YETKMUX OoKa3aTenbCTB UX 3TUOMOIMmn HeT.



" SEE——
[ McTonormyeckme nameHeHuns

= [punana:

1.  HEKpPOTU3MPYOLLUA
aHrMuT(BocnarneHune
rmnogepmMarnbHbIX U
aepmManbHbIX
KPOBEHOCHbIX
CcOoCyao0B)

2. acenTunyeckum
HEKpo3

3.  TpaHynemarto3Has
peakuus




anI rTMCTOJIOrM4eCKOM UcclrieqoBaHN BbIABIIAKTCA NPU3HAKN aHITr'MNTa C
AeCTPYKTUBHbIMU USMEHEHUAMU B TKaHu nerkux BOKpPYr CTEHOK cocyaoB
BCTpe4YakTCA rpaHynemMmbl, COCTOoALLUNEe N3 INUTEJNINAJIbHbIX KI1eTOK, TMCTUOLMNTOB
MU MTNMraHTCKux KrneTtok. Menkue ovaru HeKpo3a.
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KnnHn4yeckaa KapTuHa

= [prnaga CUMNTOMOB:

s 1. Hekpotusunpyouime rpaHyrnemaTosHble
NpoLEeCChl B BEPXHUX U HUXKHUX OblXaTeNbHbIX
NyTAX UNU BO BCeWN OblXaTelnbHOU CUCTEME,;

a 2. OyaroBbIn roMepynoHedPUT C HEKPO3OM U
TPOMDO30M OTAENbHbIX OTPE3KOB MNETNN
Krnybo4ka 1 rpaHynemMaTo3Hble NpoLecchl B
NoYe4YHOM KIybouKe;

s 3. [eHepann3soBaHHbLIN 04aroBbIV
HEKPOTU3UPYIOLLIMIA BACKYNUT (C NOpaXxeHnem
apTepPUn N BEH), KaK NpaBuio B JIErKOM.
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Oowme cMMnNTOMbI:

s bonesHb Ha4YMHaeTcs oCcTPOo UMK NOAOCTPO
C OOLLKMX UNN MECTHBIX NposiBNeHnn. K
OOLLKMM OTHOCAT Nuxopaaky ao 38-39 °C,
MUarnrum, aptTpanrmn, pexe KoXXHble
N3MEHEHNS B BUAE COCYAUCTOU NMypnypsbl
NN A3BEHHO-HEKPOTU3NPYIOLLETO
BaCKynnTa KOXMW.



" JE
MopaxeHue rnas

[1pn rpaHynemartose
BereHepa BocnanuTenbHbIn
npoLecc 3aTparnBaeT B
OCHOBHOM OEMnOYHY U
pagy>XHyt0 000SI0ouKY rnas.
Hepenko passuTtne yeeunTa,
MpUOoUMKNnTa,aNUCKnepuTa,
cknepuTa, NPpUBOASALLNX K
nepdopaunn n crnenorte.
Bo3mMoOXxXHO obpa3oBaHue
nepuopouTanbHON
rpaHynembl U aKk3oMTanbma




" JE
[MopaxeHue BepXHUX AblXaTeNbHbIX NYyTEU, POTOBON
NOJZIOCTU N OpraHoB cnyxa

[TpoaBnsaeTcs B BUAe yrnopHoOro
HacMopKa C rHOMHO-
remopparm4yeckum oTaensieMbIM.

B nocnenytoliem passmBaeTcs
N3bA3BINEHMNE CITN3NCTON ODONOYKM.
Bo3mokHa nepdopauyms
Neperopoaku ¢ pasBuTmeMm
cegnoBunaHou gedopmaumm Hoca.
[ToMUMO A3BEHHO-HEKPOTUYECKOIO
PUHUTA BO3MOXHO NopaeHue
Tpaxewu, ropTaHun, NpnaaToOYHbIX
nasyx HOca, CrnyxoBbIX TPYyO n ywen.
Hepeako BO3HUKHOBEHUE A3BEHHOIO
cTomaTtuTta. VIHorga BcTpeyaetcd
PE3NCTEHTHLIN K KOHCEPBATUBHOMY Y
XUPYPrn4ecKkomMy fneveHuto
MacTouauT.




[TopaxeHue nerkux

B nerknx obpasytotcs
rpaHynembl, Hepeako
pacnagatoLlmnecs, Yto NnpmMBoauT
K KPOBOXapKaHb N pa3BUTUIO
AblXaTernbHOW HeOQOCTaTOYHOCTH.
Y 1/3 nauneHToB rpaHysiEMsbl
KIMHUYECKN HNYeM cebs He
NposABNAT. BO3MOXHO pa3Butme
nrespuTa, ayCcKynsTaTuBHO
NPOABAIOLLErOCs LWYMOM TPEHUS
nneBpbl. Takke MOXeT
HabnoaaTbCs BbIMOTHOW NNEBPUT
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NMopaxeHue KoOXu

HabntogaeTcsa KOXKHbIM BaCKYNUT C

13BEHHO-reMopparm4eCcknmm
BbICbINaHUSMW.

NMopaxeHne HepPBHOU CUCTEMBI

[lpoTekaeT B BUAe aCUMMETPUYHOMN
nonnHenponaTmu.

NMopaxeHune noyek

OaHoM N3 n3ntbnNeHHbIX NoKanm3auun

rpaHynemaro3a BereHepa
SIBASAKOTCS NOYEYHbIE KITyOOUKM.
BosHukarowmn rmomepynoHeput
NPOSABMNSAETCA remaTypuen,
MaCCUBHOW NPOTENHYPUEN,
Hepeako MMeeT DbICTPO
nporpeccupytoLlee Te4eHne u
NpUBOAMUT K ObICTPO HapacTaloLEN
NnoYye4yHOU HeOOCTaTOYHOCTMW.

NMopaxeHune obono4ek cepaua

I'Ipos'-|Bn;|eTc;| B BUAE pa3syiMvHbIX

BUOOB nepukapauTa. NopaxeHne
MUoKap4a v aHgokapaa
HexapakTepHOo




s B KnuHu4yeckom aHanu3e Kpoeu ebIsiesiIsromcs
yBenunyeHHas COJ3, nenkounTos, 303MHOMUNnNS, casur
nevKkorpamMmmel BfieBO 3a CYET Nano4vykoagepHbIX oopmMm,
MEeTaMMenoLnToB N MUENOLMTOB, HOPMOXPOMHAS
aHeMus.

s Kak npaBuso, BbISBNAKTCSH PEe3KO NONOXUTENbHbIE
brnoxmmmnyeckne octpoasosble peakuum, runep-a2- un
ramma-rnodynmHemua. MoryT BbigBnsaTbca LE-kneTkn
(pefko), NpoTUBOAL4EPHbIE aHTUTENA, PEBMATOUAHbIN
doakTop, y bonblMHCTBA DOMbHbLIX ONPEeaensitoTCs
noBbllWeHHble ypoBHU IgG 1 A, 3HaunTenbHoE
CHUXXEHME YPOBHSA KoMnnemMmeHTa. [1pu nopaxkeHunu
NoYeK BO3HMKAKT MacCuBHaaA NpoTenHypus,
remaTtypus, NenkounTypus, LMnNnHapypusa, asoteMums.



" B
[lnarHocTuka

1. AHaMHe3 1 dmnsnkanbHoe obcriegoBaHue

[OunarHoctuka rpaHynemato3a BereHepa Tpebyet
KOMMJIEKCHOIO aHann3a 0CODEHHOCTEN KIMMHUYECKOW
KapTUHbI N Te4eHUsa bornesHn. Hepeako Ha paHHUX CTaausax
bonesHu npoBoanUTCs aHTUDaKTepUanbHOE NeYeHne B CBS3U
C OLWMOOYHbLIMU ANarHo3amm «baKkTepuaribHbIU
CUHYCUTY», KMHEBMOHUAY, «KTYOEPKYIIE3 NErKNUX», U
HE3(HPEKTUBHOCTb aHTUOMOTNKOB B TAKUX CUTyaLUSAX
paccMaTpuBaEeTCs Kak ONH U3 BaXXHbIX KITMHUYECKNX
aprymeHToOB B NOJib3y CUCTEMHOrO BackynuTa. B cny4dae
OVarHOCTUKU Ha paHHEeN cTaaun «peBMaToOUHOro» UMn
«peakTUBHOro» apTpuTta Heobxogmmo obpallaTtb BHUMaAHMNE
Ha Mmanyto adodekTnBHOCTb fiedeHna HINBIT n Hu3kumum
O03aMU IMIOKOKOPTMKOMAOB, HE NpeaoTBpaLlatowLnMm, Kak
npaBuIo, NPOrpeccmMpoBaHnst IoKarbHbIX U CUCTEMHbIX
NposiBriEHUN DONE3HN.
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[lnarHocTuka

2. JllabopaTtopHble uccnegoBaHus

KnnHnyecknn aHanns KPoBU BaXXeH A1 OLIEHKU
BocnanutenbHon aktuBHoctn (COIJ, nenkounTtos). C aTton xe
Lenbto onpegenstoT 3HavyeHnst pubpuHoreHa n CPB, Takke
doakTopa BunnebpaHaa, aHaotTenmHa-1 n gopyrux mapkepos
aHaoTenuarnbHOU ANCPYHKUUMN.

3 nMMyHOorm4ecknx nccnegoBaHum Knodesas pornb
npuMHaONeXUT onpeaeneHnio aHTUTenN K uutoniasme
HeUTpPodunoB. I3BeCTHbI ABe rMmaBHble Pa3HOBUAHOCTU ITUX
aHTUTEenN: npeobnagaroLwme No Yactote cpeaun BoSbHbIX
rpaHyriemaro3om BereHepa aHTUTeNna K npoTenHase-3 1 pexe
BbISIBNIAEMbIE aHTUTESNA K MUenonepokcupase.

Bonbluoe 3Ha4yeHne nmeeT nabopatopHas oueHka OyHKLUK
)KM3HEHHO Ba)KHbIX OPraHoB, B NepBYy odepeab MNoYek:
onpeaeneHne KpeaTuHUHA U 3NEKTPONIMTOB CbIBOPOTKM,

pac4yeT CK®, KoHTponb nokasaresnien obLlero aHanm3a Mouu.
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[lnarHocTuka

3. IHCcTpyMeHTarnbHble nccrnegoBaHug

30M0TbIM CTaHAAPTOM A9 NoATBEPXOEHUS AMnarHo3a BacKynuTa
OCTaETCHd rMCcToriormyeckoe nccriegoBaHme nNopaKeHHoun
TKaHW (CNU3NUCTON 0OOMNMOYKM HOCA, TKAHU NIETKOro, KOXN NN
MNOYKMN, rPaAHYNALMOHHOW TKaHM OpOUTBLI rnasa), nony4vyaemon B
Xo[4e ornepaTtuBHbIX BMeELLATENLCTB UMM NyTEM buorcuu, ¢
obHapyXeHunem pubpnHOMOHOro HEKPO3a 1 BOCNaNeHnsa CTEHKN
COCYOOB B COYMETAHUU C NEPMBACKYNAPHLIMA U
9KCTpaBasasibHbIMW rpaHyreémMamum.

[1na anarHOCTUKM aHAaTOMUYECKNX U3MEHEHUIN BO BHYTPEHHNX
opraHax (0cobeHHO Nerkmnx), B opoute, NnpuaaTodHbIX Nasyxax
HOCa N B ropTaHun, a Takke arns obHapy>XeHnst akTUBHOIO
BOCNaIMTENbLHOrO npouecca WMPOKO UCMONb3YHTCA MEeTOAb!
ny4eBOW N PagmMon3oTOonHOM anarHocTmuku: peHtreHorpadumsa, KT,
MPT, cunHturpadumsa c rannmem-67 ¥ no3MTPOH-3MUCCUOHHAA
Tomorpadcdusa ¢ 18-chTopaeoKCUTrNIOKO3OMN.
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JleyeHne

n  OPDEKTMBHO HA3HAYEHME KOMONHMPOBAHHON Tepanmn: KOPTUKOCTEpPOUab!,
MMMyHoAenpeccaHTbl. HavyanbHasa gosa KopTukoctepomaoB — A0 1 Mr/kr
npegHn3onoHa B CyTKU. 3 rpynnsl MUMMYHOLENpPeCccaHToOB NPUMEHSIOTCSA
umknodgocdgaH (Hanbonee adpdPEKTUBHLIN), a3aTUONPUH, 6-MepKanToNypuH,
xropambyunn. LlnknodgocdaH BBoANTCA BHYTPUBEHHO OT 4 00 15 Mr/kr ¢
nocrneayrLwmm HasHa4YeHNeM npenapara BHYTpb B 403e 1—2 Mr/Kr B CyTKN.
Kypc neyenuss — ot 6 go 30 mec (B cpegHem 18 mec). KoHTpornb KapTUHbI
KPOBW OOSMKEeH NPOBOANTLCS 2 pasa B Hedento.

= B nocnegHue rogbl B neveHnn 60mnbHbIX rpaHynemMaTto3om BereHepa
NpUMeHseTca nnasmadepes.

m [spKenoe TeyeHne N HedMAEKTUBHOCTL Ne4EBHbBIX MEPONPUATUN ABNSIOTCS
nokasaHMeM ans NpoBeAeHns ABYCTOPOHHEN HEPIKTOMUN (M
CMSIEHOKTOMUMN) C NOCeayoLen TpaHcnnaHTaunenm noYKu.

= [lpu npucoeanHeHnn BTopmyHON MHeKUNKN (bakTepmnansHon,
MMUKOTUYECKOW) — COOTBETCTBYIOLWAa aHTubakTepuanbHaa unm
aHTUMMKOTNYECKaa Tepanus.

= B komnnekc nedyenuns BKNOYaKTCS BUTAMUHbI, CTUMYNATOPSI
KpOBETBOPEHUSI; NEPEnNBaHNA KPOBU, NENKOLIMTAPHON U TPOMOBOLIMTapHON
MacCbl; CAMNTOMaTUYECKOE NTEYEHME.



" B
[1porHoa

s B HacTosuee Bpemsi cBbile 80% 60nbHbIX
rpaHynemato3om BereHepa xuByT boree 5 rnet. Tem He
MeHee, HECMOTPS Ha yBenndeHne 4onrocpo4YyHou
BbIKMBAEMOCTU, PEMUCCUSA C NOSTHLIM NCHE3HOBEHUEM
nposaBreHnn 6one3Hn oCTUXMUMa NULb Y HEDObLLON
4yacTu BOrbHbIX, U Y MHOIMX NaLMEHTOB OTMEYarTCH
peunanebl — 1 1 bonee. OTganEHHbIE OCIOXHEHUS
MOryT BO3HMKATb 13-3a HeobpaTumoro pyoLeBaHuns B
MeCTax NoBpeXOeHUA TKaHen (Hanpumep, noveyHas
HeAOoCTaTO4YHOCTb NN NOACBA304YHbIN CTEHO3 rOPTaHNn).
Kak npaBuno, peunanBbl NPOTEKAT Nerye, Yem
nepBOHa4varibHble NPOsABNEeHUA 3aborneBaHuns, U
NpeacTaBnalT MEHbLUYI Yrpo3y And XXU3HEHHO BaXXHbIX
opraHoB. TeM He MeHee, BO3MOXHbl U Takue peunamnBbl,
NpPWY KOTOPbIX B NPOLIECC BOBMEKAOTCA BaXXHbI€ OpraHbl U
NPONCXOaUT AarnbHeNLLee NnoBpeXaeHne TKaHeun.






